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HPEJINCJIOBHUE

Xponunueckuit nmumorneiikos (XJIJI) mpeacrasiser coboit mpoOpokaye-
CTBEHHYIO OMYXOJib, €€ CyOCTpaT COCTABIISAIOT MPEUMYIIIECTBEHHO 3pelible M-
¢douutel, umeromue B-penorun (Bopodse A.U., u coart. 2003). Temmbl pa3-
BUTHs OO0JI€3HU, CKOPOCTh YBEJIMYEHUS KOJUYECTBA JICHKOLUMTOB, Pa3MEPOB
auM$paTHUECKUX y370B U cene3eHkH rnpu XJIJI xone6moTest B MMpPOKUX mpeie-
Jax. Y HEKOTOPBIX MAalUEHTOB O0JIE3Hb HEYKIOHHO IPOrPECCHPYET, HECMOTPS
Ha MPOBOAMMOE JICUCHUE; Y APYTHX MPHU3HAKU 3a00JIeBaHUS HA MPOTHKEHUU
MHorux JjeT (10 — 20 u Gosee) ocTarOTCs CTaOUILHBIMA M MUHUMAaJILHO BbIpa-
KEHHBIMH, Jake 0e3 jieueHus. Mexay ABymsi KpailHuUMHU (hopmamMu — OBICTpO-
MPOTPECCUPYIOIEH U «3aCTHIBILIEH» UMEIOTCS MHOTOYUCIICHHBIC BAPUAHTHI, TIPU
KOTOPBIX MPOTPECCUPOBAHKUE YCIIEUTHO CAEPKUBACTCS MPOBOJUMOM IIUTOCTATH-
YECKOM Teparuei.

B kauectBe camocrosTensHoro 3a0601eBanus XJ1JI BnepBbie ObuT BbIAEIEH
B 1856 rony, Korja 3HaMeHUTHIN HeMelkuil maTosor Pynoned Bupxos Bnepsbie
CBSA3aJ JIUM(OLUTO3 KPOBHU C YBEIMYEHUEM JTMM(PATHUECKUX Y3JIOB U CEJIE3EH-
KM, YIIOTpeOUB JJi1 HOBOW OO0JNE€3HUM TepMUH «IuMbarnyeckas yeiikemus». B
1903 v W. Turk mompoOHO ommcan kiaumHHYeckue Tposiienuss XJUI: kaptuny
KPOBH U TOpaXeHUs TUMPaTHIeCKUX y3710B. OH OTMETHI T€ YEpPThl, KOTOPHIC
ormmyasin XJUJI ot npyrux nmumdornponudepaTuBHbIX 3a001€BaHUN, 00BEIU-
HEHHBIX aBTOPOM IO/ TEPMUHOM «inMdomaTo3». B To BpeMsi oTCyTCTBOBAIH
JUArHOCTHUYECKHE BO3MOKHOCTH, IMO3BOJISIONIME HaAekHO oTiaumdarh XJIJI or
Opyrux JuM@onpoardepaTuBHbIX 3a00J€BaHUI ¢ OPAKEHUEM KOCTHOTO MO3-
ra u umdonuro3oM kpoBu. He cmotps Ha ato, W. Osler B 1909 r. B cBoeii pa-
6ote o neiikeMusax ykaszan yactoty XJIJI cpenu npyrux nerikemuii (22%) u mipo-
JTOJDKATENBHOCTE 3a0oJieBanus (ot 3 g0 11 5er), oueHp OIM3KHE K COBPEMEH-
HBIM JIaHHBIM.

Xponnueckuit mumponeiikos3 (XJIJI) — nanbosiee pacripocTpaHEHHBII BU]T
remo0OsacTto3a B crpaHax EBponsl u CeBepHoil Amepuku. B 3Tux crpaHax Ha
ero Joito npuxoautcs okojo 30% ot Becex neriko3zoB (Bloomfield C.D., Foon
K.A., Lemine E,G., 1993), a exeroanas 3aboneBaemocth XJIJI cocraBiser 3 —
3,5 Ha 100 Teicsiu Hacenenus (Oceunnckuit O.B., 2007). Cpenu nui B Bo3pacre
ctapiie 65 3abosieBaeMoCTh TuMdorieiiko3oM coctapisieT A0 20 Ha 100 Thicsy, a
Bo3pacTHOM rpymme mocie 70 ger — 50 wa 100 teicsu (Linet M.S., Blattner
W.A., 1988). B ctpanax Asuu u Adpuku XJIJI sBasercs peakum 3a00/ieBaHU-
em. Hampumep B SIlmoHuu Ha BCIO CTpaHy pErHCTpUpYETCs HE 0oJiee OHOTrO
ciiyyas B TOJl; B 3Toil cTpane Ha noito XJUJI npuxoautcs muuib 2% OT Beex Jie-
ko30B (Finch S.C,, et al., 1969). UpesBbiuaiino penok XJIJI y y30ekoB u Heus-
BecTeH cpenu Oypar (bormanoB M.A., 1973). OTmedaeTcs ero moBBIIIIEHHAS Ya-
crota y eBpeeB amkeHasu (Court-Broun W.M., Doll R., 1959). Pacosbic u
HallMOHAJIbHBIE PA3JIUYMS B YACTOTE 3a00JI€BAEMOCTH COXPAHSAIOTCS B 3aBUCH-
MOCTH OT MECTa pOKJieHus U npoxkuBanus. Eciu y O6enoro Hacenenus B CeBep-
HOIl AMepuke Ha gomo XJIJI nmpuxogutcs 9% OT Bcex 3710Ka4eCTBEHHBIX 3a00-
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JeBaHUM, TO y yepHoro — Toibko 0,7% (Cheson B.D., et al., 1996). XJIJI gacto
BCTpPEYAETCs Y MY>KUHUH, COOTHOILIEHHWE 3a00JIEBIIMX MY)XUYMH M KEHIIUH CO-
craBiser B cpearem 2:1 (Rai K.R., Patel D.V., 1997) xoTs 31ech TakyKe UMEIOT-
Csl KoJeOaHus: HalpuMep 3TO cooTHolneHue paBHo 1,4:1 B IlIBeiapuu u 3,2:1
B Kurtae (Parkin D.M., et al. 1997). Xpouudeckuii aumdoieiiko3 — camas
yacTas ¢opMa JIeHK03a y KPOBHBIX POJICTBEHHUKOB KaK 10 TOPU30HTAIBLHOM, TaKk
u 110 BepTuKanbHoi muuun (Cutter J., 1992).

XJIJI — B ocHOBHOM 00J1€3HB JIIO/IeH TOKUIIOTO Bo3pacTta. bomee 70% ma-
[MEHTOB 3a00JIEBAIOT B CTapIIed BO3pAaCTHOM TpyIIie, CpeAHUN Bo3pacT 3a00-
JICBIIMX JIO HEJIABHETO BpeMeHH cocTaBistl 65 — 69 mer (Cutter J., 1992). On-
HAaKO B TIOCJIEIHEE BpPEMsS OTMEUAETCS «OMOJIOXKEHHE» 3TOro reMo0J1acTo3sa,
CpEeIHMI BO3pAaCT HAa MOMEHT JMArHOCTHUKU 3a00JICBaHUSI COCTaBIsACT 55 et
(Bonkoa M.A., 2007). Menee 10% 3abonesatot B Bo3pacte a0 40 net (Bomko-
Ba M.A., 2007). Puck 3ab6onets XJIJI nis mroaedt, mocturimux 80 JieT, BBIIIE,
yeM Js iui Mostoxke 40 net: g myxxuuH B 503 pasa, nid skeHuuH B 251 pa3
(Diehl L.E., Karnel L.N., Menck H.R., 1999). HekoTopbie aBTOpBI, OHAKO, OT-
MmeyaroT, uto XJIJI B Bo3pacte 10 35 neT He sBisieTcs O0JbIlIe Ka3yHuCTHUYECKOM
penkocthio (Rai K.R., Patel D.V., 1997).

Knaccudukanuu xponnyeckux aumdonponudepaTUBHBIX OMyXO0JIeH, KaK
OTEUYECTBEHHbIC, TAK U MEKIYHAPOIHbIE, IPETEPIICBAIN U3BMEHEHHUS IO MEPE TO-
ro Kak IMOSBJISUTUCH HOBBIE TAHHBIE O MATOT€HE3€ ATUX 3a00JICBAaHUM, UX UMMY-
HO(EHOTUNMMYECKUX, IUTOTEHETUYECKUX U MOJIEKYJISIPHBIX 0COOCHHOCTX. Eciu
B MPOIUIOM BEKE JJIs MOCTaHOBKU auarHo3a XJIJI Obu1o J0CTaTOYHO KIIMHUYE-
CKOr0 OCMOTpa OOJILHOTO M JaHHBIX Nepudepuueckol KpoBHU, TO B HACTOSAIEE
BpeMsi He0OXoAuMa UMMYHO(EHOTUITNYECKAsA, TUTOT€HETUYECKasl U, IIPU HEOO-
XOJIMMOCTH, MOJIEKYJIIpHas BepupUKauus, s npoBeAeHus auddepeHunans-
HOM JUArHOCTUKH C JAPYTMMU 3PEIIOKIETOYHBIMU B-KIIETOYHBIMU OMYyXOJSIMH C
MOpa>XeHUEM KOCTHOTO MO3Ta.



I''TABA 1. OTHOJIOTUA U ITATOI'EHE3
XPOHUYECKOI'O JIUM®OJIEMKO3A

[Ipu M3ydeHHH 3TUOJIOTMU OHKOJIOTHYECKHUX 3a00JIeBaHUM OOJIBIIOE BHH-
MaHHE YJIEISETCS BBISABICHUIO KAHIEPOTCHOB M BBISICHEHUIO MEXaHU3MOB HX
nerctBus. KaHieporensl UrparoT BaXHYIO POJib B MHAYKIIMM MHOTHX OHK03a00-
JIeBaHUW, B YaCTHOCTH, B PAa3BUTHUU Paka JIETKUX, pPaKa IIUTOBUIHOMN >KEJe3bl,
pakKa KOH, paka MOJIOYHOM KeJe3bl, XPOHUYECKOT0 MHUEIIONEeKo3a U psasia Ipy-
rux. OJHaKO HE YCTAHOBJIEHO MPSMOM CBS3M MEXY JEHCTBHEM KaHIIEPOTEHOB
U Pa3BUTUEM XPOHUYECKOro JTUM(DOIeiiko3a, XO0Td HEKOTOPHIMU HCCIeoBaTe-
JSIMU TIPEAIPUHSTHI TOMBITKA BBISIBUTH B3aUMOCBS3b BIUSHUS PA3IUUHbIX (U-
3MYECKUX, XUMUYCCKUX U OMOJIOTHUECKHUX (DAKTOPOB M 9aCTOTHI BOSHUKHOBEHHUS
XJUJI (Bonkoa M.A., 2007). He nabmonanock yBemmuenust yactotel XJLJI cpe-
T JIMII, TIOJIBEPTaBIIMXCS BO3JACHCTBUIO MOHU3UPYIOUIEH paaualuu, B TO XKe
BpEMsI U3BECTHO, UTO MOHU3HPYIOUIEE U3ITyUEeHUE UMEET HauOOJbIIEe 3HAUCHHE
B BO3HUKHOBEHUU psla JPYrux reMo0J1acTo30B, B YACTHOCTH MHEIONPOIHQe-
partuBHBIX 3a0oneBanuii (Ron E., 1998). He oOHapykeHO Takke yBEIHMUCHHUS
yactotbl XJIJI cpenu nun, paboTaBImIMX C TAKUMH KaHUEPOreHAaMH, KaK OEH30J1
(Thomas R., et al., 2002), aBromobmibHbIi OcH3un (Raabe G.K., Wong O.,
1996), razonun (Lynge E., et al., 1997). He oOHapy»eHO yBeIMUYCHHS YaCTOTHI
XJUI cpenu OONMBHBIX TAKUMH XPOHUYECKUMU MHPEKIUSIMH, KaK CU(DUITUC U TY-
OepKyJie3, Wik ayTOUMMYHHBIMU 3a0oseBanusmu (Doody M.M., et al., 1992).

JIump HEMHOTHE HCCIIEIOBATENN YKa3bIBAIOT HAa BO3MOKHOCTH BIIUSIHHS
sK30reHHbIX (hakTopoB Ha pazButue XJUJI. Tak, pesynbrarsl oOciemnoBaHUs
dbepMepoB, Y KOTOPBIX ObLT YCTAaHOBJICH MOBBIIIEHHBIA PUCK BO3ZHUKHOBEHUS
BOJIOCATOKJIETOYHOTO JIEMKO3a, BBISIBUIIM U HE3HAYUTEIHLHOE MOBBIIICHUE Y HUX
yactoTel XJIJI, mpruueM yarie Bcero cpeau Jinil, mojib3oBapiuxcs B padote JIJT
u npyrumu necturnmaamu (Alavanja M.C., Blair A., Masters M.N., 1990). VBe-
JUYEHNE 4acTOThl BO3HUKHOBeHUs XJIJI, MO JaHHBIM HEKOTOPHIX aBTOPOB, 00-
Hapy>XEHO TaKXKe Y OOCTYKHBAIOIINX BHICOKOBOJIBTHBIE AJIEKTPUUECKUE JTUHUU
U y npoxkuBaroumx BOau3u Hux: yacrora XJUJI Obuta B 1,5-3,7 pa3a Bbliie mno-
MyJAIMOHHOMN, TPUYEM OTMEUYEeHA 3aBUCUMOCTH 3a00J1€BAa€MOCTH OT JI03bI U3ITYy-
yenus (Kheifets L.1., et al., 1999).

B psne ucciienoBanuii mokasaHa pojib HACJIEACTBEHHOCTH B BOZHHUKHOBE-
Huu XJIJI. Xponmueckuii numdoieiiko3 — camas dactas ¢opma Jeikos3a y
KPOBHBIX POJACTBEHHUKOB KaK MO TOPU30HTAIBHOM, TaK U MO BEPTUKAIBLHOMW JIH-
HuU. Puck pasutus numdonpoimdepatnBHOTO 3a001€BaHUs IS POJICTBCHHU-
koB 00abHBIX XJIJI B 30 pa3 Bhlilie, yeM Jj1s JIHIl, He uMeroIux 00abHbIX XJIJI B
CBOMX CEMBSX, U 3TOT PUCK B OCHOBHOM OTMEYEH B OTHOLIEHUU pa3BuThus XJIJI
(Yuille M.R., et al., 1999).

[Tpu XJIJI y KpOBHBIX pOACTBEHHUKOB OTMEUEHA OCOOEHHOCTbh, KOTOpas
npuUCyllla psAIy HACIEACTBEHHBIX 3a00JI€eBaHUN, — TaK Ha3bIBaeMblil (PEeHOMEH
aHTUCUTIALMU: BO BTOPOM MOKOJIEHUU 00JIE3Hb PA3BUBAETCS PAHBIIE U XapaKTe-
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pusyercsa Oojee OBICTPBIM MPOrPECCUPOBAHMEM, 4YeM B MpeAblayniemM. M.
Horwitz u coaBT. BriepBbie ONMyOJIUKOBAIM JaHHBIE O OOJee paHHEM Hayaie 3a-
OoJsieBaHus y AeTed Mo cpaBHeHHIO ¢ poauTensmu npu XJIJI, ykazaB, uyTo sTa
pa3HuLla COCTaBIIAET 15 yieT, mpuyeM, MO JAaHHBIM aBTOPOB, CPEIHHMI BO3pACT
3a00JIeBIIUX B TIEPBOM IOKOJIEHUU 66 JIeT, a BO BTOPOM — 51 roa. DTu JaHHBIC
MOATBEPKIACHBI IBYMsI IPYTUMU HAOMIOACHUSAMU. B 0IHOM M3 HUX yKa3bIBaeTcs,
YTO CpeAHss pa3HUIA BO3pacTa Havasia 3a00J1eBaHUsI MEXKIY MOKOJICHUSIMU CO-
crapmsuta 22 roga (Yuille M.R., Houlston R.S., Catovsky D., 1998), B apyrom —
16 net (Goldin LR, Pfeiffer RM, Li X, Hemminki K., 2004).

[ToBbilieHHast yacTota 3abosneBaemMoctd XJIJI cpeau KpoOBHBIX POJICTBEH-
HUKOB 3aCTaBJISAET IPEANOJIaraTb HACJIECIOBAHUE OIPEIEICHHOIO I'€Ha WIM Te-
HOB, WTPAIOIIUMX POJb B BO3HUKHOBEHUH 3aboseBaHus. Ha mpoTsokenun He-
CKOJIBKHX JIET JIJII M3YYECHUsI XPOMOCOMHBIX Hapyuenuil npu XJIJI ¢ ycriexom
npuMeHsercs Meton ¢uiyopectenTHo rudpuamsanuu in situ (fluorescence in
situ hybridization — FISH). YcranoBneHo, 4To uHTepdha3Hblii aHATHU3 TO3BOJISCT
BBISIBJIAITh M3MEHEHUS] KapUOTHIIA KJIETOK BHE MUTO3a, Ha CTAaJUU UHTEP(Qa3bl.
[Tocneanee 0OCTOSATENBCTBO 3HAUUTENBHO PACHIMPSAET BO3MOKHOCTH aHAIHU3a
XpoMOCOMHBIX abeppanuii pu XJIJI, xapakTepHOi OCOOEHHOCTHIO KOTOPOIO
ABJISIETCA CPABHUTEIBHO HU3KUKA MHUTOTHYECKUN HHJEKC. C MOMOIIBI 3TOTO
MOJIX0/1a HapylIeHUsl kaproTura oOHapy)uBatroT y 80 % OONbHBIX, TOTJA Kak
OOBIYHOE IHUTOTCHETHYECKOE HCCIICIOBAHUE BBIABIIAECT MX TONMBKO y 40-50 %
naruerToB (Dohner H., Stilgenbauer S., Lichter P., 2001).

Jns XJIJI Haubonee XapakTepHbI CIEAYIOIIME HApPYIICHUS KapUOTHIA:
JOTIOJIHUTENbHAS XpOMOcoMa 12, aenenuu JUIMHHOTO IIeya XpoMocoM 6 u 13,
pa3JINYHbIE NEPECTPOMKH JJIMHHOTO IuIeya XpoMocomel 11. B psage ciyuaes
HaOJIOAAIOTCS XapaKTepHble s B-KIeTOuHbIX HOBOOOpA30BAaHMI TpaHCIOKa-
My ¢ yyactueM painonal4q32 (obmacte nmokamuzammu IgH), cpenm KoTopbIx
npeodanarot t(11;14)(q13;932), t(2;14)(p13;q32), t(14;19)(q32;p13) (Buhmann
R., Kurzeder C., Rehklau J., 2002).

[To pesynbraram mcrnoib30BaHus MeTona uarepdasnoro ananmsza (FISH)
OblJIa TIPEICTaBIICHA YaCcTOTa OT/IETBLHBIX XPOMOCOMHBIX MEPECTPOCK Y OOJIbHBIX
XJUI: nenenust 13q14 cocraBuna 64 %, nenerus 11q — 15 %, tpucomus 12 — 25
%, neaemust 17p — 8 % (Dewald G.W., et al., 2003).

[Ipu uccrenqoBaHUM KapUOTHUIIA METOJAOM CPABHUTEIBHOW T€HOMHOM T'H-
Opuauzanuu y 24 OOJIbHBIX U3 CEMEW, I/Ie HE MEHEE JIBYX KPOBHBIX POJICTBEH-
HUKOB ObutH 007bHBI XJIJI, y TpeTn oOcnenoBaHHBIX ObUIM OOHAPYXEHBI Jeie-
UM KOPOTKOTO Iieda XpoMocoMmbl X — Xpl1.2-p21. Takue neneunun HEe OTMe-
yeHsl npu cnopaguueckom XJIJI. Kpome Toro, y 5 u3 24 00JIbHBIX BBISBICHBI
Jeneuu JUIMHHOro Tuieda XxpomocoMbl 4 — 4011-q21. OnucaH TOABKO OJUH
ciaydail cnopagudeckoro XJIJI ¢ penenuen JIIMHHOrO IUiedya XPOMOCOMBI 4.
Bo3mokHO, manmpHEWIMe UCCIeNOBaHUs MO3BOJIAT OOHAPYXHUTH JIOKAJIM30BaH-
HbIE B pailOHax JEJNELHNH IT€Hbl — CYIPECCOPHI OIYXOJIEBOIO pOCTa, KOTOPHIE WI-
paroT onpeaenacHuyo pob B marorenese XJIJI (Summersgill B., 2002).



B skcnepumenTe Ha JKMBOTHBIX ObUIa Tak)Ke HCCIEIOBaHa pPOJIb IeHa
TCLI1, noxanu3zoBanHoro B peruone 14q32.1. BBenenue 3Toro rena Meliam 1o-
Ka3aJ10, YTO Y TPAHCTEHHBIX MbIIIEH MOSABISAIOTCS KiIoHbI CD5+ B-numdonuTos
c [gM na memOpane. K 12 Mec. »u3HM y TpaHCTEHHBIX MBIIIEH pa3BUIIOCH 3200-
JeBaHue, ype3BblyaiHO HanomuHaromee XJIJI. M3BecTHO, 4TO TpaHCIIOKauus
ATOTO I'€HAa B PETMOH T-KJIETOYHOro PEUENnTOpa UMEET 3HAYCHHUE B MATOrEHE3E
T-nponumdornutapHoro jeiko3a. B To ke Bpemsi MOBBIILIEHHAs YKCTIPECCUs Te-
Ha TCL1 ectb y Bcex 6osbHbIX B-XJIJI. B nansHelieM npu uccie0BaHUM pe-
ruoHa XxpomocoMsl 14 — 14q32.3, yacto generupoBaHHOro y 60abHbIX XJIJI, aB-
TOpbI OOHapyXWin Ba TeHa — miR15 1 miR16, koTopble OKa3amUCh AEIETUPO-
BaHHBIMH WJIM CYNPECCUPOBAHHBIMH y OOJBIIMHCTBA OOCIIEJOBAHHBIX OOJBHBIX
XJUUI (BonkoBa M.A., 2007).

[TaTodu3uonornyeckue MexaHHW3Mbl BO3HMKHOBEHHUS H paszButus XJIJI
OCTAlOTCSI HEAOCTATOYHO M3YYEHHBIMH, HECMOTPSI Ha JOCTYIHOCTh MaJIUTHU3H-
POBAHHBIX KJIETOK JUUISl UCCIIEN0BAaHM. B HacTosIee BpeMs Ipu U3y4YEHHUH I1aTO-
rere3a XJIJI Oosblioe BHUMaHUE yJENs€TCs TEHETUYECKHMM aHOMANUSM, OCO-
OCHHO BBIABIIEMBIM IpPU IIUTONCHETUYECKOM MCCIEA0BaHUN HHTEP(a3HbIX
7P, COOTHOILUEHUIO MEXIy MNpojupepaTuBHON aKTUBHOCTBHIO M aIrlONTO30M,
U3MEHEHUIO CTPYKTYphI U pyHKIMK B-KiteTouHoro penentopa.

Hopmanbhabie B-nmumdonutsl, copepxaiiue Habop HEMYTUPOBABIIUX T'e-
HOB BapuaOelbHOW 00JaCTU HUMMYHOTJIOOYIHHOB (V-reHbl), BbIPaOATHIBAIOT
ayTOAaHTUTENa M aHTUTENA, CIIOCOOHBIE CBA3BIBATH MHOYKECTBO AHTUIECHOB,
BKJIIOYAs YIJIEBOJHBIE OCTATKU TJIMKONPOTEUHOB, OAKTEpHUl U BUPYCOB, HYKJIe-
WHOBBIE KUCIOTHI U (HhOChHOIUIUABI, TPEICTABISIONINE TEPBYIO JIUHUIO 3aAIIUTHI
npotuB Mukpoopranu3moB (I'mysman JI.®., u ap., 2009). [TosTopstomascs aH-
TUT€HHAs! CTUMYJISILIUSL IPUBOJAMT, IO MHEHHIO aBTOPOB, K MOSIBJICHUIO T'€HETU-
YEeCKUX aHOMAaJIui, B pe3yjIbTaTe Yero BO3HUKAET HEOIIaCTHUecKasi TpaHc(op-
Maiusi B-KieTok, mpoucxoauT oOpa3oBaHME KIIOHA JIEHKEMUYECKUX KIIETOK U
pa3BuBaercs aumdoiieiikos. [Ipu 3ToM dyx’epoaHble aHTUTE€Hbl U ayTOAHTUT€HbI
MOTYT CTaTh Ba)XHBIMH CTHUMYJIaMU [ pa3BuTus XJIJI, B yaCTHOCTH 3TO MMEET
MECTO IIpY MOBTOPHBIX BO3JAEHCTBHUAX aHTUT'€HOB MUKPOOpPraHu3MoB. Hauanb-
HbI€ TEHETUYECKHUE MTOBPEXKIACHUS, BhIsiBIIsieMble ITpyu XJIJI, BEpOsITHO, BO3ZHUKA-
I0T B HE3pebIX B-KieTkax, 0 4eM MOXET CBUIETEILCTBOBATh Hanmnune CDS an-
TUT€HOB B MAJIMTHU3UPOBAHHBIX KIETKaX.

Pspgom mccnenoBaHuil yCTaHOBIICHO, YTO CYIIECTBYET JBAa BapuaHTa B-
kierounoro XJIJI. Mopdonoruyeckuii cyObcTpaT OIMyXoJau Mpy OJHOM U3 BapH-
aHTOB — B-muM@}ouuThI, KOHTAKTUPOBABIIUE C AHTUT€HOM U SIBJSIOLIUECS KIIET-
KaMH MaMsiTH, IpU BTOPOM — B-muM@ouunTel, He KOHTAKTUPOBABIIKNE C AHTHUTE-
HOM (HauBHBIC). Ha moBEepXHOCTHBIX MeMOpaHaX, He KOHTAKTUPOBABILUX C aH-
TUT€HOM «HAWBHBIX» B-muMdonuToB, sKcmpeccupyroTcst MpOayKThl, HE MOJ-
BEpTIIMeCs MyTalUsIM I'eHOB UMMYHOTTI00yuHOB, — IgM u IgD. UMenno Takue
KJIETKH omnpenensitorcst y psana 6ompabix B-XJIJI. B To ke Bpemsi pe3ynbTaThl
JIPYTUX MCCIEAOBAaHMN YKa3bIBaIOT Ha MPOHCXOXKJIEHHE CYOCTpPaTHBIX KIIETOK
npu B-XJIJI U3 akTMBUpPOBaHHBIX, paHEE B3aUMOJCHCTBOBABIINX C AHTUTCHOM
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B-mumoruroB. O6 3TOM CBUACTENBCTBYIOT JaHHBbIe wuccieaoBanus IgVH-
reHoB B nuMdornutax (Bonkosa M.A., 2007).

Kax u3BecTHO, B 1uMpaTuyeckoM y3ie nocie BcTpeud B-nmumdonuTos ¢
AHTUTEHOM HayMHaeTCs uX mpoiiddepanus, B pe3ysbTare KOTOpoi oOpasyroTcs
BTOpHUYHbIE (OJUTMKYJIBL. B TepMHHAIBHBIX IEHTPax BTOPUYHBIX (POJIIMKYIIOB
MPOUCXOJIAT MHOTOYMCIIEHHBIE COMAaTUYECKHME MYTallUM T'€HOB, KOAUPYIOIIUX
Oenku BapuabenbHbIX peruoHoB, H- u L-neneit ummyHornoO6ynuuoB. Comatu-
YeCKUe THIMEePMYTalluy HAIlpaBJICHbl HA MOBBIIICHHE ap(UHHOCTH, TO €CTh CO-
OTBETCTBUS AKTUBHBIX IIEHTPOB BBHIPAOATHIBAEMBIX aHTUTEN JCTCPMUHAHTAM TO-
ro aHTHUTEHA, MOCJIE€ KOHTaKTa C KOTOPBIM Hauajcs Mpolecc hpoiudepanuu
auMdonnToB. Kaxaplii pa3 npu Takod MyTalli MPOUCXOTUT 3aMEeHa BCEro O/-
HOTO-ZIBYX HYKJIeOTHI0B B Mojekyne JIHK u, cooTBEeTCTBEHHO, M3MEHEHHE
CTPYKTYpbl MMMYHOTJIOOyIHHA. MyTauuyu NPOUCXOAAT CIydallHbIM OOpa3oM.
Ecnu B pesynbrare npowusomieniieii 3aMeHbl appUHHOCTH BBIPAOATHIBAEMOTO
aHTUTENIa CHIKAeTCA, JTUMQOIUT MOJBEpPraeTcsl arornTo3y, €Clid MOBBIIIAeTCs,
OH TPOJIOJIKAET JNEIUTHCS, 00pa3ys KJIOH JUMQOLUTOB, KOTOPbIE 3aTeM IIpe-
BpAIllalOTCSl B IUIA3MATHYECKUE KIIETKU WIH B KIETKHA NaMATH, TPOU3BOSAIINE
BbIcOKOad(DUHHBIE TT0 OTHOUICHUIO K JaHHOMY aHTUreHy aHTtutena. [lokazano,
4YTO IpUMEPHO B mnoJjioBuHe ciydyaeB B-XJIJI onyxoneBbie TUMGOIUTH HE UMe-
I0T MPU3HAKOB coMaTuyeckux myrtanui [gVH-reHoB, B OcTaBImIMXCS CiIy4yasx —
UMEIOT, YTO CBUJIETENBCTBYET 00 y4acTHH JTUM(OUUTOB BTOpOM rpynmsl B T-
3aBHCHMOM UMMYHHOM oTBete (Fais F., 1998).

OTU naHHbE CPOPMUPOBAIM MPEICTABIECHUE O TOM, YTO B T€X CIyYasX,
koraa JuM@ouuntsl npu B-XJIJI umeror npusnaku myrauuii [lgVH-renos, mop-
dhonoruyeckuM cyoCcTpaToM OMyXOJU SIBJISIOTCA KJIETKU NaMsTH, a nipu B-XJIJI
0e3 npusHakoB myTtanuil [|gVH-reHoB — «HauBHBIe» KIIeTKH. CpaBHEHHE WHTEH-
CUBHOCTH JIKCIIPECCUU PA3JIUYHBIX aHTUTCHOB Ha MOBEPXHOCTH B-nmumdboruTos
npu XJIJI mokazano, yto AuMQOIUTHI ¢ pu3HakaMu mytanuii [gVH-renoB un-
TEHCUBHO 3Kcnpeccupytor anturensl CD71, CD62L, CD39. Ha noBepxHOCTH
KJIETOK 0e3 mpu3HakoB myTtanuil [|gVH-TeHOB BhICOKA MIIOTHOCThH SKCIIPECCUPO-
BaHHbIX anTurenos: CD38, CD69, CD40, HLA-DR (Damle R.N., et al.,2002).

Hapsny ¢ BbllieykazaHHOW UMEETCSl U Apyras TOUKa 3pEHUs. OTHOCUTENb-
HO MHHUIMUPYIOIIUX MeXaHu3MOB pa3Butus XJIJI, Hamenmas orpaxeHue B 10-
cienyromux padborax (Damle R.N., et al., 2004). Ananu3 1avHBI TEIOMEp HaTo-
ngornyeckux JuMmpouutoB (CD5+, CD19+) 6e3 mpu3HaKOB COMaTUYECKUX MY-
taunil [gVH-reHoB nmokazai, 4To TeJOMEPHI B ATUX KJIETKAX JTOCTOBEPHO 3HAYM-
TEJIbHO KOpode, YyeM B JUM(OIUTaX 3A0POBBIX JOHOPOB TOTrO k€ BO3pacTta U
naxe B auMmdornurtax npu XJIJI ¢ Hammumem comatmyeckux mytarui IgVH-
reHoB. OTCyTCTBUE OIIMOKHM B 3TUX pe3ysibTaTaxX MOJITBEPKAACTCS BHICOKOM aK-
TUBHOCTBHIO B TUM(DOIUTAX C YKOPOUCHHBIMU TeJIoMepaMu epMeHTa TeaoMepa-
361, (DYHKIIMS KOTOPOW — BOCCTAHABIIMBATH JJIMHY TEJIOMEpP, U aKTUBHOCTh KOTO-
poii mo3TOMy HanboJiee BHICOKA B KJIETKaX ¢ KOPOTKUMH Teromepamu. Terome-
pbl ykopaumBaroTcs npu Kaxkaom genenun kiaetku (Klingelhutz A.J., Foster
S.A., Mc Dougall J.K., 1996), a nenenne 1uM(OIUTOB MPOUCXOAUT MOCTEC KOH-
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TakTa ¢ aHTUreHoM. O4YeBHIHO, YTO JUMQPOLUTHI ¢ O0Jee KOPOTKHUMH, YEM B
HOpMeE, TeJoMepaMu, 0€3yCI0BHO, KOHTAKTUPOBAIU C aHTUTEHOM. DTO TOKa3bl-
BaeT, yTo npu oboux Bapuantax XJIJI mopdonoruyeckum cyocTpaToM OmyXoJu
ABJISIFOTCS KJIETKH, KOHTAKTUPOBABIIIME C aHTUT€HOM M IIPEBPATUBILHECS B KJIET-
KU MaMsITU. DTO MOATBEPKIACTCS U OJMHAKOBOM AKCIIpeccuelt mpu o0oux Bapu-
aHTax XapakTEepHOIO s KJIETOK mamsATu aHtureHa CD27 u B 3HAUYUTENBHOU
CTENIEHU CXOJIHBIM MPOQUIIEM IKCIIPECCUPYEMBIX T€HOB, XapaKTEPHBIM JJIs Kile-
TOK HaMsTH, Tpu 00oux BapuanTax XJIJI (Doody M.M., et al., 1996).

[IpeanonaratoT, 4TO AyTOAHTUIEHbl WM CYNEPAHTUTE€Hbl MaTOrNE€HHBIX
MUKPOOPTaHU3MOB MOTYT WIPaTh BaXXHYIO pOJIb B TMATOreHe3e 3a00JieBaHUSI.
OpHUM W3 JOKA3aTeNbCTB POJIM AHTUTC€HHOW CTUMYJISIUUU B pa3BuTuu XJIJI mo-
KET CIY’)KUTh CXOJICTBO TOBEPXHOCTHOIO MMMYHO(EHOTHNA JIEHKEeMHUYECKUX
KJIIETOK M paHee B3auMOJICHCTBOBABIIMX C AHTUI€HOM AaKTHBHPOBAaHHBIX B-
KIeTok (yBenuueHue skcrpeccuu antureHos CD23, CD25, CD69, CD71 u
CD27, ymenbinenue skcnpeccuu anturenos CD22, CD79b, FcR11b u IgD).

HuddepenurpoBka B-numdonura n npoaomKUTENbHOCTh €r0 KU3HU 3a-
BUCAT OT XapaKTepa aHTUIEHA, C KOTOPBIM IIPOUCXOAMUT KOHTakT. OTcroaa mo-
HSITHA POJIb «B-KJIETOYHOIro penenTopa», MoCpeACTBOM KOTOPOTO OCYIIECTBIIS-
€TCsI 3TOT KOHTAKT U K SAPY KIETKU IMPOBOJATCS CUTHAIIBI KakK Ju(depeHInpoB-
KU ¥ Tiposiudepanuu, Tak u anonTosa. [Ipu aHTUTEeHHON CTUMYJISIIIUMY, JIekKaIIeH
B OCHOBE KJIOHAJbHOM JKCIIAHCUH, 4depe3 «B-KIeTo4HBI penentopy» IOHKEH
noctynath 3G(EKTUBHBIM CUTHAN B SIAPO KJIETKU. JlelikemMudeckue KIETKU Yy
pa3HbIxX noArpyni 6osbHBIX B-XJIJI MOTyT OTIIMYaThCSI B TOM IUIaHE.

CTUMyIMpYIOLIME U POCTOBBIE CUTHAJbI, UCXOSALIME U3 MUKPOOKpPYKeE-
HUSI, 00ECIeUnBaIOT CIMOCOOHOCTh B-kieTok Kk mpoiudepanuu U MOAABISIOT
anonTo3. JTH CUTHAJBI MEpeNaroTcs dyepe3 «B-KIEeTOYHBIN penenTopy», peuen-
TOPBI 1711 IUTOKUHOB WUJIM XEMOKHHOB U APYTUE JUTaHIbI, a TAKKE B PE3yJIbTaTe
HEIOCPEICTBEHHOI'O0 KOHTAaKTa C aKIECCOPHBIMM M CTPOMAJIBHBIMU KJIETKAMM
(T'nmy3man 1.®., u ap., 2009).

Kak u3BecTHO, «B-KIIETOUHBIN pELENTOP» SABISIETCS KOMILUIEKCOM T'OMO-
JUMepa UMMYHOIJIOOYJIMHA MTOBEPXHOCTHOM MeMOpaHbl, KOTOPbIN CBS3bIBAETCS
C QHTUT€HOM, 1 HEKOBAJIEHTHO CBS3aHHBIX TPAHCMEMOpPAHHBIX I'€TEPOIMMEPOB
1na/1a 8 (CD79a/CD79p), y4acTBYIOIIMX B TIepeaaye MoJydeHHOTO B pe3yibTa-
T€ KOHTaKTa C aHTUT€HOM CHUTHAJIA K SJIpY KJIETKH, MOCJie Yero B 3aBUCUMOCTH
OT XapaKTepa CUTHAJIa B KJIETKE HAayMHAETCs mpouecc npoiudepanuu wid
anonro3a. CszbiBanre Mosekyln Iga u IgB ¢ moBepxHocTHhIM IgM B HOpMab-
HOM JUMQOIMTE UHAYLHUPYET aronTo3, B TO BpeMsl Kak MX cBsizbiBaHue ¢ IgD
nepeaaer curiain AupdepeHuupoBKd TUMOOLIUTOB O CEKPETUPYIOIUX UMMY-
HOIJIOOYJIMHBI TUTa3MaTHYECKUX KiIeTok (Zupo S., et al., 2000).

IlonydeHnsl naHHbIE, CBUACTENLCTBYIOIIME O TOM, 4T0 B-XJIJI MoxHO
pa3eauTh Ha BE MOATPYIIIBI B 3aBUCUMOCTH OT PEAKIMKM HAa CUTHAJbI, IOCTY-
naromue yepe3 B-kierounsiit penentop. B ogHoM rpymie mumbonuTe He pea-
TUPYIOT HA 3TU CUTHAJIbI, B IPYTOW pearupyroT TakKe, Kak HOPMaJIbHbIE KJIETKH
(Zupo S., et al., 2000). CpaBHeHMEe peakIMM HAa CHTHAJIBI, MPOBOJAUMBIC Yepes3
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«B-KJIeTOUHBII perenTop», ¢ MyTallMOHHBIM CTaTyCOM KJIETOK MOKa3ayio, 4YTO
TUM(GOIUTHI C OTCYTCTBUEM MpHU3HAKOB myTauuii IlgVH-reHoB pearupyror 3Ha-
YUTEIbHO aKTHUBHEW HA CUTHAJIBI AKTUBALIMM, YEM KJIETKH C IPU3HAKAMH MYTa-
WA, KOTOPbIE JEMOHCTPUPYIOT MOJHYIO WM MOYTH MOJIHYIO aHEPTUI0 MO OT-
HOULIEHUIO K 3TUM curHaiaM. KpomMe Toro, nepekpecTHOe CBSI3bIBAHUE MOJIEKYII
«B-kneTouHoro peuentopa» ¢ antutenamu K I[gM B ombITax in vitro MUMHKpPH-
pYeT CBSI3bIBAHME aHTUTEHA C «B-KIETOUHBIMU pelenTopaMu» U 00ECICUUBACT
nepeady CUrHAJIOB B KJIETOYHOE PO, YTO BO3MOKHO UMEET MECTO MPHU OTCYT-
ctBur mytanuii I[gVH-renoB (I'my3man [.®., u np., 2009). [Ipeanpunsreie mno-
NBITKA BBISICHUTHh NMPUYMHY AHEPTUU TMOKA HE YBEHUAIUCH YCIeXoM. MOXHO
[PEANOJIOKUTh, YTO aHEPIUYHOCTh 3THX KJIETOK CBSI3aHA C MPEAIIECTBYIOIIUMHU
AHTUTEHHBIMUA BO3JCHCTBUSIMU WJIA C U3MEHEHUEM CTPYKTYphl «B-KJI€TOUHBIX
pPELENTOPOB», CBA3AHHBIX C COMAaTUYECKUMU MYTalUUSIMH WIH C HECIIOCOOHO-
CTBIO BCTYIATh B KOHTAaKT C COOTBETCTBYIOLIMMHU aHTUTE€HAMU in vivo. Jlpyroe
BO3MO)KHOE OOBSICHEHHE HECHOCOOHOCTH «B-KJI€TOYHOro perentopa» K mepe-
Jlaye CUTHAJIOB — HEBO3MOXHOCTh €TI0 OTCOEAMHEHUS OT aKLECCOPHBIX MOJIEKYII,
HEO0OXOAUMBIX 11 3(PPEeKTUBHOM Mepeau CUTHAJIA, U HAJTUYKUE MyTallui, pu-
BOJSILMX K U3MEHEHUSAM B 3THUX AKIECCOPHBIX CTPYKTypax. Ba)KHO OTMETUTB,
YTO B ATUX CIIy4asiX COXPaHSETCS CIIOCOOHOCTh pearupoBaTh HA CTUMYJIbI, Te-
penaBaemsble uepes IgD (I'myzman J1.®., u np., 2009).

OTnuuurtensHbIM Npu3HakoM B-cuctemsl mumpountoB npu XJIJI sBiser-
cs HuU3Kas skcnpeccus «B-kinetouHnoro peuentopay. I'eHetnueckue ne(eKTsI
KOMITOHEHTOB «B-KJ1eTOYHOro perenTtopay, 3a UCKIOUYEHUEM COOOILEHHS O MY-
tanusax B rene CD79B, He ycTaHOBieHbI. TpaHCKpUNIMA U BHYTPUKIETOYHBIN
CUHTE3 KOMIIOHEHTOB «B-KJIETOYHOro peuenTopa» OCTalOTCd HOPMaJIbHBIMH.
Bricka3aHa Tak)ke TOUKa 3peHusl, YTO HapyllieHa coopka «B-kieTounoro penen-
TOpa» W TPAHCIOPTUPOBKA M3 SHJIOIIA3MAaTUYECKOTO PETUKYJIyMa Ha MOBEpX-
HOCTHYIO MeMOpaHy KJIETKH H3-3a OCOOEHHOCTEH BTOPUYHOM CTPYKTYpHI U Jie-
dekToB TMKO3WIMpoBaHus B p-temsax u nernsx CD79A (wo ve B CD79B).
[Ipuuem, ecimu mMyTauuu V-T€HOB NPUBOIAT K U3MEHEHUSIM CTPYKTYpbl «B-
KJIETOYHOTO PELENTOpa» U MOTEepe CIOCOOHOCTU CBA3BIBATH CTUMYJIUPYIOIIHIA
aHTUTEH, SKCIaHCHs B-TMMpOIIMTOB MOXKET IPUOCTAHABINBATHCS.

Hwuzkuit ypoBeHb skcnipeccnn «B-KIETOYHOrO penenTtopa» Ha JEUKEMU-
yeckux kieTkax npu XJUJI koppenupyeT ¢ yMEHbIIEHHOW CIOCOOHOCThIO K MH-
JYKIMU aKTUBHOCTU TUPO3WHKUHA3BI, HAPYUICHUSIMUA BHYTPUKIECTOYHOU MOOU-
JU3alMA KOHOB Kaiblus U (HochOopruIMpoBaHus TUPO3UHA.

[Iponudepanusa knerok npu B-XJIJI MoxkeT NpoUCXOAUTh KaK B PE3yJib-
TaTe CBA3BIBAHUS aKTUBAI[MOHHBIX MOJIEKYJ C « B-KJI€TOUHBIM peLentopom», TaKk
u 6e3 coeauHeHus ¢ HUM. Kak moka3aHo B ombITax in Vvitro, Ipu B3auMOJICH-
CTBUM C KJIETKaMHU CTPOMBI CBsA3bIBaHHE aHTuUreHa CD38 ¢ ero HaTypaJibHbIM
muragnomM CD31 mossomser xierkaMm B-XJIJI usbexars amonro3a. I[lomoOHbIE
MEXaHU3MBI TPEOTBPAIICHHUS alONTOTHYECKOW THOETN JICMKEMUYECKUX KIle-
TOK, BEPOSITHO, ACHUCTBYIOT | in ViVo.
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XapakrepubiM npusHakom B-XJIJI cunmraercs akkymyssinmus 3penbixX
TpaHC(HOPMHUPOBAHHBIX B-KieTok, n30exaBUIMX MPOrPaMMUPOBAHHON KIIETOY-
Holt rubenu B ¢gaze GO/G1 kieToyHOTro NHHKIA. DTH KJIETKH 00JIalal0T HU3KOU
npoiudepaTUBHON aKTUBHOCTHIO, YTO HAILJIO TMOJTBEPXKACHUE B THIIOTE3E, CO-
IJIACHO KOTOPOW B HAKOIUICHUM 3HAYUTENBHOTO KOJIMUECTBa B-KieTok pemiaro-
mas poJsib NpuHaAIexkuT nedexram anonrosa. [Ipu XJIJI Tpancinokanuu aHTHa-
nontotuyeckoro rena BCL2 BcTpeuarotcst kpaitHe penko (Menee yeM B 1 %
ciyqaeB). Poms BCL2 B pa3zsutun XJIJI HE cOoBceM sicHa, Tak Kak B OMbBITaxX in
Vitro He yCTaHOBJIEHA KOPPEIALUS MEXy allONTO30M U KOJIMYECTBOM IKCIIPEC-
cupyemoro Oenka BCL2. Hapsiny ¢ 3TUM oTMeYaeTcsl TUIEPIKCIPECCHS APYTUX
OenkoB, otHocsmuxcs kK cemeiictsy BCL2 (BCL-XL, BAG-1, BCL-XS).

Hakomienne ledkeMHYeCKUX KIIETOK, HaxXOISAIIMXCA B paHHUX ¢azax
knetoyHoro nukia (GO/G1), MoxkeT Takke OBITh OOYCIOBIIEHO TUCPETYIISALIUCH
PEryasTOpHBIX TeHOB KiieTouHoro ukia. [Ipu XJIJI y 6oapmmrHCTBa OOJIBHBIX B
JeMKeMHUeCKUX KIIeTKaxX yBenuuuBaeTcs cojepxkanue 6enxka CDKNI1B — nera-
TUBHOTO PETYJISITOpA UUKINHA. BelOK Urpaer KIUeBYIO pojb B MEPEXOAE Kie-
TOK B MOCJEAYIOIIME CTAIUH KIETOYHOro 1ukia. [lomararoT, 4to runepakcnpec-
cueit 6enka CDKNIB MoxeT ObITh 00yclIOBICHA aKKyMYJISIKUS OOIBIIOTO KO-
andecTBa B-kieTok B paHHUX ¢azax KIECTOYHOTO ITUKJIA. DTH JIaHHBIE COIJacy-
I0TCS C TUMNoTe30i, uro pa3Butue XJIJI B Oombineil creneHu 0O0YCIOBICHO
HAKOIJIECHUEM MaJIMTHU3HPOBAHHBIX KIETOK, 4eM ux npoaudepanueit (I my3man
J.D., u ap., 2009).

Brlmensno)xeHHasi TUIIOTe3a MOATBEPKIAETCSA U IPYTUM HCCIIEIOBAHUEM,
B X0JI€ KOTOPOro oOHapyxeHo, yTo T-muMpountel 60apHBIX XJIJI cuHTE3UPYIOT
U CeKpeTupyroT Oompuiee konnuectBo MJI-4, yem T-numdounTtsl 310pOBBIX J10-
HOpoB. Jlo6aBnenue NJI-4 k kynpType numdonutoB 6onbHbIx XJIJI mpekpania-
JIO UX CIIOHTaHHBIN aronTo3, YTO KOPPEIHPOBAIIO C MOBBIIEHUEM ypoBHs BCL-
2 B mumdornuTax. Y nonydaBmux JedeHue 60abHbIX XJIJI oOHapykeHa MmoBbI-
[I€HHAas! BOCIIPUUMYHUBOCTh JEHKEMUUYECKUX JTUM(OIUTOB K aHTHAMIONTOTHYE-
ckomy nerictuto NJI-4 (Bonkoa M.A., 2007). DkcmaHcus KJIOHOB KIIETOK
XJUUI moaepKUBaeTCs TaKKe TAKUMHU IIUTOKMHAMU, Kak (aKTop pocTa dHA0Te-
TSt COCYZI0B, XeMOKknuHamu, mojo0HbiMu SDF-1 (I'my3man 1.®., u ap., 2009).

B nmanpHeMmuX wuCCIENOBAHUAX IPU M3YUYEHUM KIETOYHOM KUHETHUKHU
yaajioch mokaszaTh, uTo XJIJI He siBhsieTcss cTaTUueckuM 3a0oJjieBaHUEM, O0Y-
CJIOBJIEHHBIM TOJIbKO HAKOIUIEHUEM JIOJITOKUBYIIHUX JIUMQPOLHUTOB. ITO, CKOpEE,
JTUHAMUYECKUI TPOLECC, B OCHOBE KOTOPOTO JIEKHUT CEIEKTUBHOE BbKMBAHHE
OTJIEJbHBIX KJIOHOB JIEGMKEMUYECKUX KJIETOK. B mociemyromeM mpoucxXoauT ak-
TUBALIMS JICMKEMUYECKUX KiIeTok aHTureHom CD154, skcnpeccupyromumcst Ha
MeMOpanax T-kieTok, u aHtureHoM CD31 sHAOTENMANbHBIX KJIETOK, KOTOpas
COUeTaeTCsl C HapylleHreM peryisanuu skcupeccun CD38 u, Bo3zmoxHo, ZAP-
70, 9TO COMPOBOXKIACTCSA CTUMYJISIINEH KIETOYHOTO JICTICHUS U YCUJICHUEM pe-
3UCTEHTHOCTU K amonTo3y. M3 meHTpoB nponudepanuu KJIETKH MOCTYHalT B
CUCTEMHYIO LIUPKYJISIUIO, TI€ Ha UX MOBEPXHOCTH HAYMHAET CHUMKATHCS YpPO-
BEHb aKTUBAIIMOHHBIX MapKkepoB. KIeTku, Ha KOTOPBIX €Il€ COXPAHSIIOTCS aKTH-
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BallMOHHBIE MapKephl, O] BIUSHUEM XEMOKHMHOB BO3BPAILAIOTCS B LIEHTPHI
nponudepanuu, rae npu yyactun CD38 moBtopsiercs kiaeTouHbld 1uki (Bon-
koBa M.A., 2007).

Jletipeccuu amornto3a ¥ BeDKHBaeMocTH B-nmumdonuto npu XJIJI cro-
coOCTByeT UX B3aumojeicTBue ¢ T-mumdoruTamMu, KOTOpbIe PEKPYTUPYIOTCS
OMYXOJIEBBIMU KJIETKAMU, KOHCTUTYTUBHO SKCIPECCUPYIOIIMMH, IPHUBIICKAIO-
My T-knetku xemokunbl CLL17 u CLL22 (Boakosa M.A., 2007). ITpu XJIJI
UMEET MECTO yBEIMYEHHE coaepxkaHus T-IMM@poLHTOB, CIOCOOCTBYIOLIEE MPO-
audepannu aeiikeMuyeckux B-mMM@OIUTOB Kak B CBSI3U C YCHIICHHEM MPOAYK-
mun NJI-4, tak u npu B3aumopeiictBuun B- u T-nmumdornuToB depe3 cucremy
CD40/CD40L  (nmuranm). Monekyna CD40, »skcnpeccupyemass Ha B-
AUMQOLUTAX B YCIOBHSIX HOPMBI, SIBISETCS YJICHOM CEMEMCTBAa PELENTOpPOB K
®HOq, yudacTBylomux B mporeccax auddepeHupoBku u nponudepanuu B-
mumponuToB. B To ke Bpems murann k CD40 skcnpeccupyercsi akTHBUPOBAH-
HeiMu T-mumdonuramu. [lpu B3aumoneiicteun CD40/CD40L npoayumpyercs
O€eJoK survivin, sSIBJISIOLIUICS MOIIHBIM UHTHOUTOPOM aronTo3a U UHIYKTOPOM
nposndepannu B-kierok (Granziero L., et al., 2001).

Kax npu mMuorux omyxodsix, npu XJIJI oOHapy»keHa MOoBbIIIIEHHAs! BACKY-
JsipU3alMsl KOCTHOTO MO3Ta U JIUM(pATHUECKUX Y3JI0B, OCOOCHHO MpHU Mporpec-
cupoBaHuM Oosie3Hn. OOHAPYKEHO XapaKTEpHOE JJIsi TUIIOKCUH, BOSHUKAIOLICH
IIPU POCTE OIMYXOJH, YBEIUYEHHE CIIOCOOHOCTH B-muM(donTOB CEKpeTupOoBaTh
¢daktop pocta s3un0Tenus cocynoB VEGF, a taxke Koppessius Mexay YpoOBHEM
VEGF B ma3me u craguenn XJUIL

IIpn XJIJI n3MeHeH u ypOBEHb MOJIEKYJ AATE€3UU: OTMEUYEHO MOBBIIICHUE
IKCIIPECCUU KJIETKaMH P2-UHTETpHHA Ha MMOBEPXHOCTHBIX MEMOpaHaxX MaJUTHU-
3UpOBaHHbIX KieToK npu XJIJI mapanienbHO yBENMUEHUIO KOJIMYECTBA JTUMPO-
LIMTOB B KPOBH U YBEJIIMYEHUE YPOBHS PACTBOPUMBIX MOJIEKYJI aJAr€3UH B CHIBO-
potke (SVCAM-1) npu 60IBIINX OMyXOJEBhIX Maccax. B To ke Bpemsi oOHapy-
K€H HU3KHUM YpOBEHb SKCIPECCHM O-LEMH MOJEeKyJbl anre3un CD22 nHa mo-
BepxHocTu B-kierok npu XJIJI, 4To aBTOPHI CBA3BIBAIOT C I€PEKTaMU CTPYKTY-
poi rena CD79A (I'my3aman J.®., u np., 2009).

Kpome Toro, nHTEpECHBI NCCIEA0BAHMS, KAaCAIOIUECS YPOBHS UHTEPIICH-
kuHa-6. [leiictBue NJI-6 ocyiiecTBisieTca 4epe3 MHTEPJICUKUHOBBINA PEIIEIITOP,
uMeromuii Ase nenu. Llenb o npeacraBiseT co00il rUKONPOTEUH AauHON 80
k1, gp 80, ¢ xoropeim MJI-6 cBsA3bIBaeTCsS NMEpPBOHAYAIBHO. 3aTEM 3TOT KOM-
MJIEKC CBS3BIBACTCS C [-1IETbIO, SBISIONMICHCS TpaHCMEMOpPAHHOW MOJIEKYJIOi
mmnoit 130 xa, gp 130. IMEHHO 3TOT KOMIUIEKC SIBISETCS] TIOJHOLIEHHBIM pe-
LENTOPOM, CIIOCOOHBIM K MpoBeaeHut0 curHaia. B-mumdouursr mpu XJIJT sxc-
npeccupytot gp 80, ero ypoBeHb B KPOBH BBIIIE, YEM Y 3JJ0POBBIX JOHOPOB TOTO
e Bo3pacta. M3BecTHO, uTo ypoBeHb MJI-6 MOBBITIIEH MpU MHOYKECTBEHHON MU-
€JIOME ¥ HEKOTOPBIX HEXO/KKMHCKUX JTMM(OMax, a TakKe MPU ayTOUMMYHHBIX
6one3nsx (Bonkoa M.A., 2007). BepositHO, oBbiieHue ypoBHs NJI-6 moxer
CHO0COOCTBOBAThH PA3BUTHIO ayTOMMMYHHBIX OCJIOKHEHUI.
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Takum o6pazom, martorenes XJIJI oOycmoBmen mposmdepanmeid KioHa
TpaHC(HOPMHUPOBAHHBIX JTUMQPOILMTOB, UTO MPUBOAUT K MOCTEIIEHHOMY BBITECHE-
HUI0O HOPMAJIbHOTO KPOBETBOPEHMSI, PA3BUTHIO AHEMHUH U TPOMOOIMTETICHUH.
Kinon B-mumdonmtor npu XJIJI xapaktepusyercs: 1) yMeHBIIIEHHEM 4YHCIIa
MeMOpaHHBIX UMMYHOTJIOOYJIMHOB, BCJIEJICTBUE YEro Yy OOJIbHBIX pPa3BUBACTCS
BTOPUYHBIA UMMYHOJE(MUIIUT U YacTble MHPEKIIMOHHBIE OCIOXHEHUS; 2) HaJu-
yem kiacrepa auddepeniuposkn CDS+, acCOMUPOBAHHOTO ¢ AyTOMMMYH-
HBIMHU (h)eHOMEHaMH (TEMOJINTUYECKAs] aHEMUST TPOMOOIIUTOTICHUS, THPCOUTUT U
Ap.).

B yBennueHun JUIMTEIBHOCTH KU3HH KJIETOK OITYyXOJIEBOI'O KJIOHA MMEET
3HaueHue rurepakcnpeccus oHkoreHoB BCL-1 m BCL-2, cmocoOcTByrommx
TOPMOKEHHUIO amornTo3a (MporpaMMUPOBAHHOMN KIIETOYHOM Tubenu) TpaHcdop-
MHUPOBAHHBIX JTUMQOITUTOB.

Boigensitor nBa Tumna 3a0o1eBaHusl ¢ TOUKH 3PEHUS COMATUYECKUX MYTa-
M B T€HAaX BapuaOEIbHOW YacTH TSKEIBIX Ienell UMMYHOrIo0ynuHoB (VH-
re’pl). XapaKTepUCTUKA MO «MYTAllMOHHOMY CTaTyCy» IMOJpa3yMeBaeT pasje-
nenue Ha «m-CLLy (MmytupoBanubiil) 1 «u-CLLy» (HeMyTHpOBaHHBIN) TUIIBI 00-
ne3nd. OnyxoneBbld KIOH INpu «HemyTupoBaHHoM XJUJI» mpencraBien B-
TUMGOIUTaMHU, B KOTOPBIX OTCYTCTBYIOT WMJIM MMEETCS MUHMMAJIbHOE KOJIMYe-
cTBO (MeHblIe 2 %) comaTudeckux MyTaiuii B mocienoBareiabHoctu JJHK rena
Bapua0EIbHOCTH YaCTU TSHKEJION e UMMYHOIIOOYJIMHA («HAUBHBIEY) JTUMQO-
uuthl). [Ipu «vmytupoBannom XJIJI» kioH cocrout u3 B-nmumdponutos ¢ coma-
TUYECKUMU MYyTalMsIMH VH-T€Ha, TPOUCXOSIIMMHU BO BTOPUYHOM (HOJUIMKYIIE
auM@aTUYECKOro y3Jjia U HampaBJI€HHBIMU Ha TOBbIIEHUE ad@UHHOCTH AHTH-
Tena K aHTureny. Paspgenenme Ha «m-CLL» m «u-CLL» nmeer mporaocruye-
ckoe 3HaueHue: «u-CLL» xapakTepusyercs 3HAYUTEIHLHO 0oJiee arpecCUBHBIM
TEUEHHUEM U XYJIIUM IPOTHO30M: BBIKMBAEMOCTD MAIIMEHTOB pa3inyaercs B 2,5
— 3 paza.

YcraHoBieHo, 4To 0OHApYXEHHE CUTHAJIBHOU MoJiekyibsl ZAP-70 detko
KOppEJIUPYET C MyTAlMOHHBIM CTaTyCOM VH-T€HOB: MPU OTCYTCTBHUM MYTallHii
skcnpeccuss ZAP-70 B 5 — 6 pa3 Bbime. Takum 00pa3om, BBICOKHN YpOBEHb
ZAP-70 siBnsieTcs HEONIAronpusITHHIM MPOTHOCTHYECKUM MpU3HAKOM. BrisBie-
nue ZAP-70 tpebyet Oosee npocThix U AemieBbix MeToa0B (TP, ummyHOdII0-
OpeCLEHIs, TUTO(IIOOMETPUS), UEM OTPEIeICHUE MYTallMU VH-TEHOB.
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I'JIABA 2.
KJINHAKO-TABOPATOPHASI KAPTUHA
XPOHUYECKOTI'O JJUM®OJIEUKO3A

Ha ocHoBaHuM KIMHUKO-1a00paTopHO KapTUHBI XJIJI MOXHO BBIACIUTH
JIBa OCHOBHBIX KJIMHUYECKUX CHHAPOMA M TPU OCHOBHBIX JJAOOPATOPHBIX M3MeE-
HEHUS B KIIMHMYECKOM aHaJIM3€ KPOBH, JOCTYITHBIX BBITIOJIHCHHUIO B JIFOOOM JIe-
yeOHOM 3aBeneHnH. KIMHUYEeCKrne CHHIPOMBI 3TO: 1) reHepaiv3oBaHHAs JTUM-
daneHonatus: TUMQOY3IBI MATKO- WM TUIOTHODJIACTUYCCKON KOHCHCTCHIIHH,
0e300JIe3HEHHBIE, HE CHAasHHBIE C OKPYXKAIOIIMMH TKaHSIMH (32 MCKIIOYEHUEM
CllydaeB 3JIOKaYeCTBEHHOM TpaHchopmanun), MOryT oOpa3oBBIBATH IAKETHI,
KOXa HaJl HUIMHU HE U3MEHEHa, CBUIIEH He 00pa3yroT; 2) renaTo- U CIUIEeHOMera-
musi. I3MeHeHus B KIMHUYECKOM aHallu3€ KPOBU: JICUKOIIMTO3, aOCOTIOTHBIN
TuM(GOIUTO3, KIETKHU Jeiikonu3a (Tenu borkuna-I'ymrpexra).

Y MHOTHX MaIMEHTOB JOJTUE TOJIbI MOXKET OTMEUYaThCs JUIIb JTUMQOIIU-
103 — 40-50%, XO0Ts 00I1Iee KOJUYECTBO JIEUKOIIUTOB KOJIEOIETCS OKOJIO BepXHe-
ro mpenenaa HOpMbL. JluMmdaTudeckue y3iabl MOTYT OBITH MOYTH HOPMAIbHBIX
pa3MepoB, HO OHU YBEIUYHMBAIOTCA MPU PA3TUYHBIX HHPEKIUIX (HapuMep, Mpu
aHTUHE), a MOCJe JMKBUIAIMU BOCTAIUTEIBHOTO MPOIECCa COKpAIIatoTCs A0
UCXOAHOW BenuuuHbL. JluM@aTuyeckue y3ibl YBEJIWUYMBAIOTCS MOCTEIEHHO,
OOBIYHO B MIEPBYIO OUYEpEb Ha IIee, B MOIMBIIICYHBIX BIaAUHAX, 3aTEM MPOIIECC
pacrpocTpaHsieTcs Ha CpeJoCTeHUE, OpPIOIIHYI0 TOJIOCTh, MaXOBYHO 00JIACTh.
Bo3uukarot o0uiue s BceX JISMKO30B HeCHeU(PUUYECKUE SBJICHUS: MOBEIICH-
Has YTOMJISIEMOCTb, CJa0OCTh, MOTJIMBOCTh. Ha paHHuMX 3Tamax OoJie3HU B
OOJBIIIMHCTBE CIIy4acB aHEMUU U TPOMOOITUTOTICHUH HET.

OtnuuutensHbiM Tpu3HakoM XJIJI siBiseTcss yBelnMYeHUE KOJIUYECTBA
JEHKOIUTOB TIepUPEPUUECKON KPOBH CO 3HAYUTEIILHBIM KOJUYECTBOM MAaJIbIX
3penbix uMporuToB — 6onee 5 X 10%1 (JOCTOBEPHBIM TUATHOCTHYECKMM IIPH-
3HAKOM SBJISIETCA MX KoamdecTBo Gomee 10 x 10%m), BeissBneHue «reneit bor-
kuHa-I'ymnpexTta» (KIETOK JEHKOIHM3a) — pa3pylICeHHBIX MPU MPUTOTOBJICHHUH
Maska JUMQPouToB (puc. 1, cM. I[B. BKJIAJKY) U HATUYHUE XaPAKTEPHOTO UMMY-
HoeHoTuna mumdponanbix kiaetok — CD5+, CD19+, Cd20+, CD22+, CD79a+,
CD23+, CD43+, CD11c*/., CD10-, ruxmuu D1-.

JlmmdoruTo3 B KpoBu mocrteneHHo HapactaeT: 80 — 90% mumdonuTos,
KaK MpaBujIo, HAOJIOAAETCA MPU MOYTH TOTAIBHOM 3aMEIIEHUH UMH KOCTHOTO
Mo3ra. Pacripoctpanenue 1umdaTnieckoil TKaHW B KOCTHOM MO3T€ MOXKET Io-
JlaMi HE YTHETaTh MPOIYKIHMIO HOPMaJbHBIX KJIETOK. Jlaxe Mpu JAOCTHKECHUU
BBICOKUX 1Hdp JeiikonuToB B kpoBu 100000 B 1 MK 1 GoJiee - aHEMHUH 4acTo
HET, KOJIMYECTBO TPOMOOIIMTOB HOPMATHHOE MJITM HE3HAYUTEIBHO CHUKEHO.

[TyHKTAaT KOCTHOTO MO3ra MOKAa3bIBAE€T YBEIWYCHUE MPOIICHTA JTUMQOIIH-
TOB B MHejorpaMmme — o0brdHO Oojiee 30. DTOT mpu3HAK HAACKEH JUIA JTUarHo-
CTUKU XPOHUUYECKOTO JIUMQOJIEHKO3a, €CJIA MMyHKTAT 3HAYUTEIHHO HE pa30aBiicH
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nepudepudeckoil KpoBbio. B TpemanobuonTaTe 0TMEUar0TCs XapaKkTEpHbIE pa3-
pactanus TMMGOUIHBIX KJIETOK, yarie Auddy3HbIe.

Mopdomnorus muMQPOLUTOB MPU XPOHUYECKOM JUM(DONICHKO3e HE UMEET
CTaOMJIBHBIX M TUIMYHBIX MPU3HAKOB. OHA MOXKET MEHSTHCS B TEUEHUU OOJIE3HU
NOJ1 BIMSIHUEM BHUPYCHBIX MH(pEKIUi. B KpoBU OONBIIMHCTBO KIETOK COCTaB-
JS10T 3penibie B-muMdouuTtel, HU4eM He oTiinyaroiieecs oT HopMaibHbIX. Haps-
Ny C TAKUMHU KJIETKaMH MOTYT OBbITh JTUM(OLUTAPHBIE 3IEMEHTHI C 00JIee TOMO-
TEHHBIM SIIPOM, HE MMEIOLIUE €lle rpyO0oil riapl04aTOCTH XpOMAaTHHA 3pPEJIoro
AUMQOLINTA, C IIMPOKUM O00OJKOM IIUTOILIa3Mbl, KOTOpask MHOT 1A, KaK MpH WH-
(GeKIIMOHHOM MOHOHYKJIC03€, MMEET IepUHYyKJIeapHOe NpocBeTiIeHue. Snpa
KJIETOK MOTYT UMETh CBOCOOPa3HYyI0 CKPYUYEHHOCTh XPOMATUHOBBIX METEb WIIH
OBITh TPAaBUIBHO KPYTJBIMU; BCTpEYaroTcsl U 00OOBUIHBIC Spa; LUTOIIIA3Ma
ObIBaeT ¢ 0OpPHIBUATHIMU KOHTYPaMH, HHOT/Ia C JIEMEHTaMH «BOJIOCATOCTH», HO
0€3 THCTOXMMHUYECKUX 0COOCHHOCTEN BOJIOCATOKIETOYHOTO JIEHKO3a.

XapakTepHbI MpU3HAK XPOHUUYECKOTO JTMMQoJeiKko3a — Moaypa3pyIieH-
HbIe sipa TuMboruToB — TeHu boTkuHa-I'ymnpexTa. VIX KOIU4ecTBO HE SIBIIS-
eTcsl TIoKa3aTesleM TsKeCTH nporecca. Knetku nelikonausza npeacTaBisioT co0oil
apTe(akT: B XKUAKOW KPOBU MX HET, OHM 00pa3yloTCs B MpPOLECCE MPUTOTOBIIE-
HUS Ma3Ka.

B navane 6ose3uu mpoauM@ourToB B JIEHKOUUTAPHON (PopmyIie 0ObIYHO
HeT. OnHaKko OBIBAIOT CITyyau XPOHHUYECKOTO JUMQOIIEiiko3a, KOTOPBIE C CaMOT0
Hayajia COMPOBOXKIAIOTCA PE3KUM IMpeoOaagaHueM B KPOBH MPOIUMQPOLMTOB —
KJIETOK C TOMOTE€HHBIM SIJIEPHBIM XPOMAaTUHOM, HO C OTYETJINBOW HyKieoson. Ha
TOM OCHOBAHHUH BBIACISAIOT MPOTUMQOIUTAPHYIO POPMY XPOHHUECKOTO JINM-
doneiiko3a (BopobdseB A.W. u coapt., 1985 — 2000). MHorma takoi jieitko3 Mo-
KET MPOTEKaTh C CEKpelrell MOHOKIIOHAIbHOTO MMMYHOTJIOOYJIMHA (BIIPOYEM,
3TO HE COCTaBJISET OONBIION PEAKOCTH U IMPU OOBIYHOM 3PEIIOKIETOYHOM XpO-
HUYECKOM JIMMGOJICHKO3E).

[To mepe pa3BuTHs 00JIE3HU B KPOBU HAUYMHAIOT BCTPEUATHCS CAMHUYHBIE
poJIMMGOITUTE U peke TuM$poomacTel. X 00NbIIoe KOIUYECTBO MOSIBISCTCS
JUIIH B TEPMUHAIIBHON CTaJ K OOJIE3HHU.

HAYAJIBHAA CTAUA

Hauano no0pokauyecTBEHHOTO W MPOTPECCUPYIONIETO BAPUAHTOB TUIUY-
HOUl opmbl XJIJI mpakTuyecku oAMHAKOBO. B HavaibHOM mepuoje OOJbHBIE
OOBIYHO HE MPEABABIISIOT 3HAYUTEIBHBIX Kajl00, 00111ee COCTOSTHUE YI0BJIETBO-
putenbHoe. OTHaKO HEKOTOPbhIC MAIMEHTHI 1K€ B 3TOM IEPUOEC MOTYT >KaJlo-
BaThCsl Ha HEOOJNBIIYIO CIa00CTh, MOTIUBOCTh, YaCThIE MPOCTYIHbIE 3a00JIeBa-
Husa. Kak mpaBmiio, remMo01acTo3 BBISIBISIETCS CiIy4aitHO (Tpu mpoduaakThye-
CKUX OCMOTpax, MpH OOpaIieHuu K Bpady MO MOBOJY KaKOTO — JIMOO JPYroro
3a0oneBanusi). OCHOBHBIMU KIMHUYECKMMH Tpu3Hakamu XJIJI sBistorcs Ha
ATOU CTaIUU yBeIUUYEHUE TUM(PATHIECKUX Y3JIOB, JICHKOIUTO3 U JIUMQOIIUTO3.
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Haubonee udacto B 3TOM cTaauM OTMEYaeTcs HEOOJBIIOE YBEIUYCHHE
TuM(paTUYECKUX Yy3J10B, KaK MPABHUIIO, B OMPEEICHHOW MOCIEeI0BATEIbHOCTH.
OOBIYHO B MEPBYIO OYEpEAb YBEIUUUBAIOTCS IIEHHBIE, 3aTE€M MOAMBILIEUHBIE, a
3HAUUTEIBHO MO3XKE (Yalle BCEro B pa3BepHYTOH ¢aze 3a00jeBaHUs) — APyrue
rpynmsl JUMQPaTHYECKUX Y3JI0B. YBEIWYEHHbIC JTUM(OY3Ibl MPU XPOHUUECKOM
IMMQOJIENKO3€ MITKO-3JIACTUYECKON TeCTOBAaTOM KOHcHUcTeHIMH. CiaenyeT moji-
YEepKHYTh, YTO MJIOTHOCTH JIUM(POY3JIOB HE XapakTepHa JJis 3TOM CTaAuu XPOHHU-
yeckoro Jumorneiiko3a. Pazmepsl yBenMueHHBIX TUM(ATUUECKUX Y3JIOB pas-
JMYHBI: OT HEOOJBIIIOTO O BECbMa 3HAYUTENILHOTO yBennueHus. Kak mpasuio,
auMdaTrueckue y3bel 0€3001€3HEHHBI, HE CIasHbI ¢ KOXKEW U MEXIy cOOO0M, He
U3BA3BISAIOTCS U HE HATHAaUBAIOTCS.

BTopoii xapakTepHblii NpU3HAK XPOHUYECKOTO JIEMKO3a B HAYAJIBHOM II€-
puoze — neiikonuros (06sraHo 10 — 30 x10%) u yBenmMyeHre KONIUYECTBA JIUM-
¢douutoB 10 60-80%. A.U. BopobreB u coaBt. (2003) yka3bIBaeT, 4TO KOJIAYEC-
CTBO JIEHKOLMTOB B HAYAJILHOM CTaJuM MOKET IOBBIIATLCA 10 50 x10%/m.

OCHOBHBIMU KPUTEPHUSIMH HAYaJIbHOTO MEPHOAA XPOHUYECKOro JHUM)O-
JIENKO03a SABJISIFOTCS:

- HE3HAYUTEJIbHOE WIM YMEPEHHOE YBEJIMUYEHHE HECKOJIbKUX JInMpaTnye-
CKHX Y3JIOB OJHOW MJIM HECKOJIBKUX TPYIIIL;

- neiikonuTo3, He npepbimaromuii 50 x 10%/m;

- OTCYTCTBHUE TEHJICHLIMH K 3HAYUTEIBHOMY YBEJIMUYEHHUIO JICUKOLIMTO34;

- YAOBJIETBOPUTEIBHOE COCTOSHHE OOJIBHOIO, OTCYTCTBHE HapyIICHHUS
(YHKUIHUU JPYTUX OPTaHOB U CUCTEM (COCTOSTHUE KOMITEHCALIUN).

[Ipu 100pOKauYEeCTBEHHOM TEUYEHHH 3a00JI€BaHUs HAaYaIbHBIA MEPUOJ MO-
KET MPOJIOJKATBCS HECKOIbKO JeT. Hapacranue neikonuTo3a MeqyieHHOE (B
teueHue 2 — 3 ner). [lpu pazputun MHOEKIMOHHO-BOCTIATUTENBHBIX MPOIECCOB
KOJIMYECTBO JICHKOIIMTOB U JIUM(OIUTOB B KPOBU MOKET 3HAYUTEIHLHO BO3pac-
TaTh, HO MOCJE KYNMUPOBAaHUA MH(EKIHUU JEHKOLMTO3 U JIMM(OIUTO3 BO3Bpa-
HIAIOTCS K MPeXHUM Lu@paM. JInM@oy3ibl U cee3eHKa HOPMaJIbHBIX pa3MEpOB
WJIM HE3HAYUTENBHO YBEIMYEHBI, KOHCUCTEHLINS Y3JIOB 3JaCTUYHAsl, pa3MeEPhI UX
HE MEHSIOTCS.

[Ipu nmporpeccupyromem teueHun XJIJI HavanbHbIN 2Tanm 3a0osieBaHUS
IPOAOKAETCA HEHOJr0, KOJWYECTBO JEUKOLUTOB U JIMM(OIUTOB HEYKIOHHO
HapacTaeT U3 Mecslla B MecAll, yXyauaeTcs: o01ee COCTOSIHUE, OTMEYaeTCs 3Ha-
YUTENbHOE yBEIMYECHUE TUM(PATUUECKUX Y3JI0B. IIepBbIMH OOBIYHO yBEIMYMBA-
I0TCSl LICHHBbIe, HAAKIIOYUYHbIE JUMQOY3JIbl, 3aT€M MOAMBIILIECYHbIE, KOHCH-
CTeHIUsl uX TecrtoBarad. Celie3eHKa BHAauaje HE MaJbIUPYETCS WIM HE3HAUM-
TEJIbHO YBEIUYEHA, B TaJIbHEHIIIEM pa3Mephl €€ 3HAUUTEIHbHO YBEITUUMBAIOTCS.

MEPHOJ] BBIPAJKEHBIX KJIHHUYECKHX ITPOSIBJIEHHH
(PA3BEPHYTAS CTAJIHA)

B »TOM mepuoae MMeeTr MECTo pa3BepHyTas KIMHUYECKas KapTUHA Xpo-
HU4eckoro aumdoiieiiko3a. boiabHbIe KallylOTCsl Ha BBIPAXKEHHYIO OOIYIO Clia-
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00CTb, CHUKEHHE PA0OTOCIOCOOHOCTH, 3HAYUTENbHYIO MOTIMBOCTh, OCOOEHHO
HOYbIO, TTOXY/IaHHE, MOBBIIICHUE TEMIIEPATYphl Tella, YBEIMYeHHE JUMpaTuie-
CKHUX Y3JIOB.

[Ipu ocmoTpe oOpaiaet Ha ceOsi BHUMaHKUE TeHepaIu30BaHHas JuMdae-
HomaTus. B aTom mepuoze 3a0osieBaHusl OOBIYHO YBEIMUYEHBI TPAKTUYECKU BCE
rpynnsl nepudeprudeckux JuMEGOy3JoB: MOMUYETIOCTHBIC, 3alHUE U TEpEeIHHE
HIeitHbIe, HAJIKIIIOUNYHBIE, TOAMBIIICYHBIC, TaX0BbIe U Jp. CTENEHb YBEIUUCHUS
AUMQOY3TI0B pa3IuvHa — OT BEJIMYMHBI TOPOIIMHBI 0 KypHHOro sina. Koncu-
CTeHLUS JUM(OY3JI0B MO-TIPEKHEMY OCTACTCS ANACTUYHO-TECTOBATOM, OHU HE
CrHastHbl MEXy co00i u koxkei. OHAaKO MpU 3HAYUTEIFHOM YBEIMYECHUH JTUM-
¢boy310B OIHOM TPYNIBI OHU MOTYT BBITJISZETh B BUe KoHTIoMmepaTa. C momo-
IBIO CTIEMATBHBIX MeToM0B uccnenoBanus (Y3U, KT, pearrenorpadus) o6Ha-
PY)KHBAETCS TaKXKE YBEIWYCHUE BHYTPUTPYIHBIX, BHYTPUOPIOMIHBIX U 3a0pI0-
HIMHHBIX JTUM(PATHYECKUX Y3JI0B, OJIHAKO MPU TUIIMYHOM (KJ1accuueckoi) hopme
XJIJI npu3HaKOB KOMIIPECCUU BHYTPEHHUX OPTaHOB HE HAOIIOIAETCS B OTJIMYUE
OT OMyXOJeBUAHOU (GopMbl. B KpoBH OTMEHaeTCsi pa3jIM4HON CTENEHU BbIpa-
KEHHOCTH JIEMKOLUTO3 U a0COIIOTHBIA TUM(POLIUTO3.

Axanemuk A.W. Bopo6seB u coaBt. (1985 — 2000) Ha ocHOBaHUU MOp-
b oJIorMuecKuX u KIMHUYECKUX MTPU3HAKOB, BKIIIOYAIOIIUX B TOM YHUCJIE, U OTBET
Ha TEPAINIO, BBIICTSIOT CIASAYIONNE KIMHUKO-TabopaTtopHbie hopmbl XJLJI:

1) JoOpokadecTBeHHas;

2) Ilporpeccupyromas (Kiraccuyeckas);
3) OmnyxoJeBas;

4) CrieHoMerann4eckas (Cee3eHOuHas);
5) AGpomuHaNbHAS,

6) IlposmmdonurapHas;

7) KocTHOMO3roBasl.

Hoopoxauecmeennan popma

[To nanabiM AW BopoObeBa u coaBt. (1985 — 2003), mpu gobpoxade-
ctBeHHOM ¢opme XJIJI «oTMeuaercss ouyeHb MEIJICHHOE, 3aMETHOE JIUIIb Ha
HOPOTSKEHUH JIET, HO HE MECALEB, HapacTaHue JUM(OIMTO3a B KPOBH Mapall-
JIENBHO C POCTOM 4HCia JEUKOoIUTOBY. JlelikounTo3 npu stoit popme XJIJI He
BBICOKHWI, KaK mpaBuiio, MmeHee 30 x 10%7, B pAane caydaeB MOXKET Hocturath 50
x 10%n. Ipouent mumdouuToB B KpoBH cocTasisier 60 — 70. Jleiikonuros cra-
OWJIBHO COXpaHSETCS HUXKE HTOr0 YPOBHS HE MeHee 3 JIeT OT MEepPBOro aHajau3a
KpOBU C JICUKOLMTO30M. JluMmdaTuueckue y3abl MO0 HE YBEJIWYEHBI, JIUOO
IICHHBIC YBEINYCHBI BeCbMa HE3HAuuTeNIbHO (He Oosee 2 cM). OueHb MeJICH-
HOE HapacTaHHe JEeMKoUHUTo3a U TUM(OIUTO3a A0 3aMETHOTO YBEIMUEHHUS JINM-
(daTuecKux y3J10B MOXET MPOAOIKATHCS U TOJIbl, U necaTuieTus. Bee aTo Bpe-
Msi OOJIbHBIE HAXOMAATCA MO AMCIIAHCEPHBIM HAONIOJCHHUEM, OHH TMOJHOCTHIO
TPYAOCIOCOOHBI, UM TOJBKO 3alperialoT MOBBIIICHHYIO MHCOJSIUIO (3aropaTh
HEJb3s, HO MOKHO KyNaTbCs M OTABIXaTh Ha FOTe, KpOME HIOJIS U aBrycra). Mc-
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CJICIOBAHUS KPOBHU C TOJICYETOM TPOMOOITUTOB M PETUKYJIOIUTOB JCIAIOT KaX-
neie 1 - 3 mecsna. [Ipu nobpokauecTBeHHON (opMe A0 TOrO MOMEHTA, KOrja
YXYAIIEHUE COCTOSIHUS MOKET MOTpeOoBaTh Tepalvy, BO MHOTHX CIy4yasx He
JIeNa0T JUarHOCTUYECKON CTepHANIBHOW MyHKIIMH, TPETTAHOOUOIICHUH U OMOTICUU
TUM(}AaTUYECKOro y37a. TU UCCIEAOBaHUS CYIIECTBEHHO TPABMUPYIOT TICUXHUKY
00JBLHOTO, KOTOPOMY 3a4acTyl0 J0 KOHIA JHEH He MOoTpeOyeTcs LUTOCTaTude-
CKUX IpernapaTroB, HO HE MOTYT HUYEro J0OaBUTh K JUATHOCTUKE 3TOM (HOPMBI
6one3nu. [IpaBna, mpuHUMATH OIOOHBIE PEIIICHUS MOYKET JIMIIb ONBITHBIA CTIe-
LUAJIHCT.

[Tpu mannHo¥ dopme, koTopyro N.A. Kaccupckuii Ha3bIBand «3aCThIBIICH
MIPOJIOJDKATEILHOCTD KU3HA BOOOITE MOXKET HE 3aBUCETh OT Hanmmuus XJIJI, u
MAIMEHTHI MOXKUJIOTO BO3pacTa MOTHOAOT OT COMYTCTBYIONIEH MAaTOJOTHH, TIPH
OTCYTCTBUU MPU3HAKOB MPOrPECCUU TeM00JIacTo3a.

B noGpokadectBeHHoit dhopme 3aboseBanue nporekaet y 20 — 30% 60ib-
HbeIX (BopooneB A.U. u coast., 2003). [Ipo10o/KUTETEHOCT KU3HU TaKUX Ta-
LMECHTOB TaKas K€, KaK U B HOIMYJISLIHH.

Ilpozpeccupyrowan (knaccuueckas) popma

Hauunaercst Tak >xe, Kak U JOOpOKaYECTBEHHAs, HO KOJIMYECTBO JIEHKO-
IIUTOB HapacTaeT OT MecAlla K MeCsIly, KaKk U BeJIMUrMHa JIUM(ATUUECKUX Y3JIOB.
Benymum niposiBinenrem 31oil popmel XJUJI CiryKUT 3HAUUTETBHOE YBEIUYCHHE
KOJIMYECTBA JeHKonuToB. JlelikonuTo3 Moxker gocturats 500 - 1000 x 10%m u
0onee. OQHOBPEMEHHO B JIEUKOLMTAPHON (hOpMyJie YBEIMYUBAETCS U KOJIMYE-
ctBO JuMdoruToB (10 90 — 99%). IIpeobmanator 3penbie PopMbl, HO, KaK Ipa-
BWJIO, oOHapyxuBaetcs 5 — 10% npomumdoruton. CoaepxaHre SPUTPOIIUTOB,
reMorjo0rMHa U TPOMOOIIMTOB BHauUajae HOPMaJIbHOE, a MPU BHICOKOM JICHKOITHU-
TO3€¢ M 3HAYUTEIHLHOM JUM(OIUTO3€ OOBIYHO CHUIKEHBI 32 CUET BBITCCHEHUS
3JI0POBBIX POCTKOB IMATOJOTHYECKUMU JTUMDOIIUTaMU JTMOO B CBS3U C MPUCO-
€MHEHUEM ayTOMMMYHHBIX OCJIOKHEHUI.

OnHOBpPEMEHHO YBETUYMBAIOTCS M pa3Mepsl TuMdarnueckux y3noB. KoH-
CUCTEHITUSI Y3JIOB MOXKET OBITh TECTOBATOW, MATKOW WJIM CJETKa 3JIaCTHYHOM.
«/lepeBIHHOIN» TIIOTHOCTH OOBIYHO HE OBIBAET, a €CIIU TAKHUE Y3IIbI TIOSIBISIOTCA,
TO UX CJeayeT OMOTIICHUPOBATH JJI UCKIIOYEHUS 3JI0KaY€CTBEHHOU TpaHchopma-
nuu. B OONBIIMHCTBE CilydyaeB HE3HAUYUTENIHbHOE YBEIMYEHUE JTUMQPATUUECKUX
y3JI0B MOKHO OOHapy»XHUTh Jla)ke MPU HEPE3KO BBIPAKCHHBIX HU3MEHEHUSIX B
KpoBH. MHOrJa nepBbIM CUMITOMOM MX YBEJIMYCHUS SIBJISICTCS pPEaKIus Ha UH-
(GEeKIrI0: MPU OCTPBIX PECIUPATOPHBIX 3a00JEBaAHUSAX JTUMDOY3IIbI YBEIUYHBa-
I0TCS, @ 3aTEM CHOBA YMEHBIIAIOTCA B pa3Mepax.

VYBenuueHne Cene3eHKH y TaKuX MalMeHTOB B OOJIBIIMHCTBE CIy4aeB Io-
SBJISICTCS TI03KE, YeM YBEIMYCHHE JTUM(GATUUECKUX Y3JIOB U PEIKO JOCTUTACT
3HAUMTEIBHBIX pa3mepoB. Eie mo3gHee oOBIYHO yBenIWuuBaeTcs nedeHb. He
OTMEUYAeTCS BBHICOKOW KOPPENSIIMA MEXKIY CTENEHbI0 TUMGOUIHON HHOUIBTpa-
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MM KOCTHOTO MO3Ta, BBEICOTHI JICHKOITUTO3a U Pa3MepoB TUM(PATUIECKHUX y3JIOB,
CEJIE3EHKU U MEYEHHU.

WNHorna B MOMEHT OCTPOTO pEecrnupaToOpHOro 3a00JeBaHUs y TallMeHTa
OTMEUYaeTCs CHUKEHHUE CIyXa M «4yBCTBO 3aJI0’KEHHOCTU» B ymax. [Ipu ocMoT-
pe oOHapyKuBaeTcsl pa3pacTaHue JTUMGOUIHON TKAHU Y YCThEB €BCTaXHEBBIX
TpyO, HAOYXJIOCTh €€ B MIEPUOJ] TPUCOCTIUHEHUS MH(EKIINHU BbI3bIBAET 3aKPHITUE
npocsera Tpyo.

B psage cnyuaeB XJIJI kiimHUYecKHe MPOSIBICHUS 3a00JIeBaHMs (yBEIHYE-
HUE TUM(ATUUECKHUX y3JI0B, CEIE3EHKH, IIEUCHN) OTCYTCTBYIOT Y OOJBHBIX JIaXKe
C OYEHBb BBICOKHM JICUKOIIMTO30M U JIMM(POIUTO30M. B mo100HBIX HAOIIOICHU-
X WCCJIEIOBAaHHE KOCTHOMO3TOBOTO NYHKTaTa OOBIYHO BBISBIISET IMOYTH TO-
TaJbHOE BHITCCHCHHE TPAHYJIOIUTAPHBIX U IPUTPOUIHBIX AIEMEHTOB KOCTHOTO
Mo3ra TUMQOIUTAMHU.

Tepmun «kitaccuueckast GopMa» 03HAYAET, YTO B TaKOM opMe MPOTEKaeT
oonpmHCTBO cirydaeB XJIJI — 45-50% (BopobbeB A.U. u coast., 2003). [{uro-
CTaTUYecKasi Tepamusi 3TUM OOJIbHBIM OOBIYHO Ha3HAYaeTCs MPU 3aMETHOM
HapacTaHUM BCEX IMPOSIBICHUI 00JIe3HH, JISWKOIMTO3a (Kak rpaBuio, 6oxee 100
— 150 x 10%1) u pasmepos nuMpATUUECKUX y3II0B B IIEPBYIO ouepenb. Meauana
BbDKHMBaeMOCTH coctaBisieT 96 mecsaueB (Hukutun E.A., Jlopue 10.1O., Me-
muksH ALJLL, 2003).

Onyxonesasn gpopma

Oco6eHHOCThIO 3TOH (DOPMBI, OITPEACIUBIIEH €€ Ha3BaHUE, SIBISETCS 3HA-
YUTENHHOE YBEIMYCHUE W TUIOTHAS KOHCUTCTEHIINS JTUM(GATHIECKUX Y3JIOB MPHU
HEBBICOKOM JICHKOIIMTO3¢. MUHIATUHBI YBEIMYCHBI, YaCTO OHU TIOYTH CMBIKA-
I0TCS IPYT C IPYroM. Y BEJTUYECHHE CEJIE3EHKU OOBIYHO YMEPEHHOE, HO OBIBACT U
3HAUUTEIbHBIM. B neiikorurapHoi popmMyie coxpaHsercs J0cTaTouHbId — 20 u
Oosee - mporeHT HelTpoduaoB. B kxoctHoM Mo3re oObpuHO He OGonee 20-40%
TUM(OITUTOB, XOTSI OBIBACT U TOTAIBHOE €ro nopaxkenue. HecmoTpst Ha 3HauUM-
TeJIbHYIO TUNIEPIUIA3UIO TUM(aTUUeCcKOl TKaHU, MHTOKCUKAIIUS JJOJITO MaJIO BbI-
pakeHa B OTJIMYHE OT Te€HEPATM30BAHHON JTUM(OMBI, ¢ KOTOPOH WHOTIA OTOXK-
JIECTBIISIIOT 3Ty (POPMy XpOHHUECKOTO JTUM(OJIeHKO3a.

CymMupysl Bce KIMHHYECKHE, J1abOpaTOpHbIE W HHCTPYMEHTAIbHBIC
JTAHHBIE MOYKHO BBIJCJIUTH CIEAYIONIME 0COOeHHOCTH 3Tor (hopmbr XJIJI:

- BelpaxeHnHoe yBennueHue TUM(ATHUECKUX y3JI0B, OHU 0€300JI€3HECHHBI,
MJIOTHOAJIACTUYECKON KOHCHCTEHIINH, CIIMBAIOTCS MEXKIY CO00M, 00pa3yroT KOH-
riiomepathl. CHavajma pe3Ko YBEIUUYMBAIOTCS IICHHBIC, 3aTEM ITOIMBIIICYHBIC U
NaxoBbIe JTUMQOY3Ibl. YBeIndeHne JTUM(Oy3JI0B MOKHO THAarHOCTHPOBATH HE
TOJIBKO TMAaJIbIIATOPHO, KOHIJIOMEpaThl JU(OY3JI0B YETKO BHU3YaTHU3UPYIOTCS
(puc. 2, cM. 11B. BKJIaJKy). YacTo mepBoi Kaio00i TaKUX TMAlMEHTOB SBISACTCS
«HEBO3MOXXHOCTb 3aCTETHYTh BOPOT PyOalikm», CO CIIOB MAallUEHTOB «IIesl CTa-
HOBUTCSI TOJICTOI», T.H. «OOpIioBcKas mes». Hapsiay ¢ yBenudenue nepudepu-
YeCcKUX JTUM(OY3TI0B BO3MOKHO YBEIMYECHHE TapaTpaxeanbHbIX TuMpaTuye-
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CKHX Y3JIOB CO CHABJICHHEM TPaxeW M KPYMHBIX OPOHXOB. Y HEKOTOPHIX 0O0b-
HBIX YBEJIMYMBAIOTCS BHYTPUOPIOLIHBIE TUM(ATUUECKHE Y3JIbl CO CIABJICHHEM
BOPOTHOM BEHBI U KEIYEBBIBOIAIIMX MyTeH, YTO MPUBOAUT K PA3BUTHIO CUH-
JpOMa MOPTAIbHON TUTIEPTEH3UN U MEXAaHUYECKOMU KenTyxu. Bo3mMoxkHO yBenu-
YEeHUE PETPOINEPUTOHEATBHBIX JUM(OY3JIOB CO CAABICHUEM MOYETOYHUKOB U
HapyILIEHUEM OTTOKAa MOYH.

- Haimune B O6unratax numdoysinoB auddys3Hoit mpoaudeparuu o1HO-
POJHBIX TUM(OUTHBIX KJIETOK CO CBETJIBIMU SApaMu; B OTIMUUE OT JTUM(OMBEI,
OTCYTCTBYIOT MPU3HAKHU aTUIIM3Ma U nonuMopdus3ma. B ormeuatkax mumdboysina
OOHapPYKUBAIOTCS 3pelible TUMPOIUTHI U MPOTUMPOIUTHI;

- ToransHas nuddysHas mumdonrTapHas HHOUIBTPAIUS KOCTHOTO MO3-
ra Ipy TPEMAaHOOMOTICHH KPhLJIa IMTOB3I0ITHON KOCTH, B CTEPHATLHOM ITyHKTATE
BEIp@XeHHas! npomdepanus 3peasix TuMGoruToB (okoio 20-40%);

- YMepeHHbIH JeikonuTo3 B mnepudepuueckoit kpou — okono 20000-
50000 B 1 mku1; B neiikoruTapHaoi hopmyse okoso 60-80% aumboruToB u yme-
peHHast HeUTporneHus (KoJn4ecTBO HelTpoduioB coctasiser 10 20% u 6omee).

Ota dopma XJIJI HOcuT OBICTpOMpOTpeccUpyrollee TEUCHHE, MeJraHa
BbDKHBaeMoCTH coctaBisieT 36 mecsueB (Hukutun E.A., Jlopue 10.1IO., Me-
muksH ALJLL, 2003). JInarnoctuka onyxoseBoi hopmel XJIJT cpasy xe sBisercs
OCHOBAHMEM JIJIsl HA3HAYEHUS IUTOCTATUYECKOM Teparnuu.

Cnnenomezanuueckas (cenezenounasn) hopma

CmnieHoMmeranuueckass ¢opma IO CyHIECTBY Obla BbIJIETICHA YK€ MpU
OIPEJICIICHUH CTaIUH XPOHHYECKOro JMMdoreiko3a mo Rai, korma oka3anoch,
YTO CTaJus NpoLecca, TEKYIEro TOJbKO ¢ TUM(OLIUTO30M U YBEIUUYEHHUEM Ce-
ne3enku — |l cragusi, mpornoctudecku Oosee OarompusiTHa, 4Ye€M BCE OCTAIIb-
HbIE, KpOME HYJEBOU, MPOSIBISIONIEHCS TOJBKO JUMQOIMTO30M B KPOBU U
xoctHOM Mosre. |. Dighiero ¢ coart. (1979) npeasiouin BbIICIUTD CEIC3CHOY-
HYI0 (OpMy XpOHHUYECKOTO JIMMPOJEHKO3a € MPEUMYIIECTBEHHBIM YBEINYCHH-
€M CEeJIC3CHKHU IPU YMEPEHHOM YBEIMYEHUU JUM(PATUUECKUX Y3JI0B U paszind-
HBIM YpOBHEM JeikoruToB. Cene3eHKa y TaKuX MAIMEHTOB MOXET 3aHUMATh
OOJBIIYI0 YaCTh OPIONIHOW TMOJIOCTH (pUC. 3, CM. IB. BKJIAJIKY) ¥ MPU MIPOTpec-
CUPOBAaHUU 3a00JICBAHUSI BBI3BIBATH KOMIIPECCUOHHBIA U OOJIEBOW CUHIPOMBI.
Ot numpouUTOMBI Cele3eHKH 3Ta gopma oTiauyaercs Aud@Py3HbBIM POCTOM
auM@aTHYECKUX JIEMEHTOB B KOCTHOM MO3re (TpernaHoOuonTar), auMmdparnye-
CKHX Y3JIaX, cesie3eHke. Hepeako yBennunBaeTcs (He OUE€Hb 3HAUYUTENIbHO) U Tie-
yeHb. KomdecTBo JISHKOUTOB B TIEpUPEPHIESCKON KPOBH MOYKET OBITh pasind-
HbIM, HO OOBIYHO JIEMKOIIMTO3 HApacTaeT Ha MPOTSHKEHUH MecsueB. Yacrto
HaOJIOAACTCS TEMOJTUTHYECKAsT aHEMUSL.

MenuaHa BEIDKMBA€MOCTH TaKUX IMaIlMEHTOB cocTaBisier 62 mecana (Hu-
kutuH E.A., JIopue FO.10., Menuksu A.JI., 2003).
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Ab0pomuHanbHas gopma

Ecnu Ha mpoTsSKEHHH MECALIEB U JIET POCT OIYXOJIM OTPaHUYEH IMOYTH
UCKIIIOUUTENHHO JIUM(PATUUECKUMHU y3JaMU OpIONIHOW MOJOCTH, Takas ¢dopma
XJUUI HaswiBaeTcs abaomMuHambHOW. JIJIsl BBISBICHUS YBEJIMYCHHBIX BHYTPH-
OprommHHBIX TUM(Oy3710B rcnonb3yoT ¥Y3U u KT.

Hposnmpounrapuas popma

[IponumdonutapHas ¢opma OTIHYAETCS, MPEXIE BCEro, Mopdoaoruei
JIUMQOILIUTOB, KOTOPHIE B Ma3Kax (KPOBU U KOCTHOTO MO3Ta), OTIEYaTKaX UMEIOT
KPYITHYIO YETKYIO HyKJIeoy (puc. 4, cM. IB. BKIaaKy). KonaeHcarus XpoMaTh-
Ha B sJIpe, KaK IMOKa3bIBAET 3JIEKTPOHHAS MUKPOCKOIINS, BBIPAKEHA YMEPEHHO U
B OCHOBHOM I10 nepudepun. B rucronornueckux npenaparax IMMQPaTHUECKUX
y3JI0B M CEJE3€HKU MpH ATOM (popme neriko3a JTUMQOLUTHI TaKXKE COAEepikKaT
HyKJIeoJbl. MIMMyHONOrHueckass XapakTepucTuka BoisiBisieT B- (80%), u T-
kiaerounyro (20%) npupoay nposumdoruTapHoro Jumdoreiiko3a. B otinyue
oT B-nmuMdonuToB THMMUYHOTO XPOHUYECKOTO JUMQOJIeiiko3a Npu JaHHOU (op-
M€ Ha MOBEPXHOCTU JIEHKO3HBIX JUM(POLMTOB OOHAPYKUBAECTCS OOMINE UMMY-
HOTJI00YNHMHOB, Yaie M - win D-tumna; kpome TOro, 317t TIMMQOLUTH 00pa3yIOT
MaJio po3eToK ¢ spuTpouuTamu Mbiud. [1o Beipaxkenuro A.M1 BopoObeBa u co-
aBT. (2003), «1mo0 XapaKTepUCTUKE HMMYHOJIOTHIECKIX MapKEepOB MPOIMMQOIIH-
TapHas (opMa cTapiie OOBIYHOTO 3JI0Ka4eCTBEHHOTO nuMdoineiikozay. [lpu
sToit hopme XJIJI oueHb yacTo onpeaeIsitoT XPOMOCOMHbBIE aHOMAJIUH.

OCHOBHBIMH  KJIMHUKO-JIA0OPATOPHBIMA OCOOCHHOCTAMH TIpOJIuMdOIn-
TapHOU (POPMBI SIBISIOTCS:

- Bo3pact 6osbHbIX B 50% ciyuaes crapiie 70 neT;

- BBIpa)KE€HHAas cl1ad0CTh, MOXYJaHUE, HAKIIOHHOCTh K TeMOppparusMm;

- 3HAYUTENIbHAS CIUICHOMETaus

- HE BBIPAXXEHHOE YBEJIMYCHHUE JTUMPATHUECKUX Y3JIOB;

- HHQUIBTpaLUs JEUKEMUYECKUMH KJIETKaMH KOKU B 00JIaCTH TYJIOBHUIIA,
U1, PyK, MOSBIEHUE NAIYJIE3HOM, He3yIdIencs cbinu (mpudau3urensHo y 1/3
00JbHBIX ¢ T-MpOMUMQPOLUTAPHBIM JEUKO30M;

- U3MEHEHUs B aHanuze nepudepudeckoin kposu: y 70 — 80% O0abHBIX
KonuuecTBo uMponutos npessimaer 100000 B 1 mxa (100 x 10%1), mpu sTom
30 — 50% Bcex nMUM(OUUTOB MPEACTaBICHBI MPOTUMQPOIUTAMH; XapPAKTEPHbI
aHeMHsI U TPOMOOILIUTOTICHNUS;

- TIOJIOKUTENbHAS IUTOXUMUYECKas peakiys TMMQPOUTHBIX KJIETOK Ha aK-
TUBHOCTb KHCIION docdoTaszsl (B popme Tpanyil, nHOTAA HOPMHUPYIONUX OJIOK,
MOJIHOCTBIO TOJABIISAETCS TapTPATOM); OKOJIO TMOJOBHUHBI KJIETOK COAEPXKUT O-
HadTUIICTEPA3y; B TUM(OUTHBIX KIETKaX OOHAPYKUBAETCS TIUKOTEH B BUJC
MEJIKUX TpaHyJl; peakius Ha MUEJIONEPOKCH Ia3y OTpHUIIaTeIbHAas;
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- BBIpaKeHHas Tposudeparus npoauME@OIMTOB B KOCTHOM Mo3re (110
JTAaHHBIM MUEJIOTPAMMBI);

- OBICTpOE TIpOrpeccHpoBaHUEe 3a0ojieBaHWs W HU3Kas 3(PPEKTUBHOCTH
IIUTOCTATUIECKON TepaInu.

CpenHsisi IPOIODKUTENBHOCTD KU3HU TAIUEHTOB C MPOJIUM(OIUTAPHOM
dbopmoit XJIJI okosio 3 mer.

Kocmmnomoszosan ¢popma

Briepsbie Obuta onucana B 1937 r. Storti mon nassanmem limfadenia ossi-
um. J{mst aTol popmbI XapakTepHBI OBICTPO MPOTPECCUPYIOIIAs TAHITUTOIICHHSI,
TOTAJIBHOE WJIM YACTUIHOE 3aMENICHHEe KOCTHOTO Mo3ra nuddy3HO pacTymmuMu
3pensiMu TuMoruTaMu. JInMdaTHaeckue y3iibl HE YBEIUYCHBI, CEIe3eHKA 3a
OUYeHb PEIKUM HCKIIOYCHHEM TaK)KE€ HE YBEIUYCHA, IMeUeHb HOPMAIBHBIX pa3-
MepoB. Mop@oJoruyecku OTMeYaeTcsi TOMOT€HHOCTh CTPYKTYPBI SIIEPHOTO
XpOMaTHHA, UHOT/Ia €r0 MUKHOTUYHOCTh, PEKE UMEIOTCSI DJIEMEHTHI CTPYKTYp-
HOCTH, OT/IaJICHHO HallOMUHAIOIINE OJIACTHYIO; IUTOIIa3Ma C BBIpAXKEHHOU Oa-
30dunuent, y3kas, yacto oopbeiBuaTasi. [I[pornos — kpaitHe HeOIArONMPUSATHBIMN.

B kauecmee npumepa npusooum 0ea ciyuas, MUNUYHO2O KAACCUYECKO2O0

meuenust XJIJI u peokoii hopmel 5mozo 3aboeeanusi.

bonvnou A., 1933 2.p. [Huaenoz «Xpouuueckuii aumghonetikoszy Owin
enepavie gvicmasner ¢ 19912. I[Ipu nepsuunoti ouacHocmuke umena Mecmo cma-
oust A no xknaccugurxayuu Binet. Ilepughepuueckue numghoysnvl ne bonee 2cm 6
ouamempe. Ha Kodxce u 8UOUMBIX CIUSUCBIX 2eMOPPALUYECKO20 CUHOPOMA
Hem. B neckux éezuxynsapuoe ovixanue, xpunog nem. Touvl cepoya sicHvle, pumm
npasunvhvld. Kueom msexuil, 6Oe30one3neHHbll npu narvnayuu. Ileuenv no
Kkpaio pebepnoii oyeu. Cenezenka He yeenuyeHda.

Knunuueckuti ananuz xposu: eemoenoboun — 140 2/n, sapumpoyumol — 4,5
10'%/n, netixoyumuor — 27 x 10%n, mpomboyumor — 180 x 10%n, ceemenmosoep-
Hote — 12%, monoyumor — 2%, aumgpoyumor 85%,

C 1991 no 1996 2e. 3a 601bHLIM 8€10CH OUHAMUYECKOE HADNI0OeHUe 8
YCa08usax noauxknunuxku. B 1996 e. ommeyeno ysenuyerue ium@pamuieckux y3uo8
00 2 cm 6 ouamempe. Huoicnuii nonioc cene3eHku cmain naibnupo8amvcsi 8 Jie-
6om nodpebepuu. bbvina HazHayena nepeUUHO-COEePHCUBAIOWAST MEPanus Xio-
pamoyyunom. C 1996 no 2005 2. na pone nepuuro-coepicusarowjeli mepanuu
npozpeccuu 3a6071e6aHUs He OMMEYAlOoCh.

C 2005 2. 6 653U CO 3HAUUMENLHBLIM VEeTUYCeHUEM CeNe3eHKU (HUMCHUUL
HOJIIOC NATbNUPOBANC HA YPOBHE MA308bIX KOCMel) U neueHu (HUMCHUUl Kpati
nanvnuposaics Ha 12 cm Hudce Kkpas pebephoil 0yau), eeHepanu308aHHOU TUM-
Gaoenonamueil (numpamuveckue y3ivl ygeaudenvl 00 4-5 cM, NIOMHOINACHU-
YecKoU KOHCUCMEHYUU, CNASIHbL 8 KOH2TIOMEPamyl), CMaiu npogooums Kypcogyio
YUMOCMAamuyecKyro mepanuro (MoOHomepanus Yyukiogocparnom, Kypcol nOJuU-
xumuomepanuu no npomoxonam CP, COP, CHOP).
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C 2008 200a nauama mepanus no npomvoxony FCR, nposedeno 8 kypcos
(2008 — 2009 22). Ilepeo nauanom mepanuu no npomokony FCR pazmepwr ne-
pugepureckux tumgpamuyeckux y3no8 ecex epynn 0o 3 — 4 cm, cnasHvl 8 KOH-
enomepamsl. Ilo oannvim KT, yeenuuenvl meouacmuHaibHvie, 6HYmMpuOPIOUUH-
Hble U 3a0pIouUHHbIE TUM@POY3bl, CNASAHBL 8 KOH2NIoMepambl. [leyenb — HUdICHUL
Kkpatl nanvnuposancs Ha 10 cm Hudice kpas pebeprneou dyeu. Huowcnutl nonioc ce-
JIe3eHKU NATbNUPOBAICS HA Ypo8He nynka. Kinunuueckuii ananuz kposu: cemo-
anobumn — 65 2/n, spumpoyumor — 2,5 x 10*%/n, netixoyumor — 120 x 10%1, mpom-
boyumor — 80 x 10%n, ceamenmosnoepuvie — 2%, rumepoyumur 98%. Iocne npo-
seoenus 8 kypcos RFC 6viia docmuenyma noanas pemuccus XJ1U1 Jlumghoysno
ecex epynn 6 npedenax Hopmul. I emoppazuuecko2o cUHOpoOMa HA Kodce U UOU-
MbIX CIUBUCMBIX Hem. B neckux eezukynapnoe ovixanue, xpunos nem. Kusom
Maeukul, desdoneznenHvllti npu nanvnayuu. lleyenv no kparwo pebephoti Oyau.
Cenesenka naibnamopHo He Onpeoesiiachy.

Pemuccus coxpansnace ¢ 2009 no 2014 22. B nosope 2014 2. — peyuous.
llepughepuueckue numeoysnvl ecex epynn ygenuuenvl 00 3 — 4 cm, cnasamvl 8
KOH2lOMepamyl, KameHucmou niomuocmu. Hudxcnuti nonroc cenesenku nanbnu-
pyemcs Ha yposHe ma3zosvix kocmeu. [lo oannvim KT yeenuuenvt meouacmu-
HalbHble, GHYMPUOPIOUUHHbLE U 3a0prowuntble aumpoysnvl. Knunuueckuti ana-
U3 Kposu. 2emoznobun — 95 2/n, spumpoyumul — 3,0 x 10*/n, neiikoyumuvr — 17
x 10%n, mpomboyumer — 100 x 10%n, ceemenmosoepuvie — 5%, rumepoyumuol
95%. 1o OanHbIM eucmonocuyecko20 UCcie008anuss TUMPOY31a OUAeHOCMUPO-
8aHa mpaHcoopmayusi 8 KPYRHOKIEMOYHYIO TUM@omy (cunopom Puxmepa).

bonvnou K., 32 200a, enepgvie nocmynun 8 2emamosniocuyeckoe omaoene-
Hue Amypckoti obracmHou Kiunudeckou oonvHuysl 8 Hosope 20102. Ilpu npo-
X0xcOeHUue mMed. OCMOmMpPa 8 2eMO2PAMME BblAGNIEHbl USMEHEHUsl — JIeUKOYUMO3,
auMpoyumo3s, KiuHuvecku — cnieHomezanrus. bonvroli Hanpasien Ha KOHCYb-
Mayuro K 2emamonozy 8 AMypckyo oOaacmuyo KOHCYIbMAamueHy0 NOJUKIUHU-
ky. llayuenm 2ocnumanuzuposamn 6 cemamonocuieckoe omoeieHue ¢ yeivblo 00-
cnedos8anus u onpeoeieHus OanvHeluell MmaKkmuKy 6e0eHuUsl.

Ilpu nocmynnenuu: cocmosinue cmadunbHoe, Hcanobvl HA He3HAYUmMelb-
Hy1o cnabocms. Koowcnwiii nokpoe uucmiil, 00bl4HOU OKPACKU, 2eMOPPASUYECKO-
20 cunopoma nem. llepughepuuecxue numghoysnvl He ysenuuenvt B neckux ovixa-
HUe 8e3UKyIApHoe, 0CNA0IeHHOe 8 BEPXHUX OMOenax clegd, eOUHUUHbvle CyXue
xpunvt, Y/ 18 6 mun. Tonwl cepoya pummuynsit, npueayuenvt Y4CC 78 6 mun, A/
120/80 mm.pm.cm. JKusom msexuii 6e3001e3HeHHblI, neyeHb No Kpar pebepHoll
dyau, cele3eHKa - 3aHUMANa OOILULYIO YACMb HCUBOMA: HUIMICHUL NOIIOC NAJlb-
NUPOBANCA HA YPOBHE MA308bIX KOCMEL, NPABAs 2panuya - Om nynKa 6npaso Ha
10 ecm. Cmyn u ouypes 6 Hopme.

B kaunuveckom ananuze Kpoeu nNpu NEpeUYHOM NOCHYNIAEHUU Om
23.11.102.: zemoenobun - 1122/n; spumpoyumui-3,54x10%/n; netikoyumor -
156,6 x10'%1; mpomboyumer - 90x10%z; COD — 50 mm/u, nporumoyumovr —
71%, ceemenmosoepnule- 3%, rumghoyumor — 20%.
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b/x ananuz kposu om 23.11.10: enoxoza- 6,1 mmonv/n;, ourupyour- 16,6-
13,2-3, 4mxmonw/n; mouesuna - 4, 7mmonwv/n,; 6erox — 702/n, ACT — 64ME/n, AJIT
— 34ME/n, mumonosas npoba-2,0, gpubpunoeen-3,0 o/n, IITH — 55%.

HUDA na eenamumor om 23.11.10: ompuyamenvuoiii. Kposo na RW om
23.11.10: ompuyamenvuoii. Kposo na BUY om 23.11.10: ompuyamenvHbiii.

Muenoepamma om 23,11.10 Ne80: nonyuen cunepkiemounvlii KOCMHbIU
MO32, peceHepayusi Me2aKapuoyumapHo2o poCcmKd, YeeaudeHue aUM@OUOHbIX
anemenmos — 34,6% (18,6% nporumeoyumot)

Hmmynogpenomunuposanue om 25.11.10: CD3-15,3%; CD3CD4-49,6%;
CDs-27,0%; CDg-41,1%; CD4/CDs-1,2%; CD10-33,8%; CD19-62,0%; CDyo-
69,7%; CD2-43,7%; CD23-4,0%; CD25-48,3%; CD3s-18,9%; HLA-DR-60,9.

V3U enympennux opeanos om 27.11.10: I'enamocnienomezanus (neuens
— 1] 160mm, JIIT 95 mm, nopmanvhas eéewa — 12 mm; cenezeHka- O0KOJO
300128 mm, cenezenounasn eena — 11 mm), cenezeHKa ueanmcKux pamepos.
Yniomuenue no xo0y nopmanvhvix mpaxmos nederu. Jugdysnvle usmenenus
NAPEHXUMBL HOOAHCETYOOUHOU HCeNe3bl.

Tpenanobuoncus noogzdowroti kocmu om 25.11.10 Ne2l421: cpeou
KOCMHbIX OANOK YYACMKU KOCMHO20 MO32d, 8 KOMOPbIX COOMHOULeHUe KPOge-
MBOPHO2O KOCMHO20 MO32a U dHcuposou mrkanu 95:5. Hupgpysnas unguiompa-
yus 3penvimu aumpoyumamu. Mezaxapuoyumol eOuHuyHbLe.

Yuumuieas oannvie npogedenHoco uccnedo8auusi, nayueHmy Ovll 8bl-
cmasnen ouacnos: Jlumgoma cenezénku c netikemusayuell.

6.12.2010e svinonnena cnaensxmomust (puc. 5). Ilepenéc yoosnemsopu-
menvHo. 1ucmonoeuueckue npenapamoel (010ku) oviau Hanpasienvt 6 POHI]
um.bnoxuna. T'ucmonoeus 1639/11 (POHL] um. bnoxuna): 6 cucmonocuieckux
npenapamax, U3eomosleHHbIX U3 NpedoCmasieHHblx 0JI0K08, 8 cpe3ax MKAHU
Cele3eHKU SUCOapXUmMeKmoHUKa HapyuleHa 3a ciem MaccueHozo ouggys3nozo
ungurbmpama u3z MOHOMOPPHBIX HeOOILUIUX TUMDOUOHBIX KIAEMOK C OKpYe-
JIBIMU S0PAMU, 8 KOMOPbLIX 8U3YAIUSUPYEMC MATleHbKoe A0pbluiKo. B cocydax
KANUIAPHO20 U CUHYCOUOHO20 MUNA — MelKUue AUM@POUOHble KIemKU C 8blule-
onucarHol mopghonocuei. Ha cpeszax ¢ napagunosozo bnoxa nposedeno UI'X —
ucciedosawnue ¢ ucnomivzosanuem anmumen . Knemxu oughghysnoco onyxoneso-
20 ungurbmpama monomopgro sxcnpeccupyiom CJ[ 20, Jg M. C opyeumu
MapKepamu 8 onyxoiesvix Kiemkax peaxkyuu necamusHvl. Cpeou onyxonesozo
cyocmpama suonwl ckonaenus T-knemox CJ[ 2+, CI 3+, C/[ 4+, C/[ 5+, CH 8+
(numehouonvie, aummopuanvhvle kiemxu). 3axnouerue: C yuemom KIUHUKO-
1aO0pamopHbIX OAHHBIX, MOPEhOI02UUeCKUX 0CcOOeHHoCmel U UMMYHOGeHomu-
na 6 mKaHu cene3eHKu nopascerue cyocmpamom B-kiemounozo nponrumpoyu-
MApHO20 JelKo3a.

Ilo nonyuennvim pe3yromamam UMMYHOLUCHOXUMUYECKO20 UCCTIe008AHUS
nayuenmy 6blCmMaeieH OuacHo3: B-knemounwiii nporumgoyumapHulil 1etikos.
Ilayuenmy nposeodeno 6 xypcos I[IXT no npomoxony «FCRy. Ilocreonuii kypc 6
aseecycme 20112. JJocmuenyma nonunas pemuccusi 3a001e8anus, Komopas coxpa-
HAEemcs No Hacmosujee 8pPeMs.
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B nacmoswee epems (anpenv 2015 2) cocmosanue yoosiemeopumebHoe.
Ilepugpepuueckue numgoysnvl 6cex epynn ne bonee 1 cm. 8 ouamempe. Ilo oan-
Hoim KT numgpoysnvl cpedocmenusi, 3a0prowiunnvie U 6HYMpUOPIOUUHHbIE He
yeenuuensl. B neekux eesuxynsaproe ovixanue, xpunos Hem. ToHbl cepoya scHvle,
pumm npasuivbHulid. Kusom mseku, be30one3nenusill npu nasvnayuu. Ilevens
He yeeauyena. Knunuueckuil ananusz kposu om anpens 2015e.: cemoenooun — 151
o/n; apumpoyumer — 5,02x10%%; neiikoyumvr - 8,5x10%2; mpomboyumer -
365x10°% COD-4mm/u, ceamenmosnodepuvie - 43%, 203unogpunvi-8%, monoyumol
- 8%, rumghoyumur - 41%.

TEPMUHUHAJIBHAA CTA/THA

TepmunanbHas cragus XJIJI xapakrepusyercsi pe3KUM HPOTrPeCcCUPYIO-
UM YXYIIIEHHEM OOILEero COCTOSHUS OOJBHBIX, MCTOLICHUEM, BBIPAKECHHOU
VHTOKCHUKAILIMEN, NCUE3HOBEHUEM allleTUTa, BBICOKOM TemIieparypou tena. I u-
nepTepMusi MOKET ObITh O0yciioBiIeHa He Tojibko camum XJIJI, Hepenko oHa
CBsI3aHA C Pa3BUTHEM TyOepKyJsie3a JISTKUX WU MPUCOCTUHEHUEM TSKEJION Oak-
TEPUAIIbHOM THEBMOHHUHU. /{11 TEpMUHATIBHON CTAIUU XAPAKTEPHO PA3BUTHUE Tsi-
KEJBIX OCJIOXKHEHUU. B mepByto ouepenpr 3T0 MHGEKIIMOHHO-BOCHIATUTEIbHBIC
IIPOLIECCHI C JIOKAJIM3ALMEN B PA3JIMYHBIX OpraHax U cucreMax. Tspkenas reHe-
panu3oBaHHAsl MHQPEKLIHS YacTO SBISETCS NPUYMHOU cmepTH OonbHbIX XJUJL
Teuenune XJIJI MOTYT OCHOXKHSATH MHEBMOKOKKOBAs, CTPENTOKOKKOBAas THEBMO-
HUsI, repreTnyeckas nHeKuus u Jp. Bo3MoxkHBI MHPEKIIMOHHBIC MOPAXKEHUS
HE TOJIBKO JIETKUX, HO U1 MOYEBBIBOSIINX MyTeH, KOKU. Pa3BUTHIO MHPEKITNOH-
HO-BOCTIAJIUTEIBHBIX TporeccoB npu XJIJI cnocoOCTBYIOT HapylIeHHs] UMMYH-
HOM CHUCTEMBbI, TUTIOTaMMAarjio0yJIMHEMUS.

I'eprietnueckast UHPEKIUS MOKET OCNOXKHUTH TeueHue XJIJI Ha mroboi
CTaJIM, HO OCOOEHHO B TepMHUHAIBHOU (a3e 3abosneBanus. Yaiie 3TO OMOSACHI-
BAIOIIMM JIMINIAN, Y MHOTUX OOJIbHBIX BUPYC Teplieca MOKET BhI3BATh T'€HEpaIH-
30BaHHOE MOPaXEHUE KOXKU, CIM3UCTBIX oOosouek mojoctu pra, KKT, mode-
II0JIOBOM CHUCTEMBI.

OmHuM U3 TPO3HBIX KIMHUYECKUX MPU3HAKOB TepMUHAIBHOUN (a3zbr XJLJI
SBJISICTCS TsDKEJas MoveyHas HeocTaTouyHOCTh. OHa 00ycioBIeHa HHPMIBTPA-
UEN MOYEYHOM TKaHU JIEWKO3HBIMHU KJIIETKAMU U MPOSABISETCS Pa3BUTUEM OJIU-
rOaHypUU CO 3HAYUTEIBHBIM MOBBINIEHHUEM B KPOBH COACPMKAHUS MOYEBHHBI,
KpEaTMHHHA, OCTATOYHOrO a30Ta. Tskenas moyeyHas HeIOCTATOYHOCTh MOXKET
MOCITYKUTh IPUUUHON cMepTH 00sbHbIX XJIJI.

B Ttepmunansaoit gaze XJIJI BO3MOKHO pa3BUTHE HEWPOJIEHKEMUU B CBS-
3W ¢ UHTEHCUBHON MH(UIbTPAIIUEH MO3TOBBIX 000JI0YEK MOJIOABIMUA JTUMPOIIH-
tamu. Knmnanyeckas kaptuHa Hevponerkemun npu XJIJI cooTBeTCTBYET Tako-
BOW TIIPU OCTPOM JICHKO3€ U TPOSBIISIECTCS CUILHBIMU TOJIOBHBIMU OOJISIMH, PBO-
TOW, PA3BUTHEM MEHHUHICAJIIbHOIO CUHIPOMA, MAPE30B YEPEIHOMO3IOBBIX HE-
pBOB, nepudepuyeckuMu napaindamMu. Jlelko3Has MHQWIBTpANUS KOPEIIKOB
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CIIMHHOMO3TOBBIX HEPBOB COMPOBOXKIACTCS MHTEHCHUBHBIMHU «KOPEIIKOBBIMI
O0JIsIMHU.

B tepmunansHol (aze B cBsi3u ¢ auMdouHON HHPUIBTpAIMed MOTYT
pa3BUBAThCA TSDKENAsl KapAWONATHs, MPUBOMASIIAS K HEIOCTATOYHOCTH KPOBO-
oOpalieHusi, MOpakeHHe JIETKUX C CUMIITOMATUKOW BBIPAKEHHOW JbIXaTEIbHOU
HEJI0OCTAaTOYHOCTHU, KCCYNAaTUBHBIN TJIEBPUT (ero HeoOxoauMo nuddepeHiupo-
BaTh C HKCCYJATUBHBIMU TUIEBPUTOM TyOEpKYJIE3HOTO T'eHEe3a).

XapakTepHbIM NPHU3HAKOM TepMHHaNbHOM cramnu XJIJI sBusercs BwIpa-
*eHHasg aHeMus. OHa 00YCIOBJIEHA COKpAIEHUEM KPAaCHOIO KPOBETBOPHOTO
pocTKa B CBSI3U ¢ NTUMGOUAHON MHOUIBTpAIMEl KOCTHOTO MO3Ta, HHTOKCHKA-
el U ayTOMMMYHHBIMH MEXaHU3MaMH. XapaKTEPHBI TaKKe TPOMOOITUTOTIC-
HUS U YCUJICHHE SIBJIEHUH TEMOPPArnYECKOro quaresa.

Y HEKOTOpPBIX OOJBHBIX B TEPMUHAIBHON CTaIUU PAa3BUBACTCS OJACTHBIM
KpHU3, HO 4aille HaOmoaaeTcs Tpancopmanus B apyrue aumbonponudepaTus-
Hble 3a0oseBanus. B TepmunanibHoM niepuose XJIJI orMeuaeTcsi 3HaUMTEIHLHOE
IIPOrpeccUpyloiee yBeJIUnYeHUE JTUM(PATUYECKUX y3JI0B U cene3eHKH. OObIYHO
3TO cBHUHETENLCTBYET O TpaHchopmaruu XJUJI B 31mokauecTBeHHbIE TUMGBOTIPO-
mudepaTuBHbie 3a0oneBanus. M3BectHo, uto XJIJI MoxeT TpaHcGopMUpoBaTh-
csi B cuHApoM Puxrtepa, B mpoiuMQoIUTapHbIN JeiK03, OCTpbid JTuMdoOIacT-
HBIH JICHKO3, MJ1a3MaKJICTOUYHBIN JIEHKO03, MUETIOMHYIO 0OJIC3Hb.

Cunopom Puxmepa

Cunnpowm (tpanchopmanus) Puxrtepa — 3to nepexon XJIJI B nuddy3snyro,
arpecCUBHYIO KPYMHOKJIETOYHYI0O UMMYHOOJACTHYIO JTUM(POMY, COCTOSIIYIO U3
KpynHbIx B-mum@ounros. Onucan B 1928 r. Habmonaercst y 3 — 10% OonbHBIX
¢ mporpeccupyromieii dhopmoit XJIJI. B pa3Butum 3T1oro cuHapoma OoJbIas
POJIb MPUHAMJISKUT MyTaluu reHa pS3. OCHOBHBIMHM KIMHUYECKUMU MPU3HAKA-
MU cuHapoma Puxrtepa sBistorces (Robertson u coagr.,1993; Ocmanor JI.111.,
2007):

-IPOTPECCUPYIOIIEE YBEeIUYeHUE TUM(BATUYECKUX Y3J0B, OHU Mpuodpe-
TalOT KAMEHUCTYIO IUIOTHOCTh, HHPUIBTPUPYIOT U CIIABJIMBAIOT COCEIHUE TKa-
HU, B TOM YHUCJIe U JTUM(aTHUYEeCKUE MYyTH, YTO BBI3BIBACT MOSBJICHHE OOJIeH U
OTeKa; Yy MHOTHX OONBHBIX Pa3BUBAETCSA PETPONEpUTOHEANbHAs JuMdaaeHona-
Tus (puc. 6, CM. IBETHYIO BKJIAJKY);

- TIOBBILIICHUE TEMIIEPATYPHI TENa;

- YMEHBIIIEHUE MaCChI TENa;

- YBEJIMYEHHUE CTETICHU relaTOMETaINN;

- Pa3BUTHE MACCUBHOM CIUICHOMETAJINH;

- OSIBJICHHE HEBPOJIOTUYECKON CUMIITOMATHKHU BCJIEICTBUE BOBJICUCHUS B
naroJsiornyeckuii npouecc [HHC;

- KJIMHUYECKHWE TPU3HAKUA BBIPAKEHHON WHQWIBTPAIUU OIMyXOJICBBIMU
KJIETKaMH JIPYTUX OPTaHOB — jkKelyaouHo-kuineunoro tpakta (JKKT), nmerkux,
MOYEK;
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- BBICOKHMU ypOBEHb B CHIBOPOTKE KPOBHU JIAKTATACTUIPOTEHA3Bl M MO-
HOKJIOHOBasi raMManaTus (BbISIBISETCS MPHU dJIeKTpodopese OEKoB).

Jlnarao3 puXTepoBCKOM TpaHC(hOpMalMu yTOUHsETCS Ouoricuedt mumda-
TUYECKUX y3JI0B. XapaKTEPHBIM SBJSICTCS HATWYKME B OMomTarax OONBIINX HM-
MYHOOJIACTHBIX KJIETOK, KOTOpPBhIE MUMEIOT BBIPAKCHHYIO 0a30(HIBHYIO IHTO-
TUTa3My ¥ SIIPO HEMpPaBWILHOW (pOpMBI ¢ HyKiIeonamu. B KocTHOM Mo3re oOHa-
py)KuBaeTcss MHQUIBTPAIUSA 3TUMU HE3PEIbIMHU KJIETKaAMH, KOTOPHIE MOTYT BbI-
3BIBaTh OYaru OCTEOJIN3A.

[Tpo10KATETEHOCTD KU3HU OOJIBHBIX C CHHAPOMOM PuxTepa cocTaBiser
okoJj10 6-12 MmecsueB (Ocmanos JI.111., 2007).

Tpaucgopmayusn 6 nporumgpouumapmsvlii 1eiKo3

[TpubGnm3utenbHo y 15% OonbHBIX B — KIETOYHBIM XPOHUYECKUM JIUM-
(dosieliko30M B IPOIECCE OIYXO0JIEBOM NMPOrpeccur KPOME MaJIbIX JINM(OIUTOB B
nepudepudeckoil KpOBU MOTYT MOSBISATHCS MPOJUMOOIUTHI, KOJIUYECTBO KOTO-
prIx MokeT gocturarh oT 10 1o 90 %. D10 cBUAETENBCTBYET O TpaHChHOpPMALIUU
XJUUI B nponumdonuTapHblit aeiko3. KinmHudeckas kapTuHa IpU 3TOM B LIETIOM
COOTBETCTBYET KIMHUYECKOM KapThHe XJIJI, HO OTIMYMTENBHBIM NPHU3HAKOM
SBJIIETCSI TIPOTPECCUPYIOIAs], OYEHb BBIPAXKEHHAs CIUICHOMEraiaus. Y HEKOTO-
peIX OOJIbHBIX OOHapyxuBaeTcsi TpaHciaokauus t (6;12). Bompnbie XJII c
TpaHchopmaleil B NpoauMQpOIUTapHbIN JIEHKO3 3HAUUTEIBHO XYXKE pearupy-
IOT Ha MPOBOJVMMYIO XMMHOTEPAIIHIO, Y HUX COKPAIAETCs MPOAOJIKATEIBHOCTD
xu3HM. [1o manaeiM Chani u coast. (1986), mocie Tpanchopmaluu mpoaoIKu-
TEIbHOCTH kU3HU 001bHBIX XJIJI cocTaBnseT 9 Mecsiies.

Tpaucghopmayun 6 ocmpuwtii n1e€iko3

Ouenb penko, mpudOIM3UTETHLHO B 2% cllydyaeB, HacTynaeT TpaHchopma-
musg XJIJI B octpeiii mumMdoOmacTHRIN JIelKo3. Y CTaHOBIEHO, YTO TPHU ITOM
JIEWKO3HBIN KJIOH MPOUCXOJUT U3 TOrO K€ KJIOHA B — KI€TOYHOM HaIpaBIE€HHO-
ctH, uyto u nipu XJIJI. bractHast Tpanchopmariis acCOUUPYETCs ¢ YBEIUUYCHH-
eM akcrpeccur TeHa ¢-MYC u reHoB, OTBEYAIOMIUX 3a CHHTE3 UMMYHOIJIOOY-
JTuHOB. JlelikeMuueckre 0J1aCTHBIC KJIETKU AKCIPECCUPYIOT TEPMUHATIBHYIO J1€3-
okcuHykieotuaTpanchepasy (TdT), BEICOKHI yPOBEHb MOBEPXHOCTHOTO UMMY-
HOIJIOOYIMHA W TJaBHOro KoMiuiekca ructocoBmectumoctd (HLA-DR). Kimu-
HUYECKHUE TMPOsBJICHUS] 3a00J€BaHUSI COOTBETCTBYIOT KIIMHUKE OCTPOIO JIUM-
dhob6acTHOTO JeiKo3a.

B penxux crmydasx nabmogaercs tpanchopmarus XJIJI Bo MHOXKeECTBEH-

HYI0O MHUCJIOMY. HpI/I 9TOM IMpcArnojaracTcda CymeCTBOBaAHUC OTACIBHOI'O IIAaTO-
JJOI'MYCCKOI'O KJIOHA INIa3MAaTHYCCKHUX KIICTOK B KOCTHOM MO3I'C.
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JABOPATOPHAA THAI'HOCTHKA
Knunuueckuiu ananus kposu

OtMmeuaeTcsi JIEUKOLMTO3 Pa3IMYHON CTENEHH BBIPAXKEHHOCTH, OOBIYHO
KOJIMYECTBO JIeHkomuToB npesbimaer 50x10%1 u moxker gocturats gaxe 1000
x 10%n u Gonee. CaMbIM XapakTepHBIM Ipu3HaKoM XJIJI ABISETCS 3HAYMTEb-
HOE yBEJIIMYEHHE KOoJuuecTBa JUM(OuToB B nepudepudeckoii kposu. O Hamu-
YU XPOHUYECKOTO JTUM(OJIEHKO3a JTOCTOBEPHO CBUICTEIBCTBYET KOJIMYECTBO
mamponutos 10 x 10%1 u Goblie, 3aI0103pHUTH 3TO 3a00JI€BaHUE MOXKHO, ECIIU
KOJIMYECTBO TMM(OILUTOB B KpoBU Oomblue, uem 5 x 10%11 (y 310pOBBIX U1l OHO
He npesbimaer 3,5 x 10%1). V HEKOTOPBIX GONBHBIX KOJIMYECTBO JUM(OLHUTOB
MOKeT jocTurath Benuuuabel 100 x 10%m (100 000 B 1 Mxn) u gaxe Gonee. B
JeikonuTapHoi GpopMyiie TMMQOLUTHI CPEIH BCEX APYTUX JIECHKOIUTOB COCTAB-
ast0T 80-90%. YV GonbmmuacTBa 00s1bHBIX XJIJI TUMGbOIUTEI MIpeACTaBICHBI 10-
CTaTOYHO 3PEJbIMU MaJIbIMU JIUM(OIUTAMH, TPAKTUUECKU HE OTIIMYAIOLUTUMUCS
OT HOpMaJIbHBIX KieTOK. [Ipu n1oOpokauecTBeHHON Popme ormyxoseBbie TuMQpo-
UTH UMEIOT pasmepbl 10-12 mxM, dhopma UX OKpyrJias WU OBalibHas. Snpo
OKpYTJIO€ WM OBAJbHOE, PACHOJIOKEHO HECKOJIBKO AKCUEHTPUYHO. XPpOMATHH
TOMOTEHHBIN, pa3JeieH CBETJIbIMH O0pO3JaMu, LUTOIIa3Ma HEIIMpPOKasi, CBET-
J0-romy0as.

VY HeOOaBIIOro KOJWYECTBA MALMEHTOB B NEPUPEPUUECKON KPOBU MOTYT
ONPEAENATHCS MEHee 3pesble TUMGOIUTHI OOJIBIINX PA3MEPOB, AP0 KOTOPBIX
0ojiee TOMOTEHHO ¥ HE UMEET IIIBI0OYaTOCTH XPOMAaTHHA 3pesoro JuMdoiunra, a
000/I0K LMTOIIa3Mbl 00Jie€ MIMPOKUA U MOXKET UMETh MEPUHYKIIECAPHOE IPO-
cBeriieHue. Hepenko BcTpeuaroTcsl Takxke KIeTKu Puaepa — nuM@ouutsl, nme-
IOLIME TMOYKOOOpa3HOe WM JIBYAOJbYATOE AApO. XapaKTepHBIM NPU3HAKOM
XJUI sBisgeTcs Takke Hanuuue KieTok boTrkmHa-I'ymmnpexrta — moaypaspyuieH-
HBIX sAfep JUM(OIUTOB. DTH KJIETKU JICHKOJIM3a MPEACTaBIAIOT cOo0O0i apre-
dbakT, oHM 00pa3ylTCs B MPOIECCE MPUTOTOBICHUSA Ma3zKka mnepudepudeckon
KpPOBH.

ITo Mepe mporpeccuTpoBaHUs XPOHUYECKOIro JUMQoeiiko3a B nepude-
pPUYECKON KPOBU MOTYT IMOSBISATHCS €ICHUYHbIE MPOJIUM(OLUTHI U aXe JIHUM-
¢dobnactel. bonblioe KOIMYECTBO MPOJUM(OLUUTOB XapaKTEPHO AJI MPOJIHM-
dbouutapHoro Bapuanta XJIJI, a BelpakeHHasi 6iacTeMusi HaOJIO1aeTCs B TEP-
MUHAJIBHOM TIEpHOJIe TIPU Pa3BUTUHU OJACTHOTO KpHU3a.

A.N.BopoObeB, A.M. Kpemeneuxkas, /[.B. Xapazumsuiau (2000) yka3bi-
BaIOT, 4TO mpu nporpeccupyromieit popme XJIJI nurosornueckas xapakTepu-
CTHKa TUMQOIMTOB CIEAYIOIAas: XPOMAaTHH KOHJECHCHUPOBAHHBINA, TEMHBIC 30HBI
NEPEMEKAIOTCS CO CBETIIBIMU — «TOPBI U TOJMHBI reorpapuueckoil KapThi».

[Tpumepno y 50% Gonbubix XJIJI oOHapykuBaeTCsi HOpPMOXpPOMHAsi HOP-
MOILIMTapHasi aHEMHs, KOJIMYECTBO PETUKYJIOLUTOB MPU 3TOM MOXKET OBITH HOP-
MaJbHBIM WJIM TIOBBIIIEHHBIM. CTENeHb BBIPAKXECHHOCTH AHEMHUHM Pa3juvHa, B
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ONPEJEICHHON MEPE MOKET 3aBUCETh OT JUIUTEIBHOCTH OOJIE3HH, HO 3Ta CBS3b
npocnexuBaercs He Bceraa. OCHOBHbIE TPUYUHBI aHEMUU CIEAYIONINE:

- NeiKo3Has UHOUIBTPALMS KOCTHOTO MO3Ta U, COOTBETCTBEHHO, COKpa-
HIEHUE KPACHOT'O KPOBETBOPHOI'O POCTKA. DTOT (PaKTOp aHEMUU OOBIYHO Pa3BU-
BaeTcsa uepe3 3 — 7 JeT OoT Hayaja 3a0o0JieBaHMsI, MPU ITOM OOBIYHO TMPHUCYT-
CTBYIOT IPU3HAKHU T€MOJIN3a, U OJTHOBPEMEHHO HaOIIOAI0TCS TUTIEPIICUKOIIUTO3
U TPOMOOIIMTOIICHHUS,

- mosiBiieHUe anTuTen Kiacca lg G x apurponuram (ayToMMMyHHas TeMO-
auTH4eckas aHemus). I1o pa3nmuyHbpIM TaHHBIM, AyTOUMMYHHBIA T€MOJIU3 SIBJISI-
eTCsl MPUYUHON pa3BuTHs aHeMuu y 8-20% OonbHbIx XJUJI. AHTHTENA K 3pUT-
polMTaM MOTYT OBITh BBISIBJICHBI C MoMolIbio peakunu Kymbea. Kpome toro, B
M0JIb3y ayTOMMMYHHOT'O XapakTepa aHEMUHU CBUAETENIbCTBYET TAKXKE OBICTPHIiA
MOJIOKUTEIBHBINA dPQPEKT JIeUECHUS] ONTUMAIBHBIMU J103aMU TIIOKOKOPTHKOM/I-
HBIX MpernapaToB. ['eMonuTHYecKass aHeMHUsI COMPOBOXKAAECTCI HEKOHBIOTHPO-
BaHHOMW TUNEPOMIMPYOMHEMUEH U PETUKYIIOIIUTO30M;

- MOBBIIIEHHOE PA3PYLIEHUE SPUTPOLUTOB B CEJIE3EHKE. DTOT BHUJ AaHEMUHU
xapakTepeH i 00apHbIX XJIJI cO 3HAYUTENBHBIM YBEJIMYECHUEM CEJIE3EHKH,
00yCIIOBJIEH HApYyLIEHWEM B HEH MUKPOLMPKYISILUH. OOBIYHO MPU 3TOM BUAE
aHEMUU OTMEYACTCS YKOPOYEHHE IPOJOLKUTEIBHOCTH JKU3HU SPUTPOLIUTOB
(IpUMEHSIETCS PaJMOIOTHYECKHI METOJ ¢ Mcnoib3oBaneM Crol). B mons3y Ta-
KOI'O F€HEe3a aHEMHUH CBHUJIETEILCTBYET MOJOXKUTEIbHBIN 3P(EKT CINIEHIKTOMUMU.

HoBosbHO yacTo nipu XJIJI pazBuBaercsa mpomboyumonenus. Kax npaBu-
JO, OHa OOHApYXUBAETCS MpPHU JJIMTEIBHOM CYLIECTBOBAaHUU 3a00JICBaHUS.
TpomMOonTOnEeHns: 00yCIOBI€Ha MPOTPECCUPOBAHUEM JIEUKO3HOIO IpoIiecca,
MH(UIbTpaed KOCTHOIO MO3Ta JISMKO3HBIMHU KJIETKAMHU U, COOTBETCTCBEHHO,
COKpAILIEHHEM METaKapUOLUMTAPHOTO POCTKA, a TAKXKE MOSBJICHUEM AayTOAHTH-
T€J MPOTUB TPOMOOLUTOB. AYTOMMMYHHBIH XapakTep TPOMOOIMTONEHUHU TOJ-
TBEPKAACTCS TOJIOKUTEIBHBIM TEPANEBTHUECCKUM d(PPEKTOM TIIFOKOKOPTHKO-
UJHBIX TIpenaparoB. B pa3Butuu TpoMOOIIMTONIEHUH UTPAET POJIb U MOBBIIICH-
HO€ pa3pylLIeHHE TPOMOOLUTOB B CEJE3E€HKE. 3aMETHBIX MOP(OIOrHUecKUx
HapyIEHUH TPOMOOITUTOB HET.

XapakTtepHo Takxke yBenuuenue COD.

Muenozpamma.

B crepranpHOM myHKTaTe HAOMIOAAETCS BbIpaXeHHas TUMGOUIHAS WH-
¢unpTpauus. Jlumdonutsl cocraBisaoT 6onee 30% (unorma 50-60% u gaxe
OoJbIIe) OT OOIIEro KOJIMYECTBA MUETOKAapHoLUTOB. Hapsiny ¢ 3TumM oTmevaer-
Csl 3HAUMTEIHHOE YMEHBIIICHHE KOJIMYECTBA KJIETOK TPaHyJIOLUTApPHOTO psga. B
TSKEJBIX CIIy4asXx 3a00JIeBaHUSI MOYKHO BUJETh MOYTH TOTAJIbHYIO JUMQaTHye-
CKYI0 METaIjia3uio KOCTHOro Mosra. [Ipu HempogoKUTENTbHOM U HETSHKEIOM
teueHnn XJIJI moker HaOmomaTbes HeOOJbINAs CTENEHb JUMQOMIHON WH-
¢unbTpanu KoctHoro mosra. Crieayer 3aMeTuTh, YTO NMPH HAJIMYUU yOenu-
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TEJIbHBIX KJIIMHUYECKUX JaHHBIX B MoJib3y XJIJI m COOTBETCTBYIOILIETrO aHanu3a
nepudepudeckoil KpOBU HEOOXOIUMOCTH B CTEPHATIBLHON MyHKIIMH HET.

Hccneoosanue mpentmoﬁuonmama KOCMHO020 Mo0324a.

[TpubmusutensHo y 1/3 6oapubix XJIJI onpenensierca nuddysHas M-
dbounaHas MHGUIBTPALMS KOCTHOTO MO3ra, 0OBIYHO TaKas KapTHUHA HAOII01aeTCs
Ha paHHEW CTaJuu pa3BUTHUS 3a00JIEBAaHUS U ACCOLMUPYETCS C JYYIIUM IpO-
rHo30M. Y 10% OOnpHBIX OTMeYaeTcsi HomyssipHas JTuMdouaHas WHPUIBTpa-
s, a 'y 25% - HoxynspHo-auQdy3Has (3TH BapHAHTHI TOXKE XapaKTEPU3YIOTCS
CPaBHHUTEIHHO OJIATONIPUATHBIM TPOTHO30M). Y 1/4  GOJbHBIX HaOJIOAeTCS
HKCTEHCHUBHOE 3aMEIIEHNEe KOCTHOTO MO3ra JTUM(OIIMTAMU, YTO aCCOLUUPYETCS
C HEOJIaronpUATHBIM MPOTHO30M. OOBEM KUPOBOM TKAaHU B KOCTHOM MO3Ie€ 3Ha-
YUTEJIIbHO YMEHBIIICH.

Onepayuonnasn ouoncus aum@amuieckozo y3ia

buornicus numdaTudeckoro ysia o0bIYHO MPOBOAUTCS ¢ U PepeHIraib-
HO-/IMarHOCTHYECKOM I1eJIbI0, TaK KaK B TUMUYHBIX ciydasx XJIJI Heo6xoaumo-
cTH B Hell HeT. ['uctonoruueckuit pucynok numdoysna npu XJIJI crept 3a cuer
MOHOTOHHON MH(WIBTPAIMH €T0 TKaHH MAaJbIMH JTUMQOIHUTAMU C MPHUMECHIO
HEOOJIBLIOr0 KOJIMYeCTBA TUM(}0oOIacTOB U MPoJIUM@POLUTOB. MUTO3bI NMPaKTH-
YEeCKU OTCYTCTBYIOT. [Ipu arpeccuBHOM TedeHHH 3a00JieBaHuUs Karcymna JuMQo-
y3J1a MOKET ObITh HHPUIBTPUPOBAHA.

Hmmyuozj)euomunupoeanue Jzumd)ouumoe, uumozsenemuueckoe
U MOJICKYIAPHO-2eHemuiecKoe uccieooeanus.

UpesBbIuaifHO OOJIBIIIOE 3HAUEHHUE NIl TUATrHOCTUKU U IuddepeHimaib-
HOTO JMarfHo3a UMeeT OompelelieHne UMMYHO(EHOTHUIA. XapaKTepHbI UMMY-
Hodenorun npu B-xierounom XJIJI: CD5+, CD19+, Cd20+, CD22+, CD79a+,
CD23+, CD43+, CD1lc", CD10-, uukmuu D1-. Kak mpaBwmiio, HEraTHBHBI
FMC7 u CD79b.

[Tpu mpoBeneHNM WMMYHO(GEHOTHITUPOBAHKS PEKOMEHIYETCS OIICHUBATh
skcnpeccuto CD38, ZAP-70 u CD52. Dkcnpeccus CD38 w/umum ZAP-70 kop-
penmupyeT ¢ BoisgBIeHHEeM «U-CLL» ¥ cIy’)XHT TJIOXMM MPOTHOCTHYECKUM TIPH-
3sHakoM. Mapkep CD52 — «wmwuiieHbp» Ajid JEUYCHHS MOHOKIOHAIBHBIM aHTH-
CD52 antutenom (Campath-1).

[Ipy pyTUHHOM LIUTOTCHETHYECKOM HCCICAOBAaHUM HW3MEHEHUE KapUOTH-
na obHapyxuBarTcs 6onee yeM y 50% Gonpubix XJIJI, mpu FISH-ananuze — y
80%. K namnbosiee 4acThiM aHOMAJUSIM OTHOCSITCS TPUCOMHS XPOMOCOMBI 12
(20% ciyuaeaB), nenenus xpomocom 119 (20%), 13q u 14q (50%), 6921 (5%)
um 17p13 (nokyc 53-10% ciyuaB). [Ipy u3MeHEHHMSIX KapuUOTHIA, OCOOEHHO
MHOKECTBEEHBIX, TPOTHO3 3a00JICBAHUS YXYIIIACTCS.
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BrisBiIeHBI acconuaiuy MeXIy XPOMOCOMHBIMU TPAHCIOKAITUSMUA U OH-
KOT€HaMHM, MMEIOIIMMH 3HadeHue B neiiko3orenese: t(11$14)- ¢ BCL-1(cmenyer
OTMETUTh, uTO Turepakcnpeccuss BCL-1 yame nHaOmomaeTcs npu Jumdpome
MaHTuitHO#M 30HbI); t1(14$18) — ¢ BCL-2 (skcmpeccus rena BCL-2, xotopsrii
MPENSTCTBYET Pa3BUTHIO aroIlTo3a, HAapacTaeT IO Mepe MPOrpecCUpPOBAHMS
XJUI). Kak yxxe oTMeuanoch, MyTaius reda pS3, kotopas BeiBsuisieTcss y 10%
NAIMEHTOB, UMEET HEOJAronpusATHOE MPOrHOCTUYECKOE 3HAUCHHUE.

XpOMOCOMHBIE MyTalluu oOHapykuBaroTcsi 6osee yeM B 80 % cimyuaeB
XJIJI 1 yacTo SIBIAIOTCS MHAMKATOPOM IporHo3a 3aboneBanus: dell3ql4 Bwi-
apisieTca B 60 % cinydaeB, IpOrHO3 OJaronpUATHBINA;, TPUCOMHUS IO XPOMOCOME
12 ompenensercs B 15 % ciydaeB, nmporHo3 OmaronpustHeii; delllq oOHapy-
xuBaetcs B 10 % ciaydaeB U MOXKET aCCOLIMUPOBATHCA C PE3UCTEHTHOCTBIO K ajl-
KunupytomuM xumuonpenapatam; dell7pl3 BeisBisercs B 7 % ciaydaes, mpo-
IHO3 HEOJIaronmpUATHBIN, KIOHBI YacTO OBIBAIOT YCTOWYMBHI K CTaHJIAPTHBIM
cXeMaM XUMHOTEpanuy C UCIOIb30BAHUEM AJKIIMPYIONIUX MPEnapaToB U/Wiu
aHayoroB mypuHa; del6g21 xapakrepusyercst HeOJAronpUATHBIM TPOTHO30M

HyHKl(u}l CeJl1e3€HKU.

OTO0 HcCce0OBAaHUE BBINOJHAETCS OYEHb peako ¢ auddepeHunanbHO-
JMAarHOCTUYECKOM 1ENbl0, TJIaBHBIM 00pa3oM IMpU JOMHUHHUPOBAHUU B KIIMHUYE-
CKOU KapTuHE cruieHomeranuu. L{urorpamma cenesenku npu XJIJI xapakrepu-
3yeTCsl 3HAUUTEIbHBIM YBETUYEHUEM KOJUYECTBA JTUM(POUUTOB U IPOoauMpOIu-
ToB. KonudecTtBo numdoruToB B myHkTaTe kosebnercs Mexay 90 u 98%.
«VIMEHHO 3Ta OTIMYUTENIbHASI OCOOEHHOCTh MOKET CIYXUTh BaXKHBIM IpU3HA-
KOM, Ha KOTOPOM OCHOBAaHA JUArHOCTHKA «aJeMKEMHUYECKOro JUMQOIECHKO3a»
(M.I".A6pamoB,1974). OTMeuaeTcs Takke yBEIMUYCHHE KOJIMYECTBA 0JIaCTOB.

KPUTEPUHU THAT'HOCTHKH U KIIACCHOUKALIUA

Juarno3 B-knerounoro XJIJI mpaBoMOY€H NpU HAIMYUM CIEAYHOLINAX
npu3HaKkoB: 1) abcomoTHBIM TUMGOINTO3 nepudepudecko KpoBu 6omee 10 x
10%11; 2) npu CBETOBO MHMKPOCKOIMHMHU TMM(OLUTE KMEIOT HOPMAIbHYI MOp-
¢donoruto (Menpiie 10% aTUNUYHBIX TUMQPOLMTOB); 3) XapaKTepHbIA UMMYHO-
¢denotun (cm BbIe); 4) TUMQoLUTapHas HHPUIbTPALUS KOCTHOTO Mo3ra (0o-
nee 30% aumdOouUTOB MPU KUCCIAEAOBAHUM MHUEIOTPaMMBbI, JIUM(POHUIHAS MeTa-
11a3us KOCTHOTO MO3ra B TPEMaHOOMONTAaTe).

Haubonee pacnpoctpanensl a8e kiaccubuxanuu XJIJI, npencraBieHHbIe
B Tabnumax 1 u 2. OCHOBHBIM JOCTOMHCTBOM JAHHBIX KJIaCCU(DUKAIIUN SBIISAETCS
BBEJICHHE NPOTHO3UPYEMOW MEJIMaHbl BBIKMBAEMOCTH, YTO MMO3BOJISET ONTHMHU-
3UpOBATh JIEUEOHYIO TAKTHKY.
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Tabnuua 1

Knaccugpurkauus xponuueckozo rumdponeiixoza (K.Raietal. , 1975)

CTETICHb PUCKa CTaaus | XapaKTePUCTHKA MeIaHa BEDKH-
Ba€MOCTH (TOJIbI)
Hu3zkwuit puck 0 N3onupoBanHbIi TUMGOITUTO3 ooiee 15
nepudeprudeckoit KpoBU
I JIumpouuTtos + mumpaneHomna- 9
THUS
[IpomexyTOUHBII I JIumdpounTo3 +CcrieHoMeranus 3)
puCK W/WJTHA TeTaToMeTalus He3aBu-
CHUMO OT yBenuueHus JTuMpa-
TUYECKHX y3JI0B
11 | JTumpouumros + anemust (remo- 2
Bricokuii puck rio6uH <110 1/11) HE3aBUCUMO
0T yBenn4YeHUs TuMpartnde-
CKHUX Y3JIOB
IV | JlumdouuTos + TpoMOOIIUTO- 2
nenus (TpomoOonuthl <100 x
10%/11) HE3aBHCHMO OT yBEIH-
YeHHs TUM(PATHIECKUX Y3JI0B
Tabauua 2

Knaccugurayusa xponuuecrkozo numeponeikosa (J.Binet et al., 1981)

cragus

XapakTepuCTHUKa

Menuana BEDKUBaeMO-

CTH (ro/pl)

A JIumpouuTo3 nepudeprueckoin KpoBu >15 x

10°%/7

Jlumpounto3 > 40% B KOCTHOM MO3Te
OTCyTCTBHE aHEMHH U TPOMOOITUTOIIEHUN
Bosneuenue menee 3 numdarudeckux oba-

Takas ke, Kak U B MO-
MyJISLUA

cTei

B Cramus A + BoBieuenue 6omnee 3 numdparu- 7
yeckux 00JacTeil, BKIIoyasi Ie4YeHb U celie-
3€HKY

C Anemus (remornobus <110 r/a y My>K4uH U 2

<100 r/n y >KeHII1H) WA TPOMOOIIUTOTICHUS
(tpomGormTer <100 x 10%1)
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I'JTIABA 3. OCJTOXHEHUSA
XPOHUUYECKOI'O IUM®OJIEMKO3A

Ocnoxuennst XJIJI pa3aensitor Ha Be TPyNIbl: AyTOUMMYHHBIE U MH(]EK-
IIUOHHBIE.

AYTOUMMYHHBIE OC/IO;KHEHUA

AyTOMMMYHHBIE OCJIO)KHEHUSI COCTABJISIIOT CaMOCTOATENBHYIO M 3HA4U-
TeJIbHYIO MPOo0OJIeMy B Tepanuu XpoHuueckoro jeikosa (XJIJI). Haubomnee va-
CTBIMHU U3 ayTOMMMYHHBIX HapylUICHUH MPU 3TOM 3a00JIEBAHUM SIBIISIOTCS ayTO-
UMMYyHHas1 remonutudeckas aHemus (AWUI'A), ayronmmyHHas TpomOouuTomne-
HUSI, Yalle Ha3blBaeMas HAMOMATHYECKOH TPOMOOUUTONEHUYECKON MypITypoid
(UTII), n mapumansHas kpacHo-kietouHas amiazus (IIKKA). Otu ocnoxxHeHus
npu XJIJI BO3HUKAIOT 3HAYUTEIBHO Yallle, YeM MpHu Apyrux Jumdonpoaudepa-
TUBHBIX 3a00JICBaHUSIX.

ITo nanneim C. Engelfriet u coaBt., XJIJI 3aHUMaeT nepBoe MeCTO Cpeau
3a00J1eBaHUM, MPU KOTOPBIX PAa3BUBAETCA CAMOE YacTOE€ M3 ayTOMMMYHHBIX
ocinoxHennii — AUI'A. Ha BTopoM MecTe 10 4acTOTe TEMOJIMTUYECKON aHEMUU
B 3TOM pPSIly CTOUT CHUCTEMHAs KpacHas BoJlYaHKa, npu kotopoit AUT'A Bctpe-
yaetcs B 2 pasa pexe uyeM npu XJIJI. Hactora AUT'A nipu XJIJI B 8 pa3 npeBbI-
[1aeT TaKOBYIO MPU HEXOKKUHCKUX TuMpomax. AUT'A nabmrogaeTcs, 1o naH-
HBIM pa3HbIX aBTOpoB, Y 10 — 35% Oonbubix XJIJI (BonkoBa M.A., 2007).
AyTOMMMYHHBIE OCJIO)KHEHHUSI MOTYT Pa3BUBAThCS B JIIOOOM IMepuojie 0OJIe3HU.
OnucaHbl ciiy4yau, KOTr/la ayTOUMMYHHBIA TeMOJIM3 ObUT CaMbIM PaHHUM CHMII-
TOMOM JHUMQOJIEHKO3a U MOABISUICA 3aJ0JIT0 MEPBBIX OYEBUAHBIX MPU3HAKOB
oosie3nu. Yaie, ogHako, AVI'A Bo3HHMKAET y OOJBHBIX C BBIPAXKEHHON KIIMHH-
Ko-remaronorndeckol kapruHon XJIJI. I'eMonuTmueckas aHeMusi MOXKET pas-
BUTHCSI Y OOJIbHBIX, KaK C HOPMaJIbHBIMU, TaK U CO 3HAYUTEILHO CHUYKCHHBIMU
MOKa3aTeNIIMU TYMOPAJIIbHOIO UMMYHHUTETa. AYTOUMMYHHBIM T€MOJIU3 IPU XPO-
HUYECKOM JIUMQOoJieliKo3e onucaH y OOJBbHBIX C MOYTH IMOJHOM araMmarjioOy-
munemueit (Bonkosa M.A., 1979).

B nabmionenusx pasnbeix aBTOpoB yactora AUI'A paznuvaercs o4yeHb
3HaunTeNnbHO. F. Mauro u coaBt., npoaHanu3upoBaB TeueHue XJUJI y 1203
O6onpHBIX 32 10 et HaOmroaeHus, oTMeTHIn ee y 4,3% GonbHbIX. B TO %e Bpems
B HaOmoneHusax L. Diehl u L. Ketchum AUI'A nuarHoctupoBaHa Ha IPOTSDKe-
Huu 3a0oneBanus y 11% OOTbHBIX.

B nacTosiee BpeMst HET €IMHOTO B3IJISIIa HA MATOTe€HE3 FeMOIUTUYECKON
aHEMUU TPU XPOHUYECKOM JHMdoiieliko3e. Ee BOZHHMKHOBEHHUE MOXKET OBITh
OOBSCHEHO MOSBJIEHUEM MaTOJOTMYECKUX KJIOHOB JIMMQOILMTOB, HE pa3Inyaro-
MIUX «CBOW» U uyxwue aHTureHsl (Al'), BeipaboTkoit anTuTen (AT) K cOOCTBEH-
HBIM 3PUTPOLIMTAM B PE3yJIbTaTe€ HAPYIIEHHs] COOTHOILICHUS WK Kooneparuu T-
U B-nmum@ouuToB 1, HaKOHEN, U3BMEHEHHUEM aHTUT€HHOW CTPYKTYpbl HOpMab-
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HBIX KJIETOK KPOBH IO BIUSHUEM BHEITHUX BO3JCHCTBUM, Hampumep, HHHEK-
unu. Bo3MokHO, B HAacTyIuieHMH remonusa npu XJIJI urparor ornpeneneHHyro
poJb Bce ykazaHHble pakTopsl (Bonkosa M.A., 1979, 2007).

Pannon30TonmHBIM METOJIOM YAAJIOCh ONMPEAEIUTh, YTO PU XPOHUYECKOM
auM@oreiiko3e 3HauuTeNbHAs YaCTh SPUTPOIUTOB JJIMTEILHO HAXOAUTCS B Ce-
Je3eHKe (He3aBHCHMO OT pa3MepOB OpraHa) U MmojaBepraercs 0osiee ObICTpOMY,
4eM B HOpME, pa3pylIeHHI0. JTOT (akTop (MEXaHUYECKHM TeMOJHN3) MOXKET
UMEThH OIPENEICHHOE 3HAYEHNE B MATOTE€HE3€ aHEMUU, OJIHAKO OCHOBHAs pOJIb
NPUHALIEKUT UMMYHHBIM Ipolieccam. DTO MOATBEPKIAET oOHapyxkeHne AT k
SPUTPOIUTAM B OOJBIITMHCTBE CIIy9aeB TEMOJIUTUYECKON aHEMHUH TIPU XPOHUYE-
ckoM jumboiteiiko3e. Kak npaswmio, BeisiBisitoress AT k apurporram nepude-
PUYECKON KPOBU, HHOT/IA IPOUCXOANUT BhIpaboTKa AT K 3pUTpOIITAM KOCTHOTO
mosra. AT uame Bcero oTHocAT K kiaccy 1gG, pexe - IgA, coBcem penko — K
IgM.

AyTOMMMYHHBIN F€MOJIU3 MOKET HOCUThH XapaKTep OCTPOro U OypHO pas-
BUBIIIETOCS] TEMOJUTUYECKOTO KpHU3a, COMPOBOXK/ASACH MOBBIIIICHUEM TeMIIEpa-
TyphI 10 CyO(peOpUIIbHBIX, a HHOrAa U 10 Bhicokux mudp (38,5-39°C), mossie-
HUEM KEJITYITHOTO OKPAIIMBAHUS KOKH, CIM3UCTBIX U CKIIEP, TEMHOU OKPACKU
MOYH. BBICTPO CHMIKAETCS YUCIIO SIPUTPOIIUTOB U COACPKaHUE TeMOTII00MHA.

OcTpoe pa3BUTHE aHEMUU SIBJISETCS MPUYUHOU TSHKEIOTO COCTOSIHUS
OOJBHBIX, MOSBICHUS CUIIBHOW CIa00CTH, OJBIIIKH, TAXUKApIUH, a B Haubojee
TSDKEJBIX CIydasix aHEMUYECKOW KOMbI. Hepeako ayToMMMyHHBIA TEMOJIU3 pas-
BHBAETCS MOCTEIICHHO, a aHEMUs BBIpaXeHa HE TaK 3HAYUTENIbHO, KaK y 0OJb-
HBIX C OCTPBIM F€MOJUTHYECKUM KPU30M: COJIEp KaHNEe TeMOTII00NHa yMEHbIIIa-
erca 10 70-90 r/n, uucno spurpouuToB a0 2,2-2,5x10%/n. B Takmx ciaydasx
OOJIbHBIE JKATYIOTCS HA MOCTENEHHOE YXYIIIEHUE COCTOSHUSA: HapacTaHUe cla-
060cTH, OBICTPOI YTOMIIIEMOCTH, OJIBIIIKY TIPH (PU3NYECKON HATpy3Ke.

Pa3BuTre remonm3a yaiie BCero He yAaeTcs CBsI3aTh ¢ KaKUMU-ITHOO Mpo-
BOIMPYIOIIMMH MOMEHTAMH, OJTHAKO MHOT/Ia OTMEYAETCS CBSI3b C OCTPHIMHU HH-
dbekronHbpIMU 3a00sieBaHusIMU (OpoHXUT, TTHEBMOHUSA). [Ipu ocTpoM remornu-
TUYECKOM Kpu3e OOBIYHO IMOBBIIMIAETCS COJIEpKaHUE HEMpsIMOro OWIMpyOuHA B
CBIBOPOTKE KpOBH. B TO ke Bpemsi KocTHbIN MO3T 0obHBIX XJIJI, Kak mpaBuio,
HE OTBEYACT PE3KUM Pa3JAPAXKEHUSIM KPACHOTO POCTKA, YBEIMUYCHHUE YHUCIIA PETH-
KyJouuToB 110 150-200%0, XxapakTepHOE MJisi T€MOJUTHUYECKON aHEMUU, TPHU
XJUUI nabmonaerca kpaitHe penko (Bonkoa M.A., 1979, 2007). [Ipo6a Kym6ca
HE BCerja MoJIOKHUTENbHA JaXKe B cilydasix OypHoro remonu3a. OTpunareabHble
pe3ynbTaThl OOBACHSAIOTCA HEOOIBIINM KOJIHMYECTBOM AHTUTEN Ha MOBEPXHOCTH
SPUTPOLIMTOB Y MHOTUX OOJBHBIX C remojuthueckoir anemueit npu XJIJI. B
ITHX CIIyYasiX HATMYUE aHTHUTEN, KaK MIPaBUIIO, YAAETCS YCTAHOBUTH C TIOMOIIIBIO
arperaT-reMarriIfoTHHAIIMOHHON mpoObl, koTopas B 100-200 pa3 4yBCTBUTEb-
Hell poOsr KymOca, T.e. oOHapy»x)uBaeT konuyectBo antutesn B 100 — 200 pa3
MEHbIIIee, YeM MOXeT BBISBUTH Mpobda KymbGca (Bomkosa M.A., 1979, 2007).
Takum 00pa3om, OoTpUIIATENbHBIN pe3yabTaT Tpoosl KymOca He uckiodaer re-
MOJIHA3A.
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[IKKA Bctpeuaerca pexe, yeM AMI'A. Onwucansl ciiydan [TKKA npu
mumpome XOHKKMHA U HEXOJKCKUHCKUX JIMM(OMaxX, XpPOHUYECKOM TeraTuTe,
THUMOME, Pa3IUYHbIX BUPYCHBIX HH(MEKIHUSIX, OCOOCHHO MpU WH(EKIUHU, BbI-
3BaHHOM mapBoBHpycoM B12, Ho Tak ke, kak u AUI'A, Haubosiee yacto oHa
pazBuBaetcs npu XJUJI. B otimnune ot AUT'A, IIKKA Hukorga He COIpoBOK/1a-
ercsa peruxkynounto3om. s [TKKA xapakrepHa Tskenas aHEMUs CO CHUKEHH-
€M remaTokputa uHorga a0 25-20%, CHUKEHUEM KOJMYECTBA PETUKYJIOLUTOB
KPOBH Y TIOYTH MOJHBIM WJIM MOJHBIM OTCYTCTBUEM SPUTPOKAPUOIIUTOB B KOCT-
HO-MO3T0BOM TiyHKTaTe. [Ipob6a KyOca oO0bYHO OBIBaE€T OTpHIATENBHOM, ypO-
BeHb JI/II' ceiBOopoTKM — HOpManibHBIM. Hactora IIKKA HeogunakoBa B pasnny-
HeIx uccnenaoBanusax. [lo nanneim G. Chikkappa u coasr., yacrora [IKKA mpu
XJUI cocraBnsier 6%, B To BpeMs kak mo manHbpiM 1. Hamblin, mmurensHo
HaoOmronasmero 800 6oabpHBIX XJIJI, - aums 1%.

Nmmynnas tpom6orutonenus (MTII), mo maHHBIM OONBIIMHCTBA aBTO-
poB, nipu XJIJI BcTpewaercs y 2—3% OonbHBIX. Bo3MOXXHO, €e MCTHHHAS Ya-
cTota Oonblie, Tak kak auarHo3 UTII oOblYHO CTaBUTCS JUIIL NMPU HU30JIHUPO-
BaHHOW TPOMOOIMTOIIEHUH, B TO BpeMst kak rpu XJIJI ona wacto coueraercs ¢
AWTI'A. Tak, B HaOmoaerusx M.A. Bonkosoit (2007), cpenu 289 60abHBIX ObI-
70 17 ¢ ayTOMMMYHHOM TpOMOOITUTONIEHUEH, MpUUeM y 15 13 HUX 3HAYUTENIb-
Hoe (10 50-30 x 10%1) GbIcTpoe CHMKEHHE KOJIMYECTBA TPOMOOLUTOB COBIANIO
¢ pazsutuem octpoid AUT'A. JIumib y 2 60JbHBIX TPOMOOIIMTONEHHS ObLIIa H30-
JIMPOBAHHOM.

B nactosimiee Bpemsa nuarno3z UTII cuuraeTcst Joka3aHHBIM IpU OOHApY-
)KEHUM Ha MEMOpaHe TPOMOOLMTOB AHTUTPOMOOLMTAPHBIX AHTUTEN, OJIHAKO
ATOT TECT JI0 CUX IMOP HE CUUTACTCS JOCTAaTOYHO HAACKHBIM. B TO ke Bpems
OBICTPOE CHUXEHHE KOJUYECTBA TPOMOOIIMTOB OJHOBPEMEHHO C pPa3BUTHEM
AUT'A mo3BoJsieT ¢ O4YEeHb OOJBIIONW CTEMEHBIO BEPOSITHOCTU MPEANOararh
ayTOMMMYHHBIN XapakTep TPOMOOIIMTOIICHHH HE3aBHCHUMO OT PE3yJIbTaTOB
OTIpEJICICHHS] YPOBHS aHTUTPOMOOIMTAPHBIX aHTUTEN. JTO MOATBEPKIAACTCS U
JaHHBIMH O TOM, 4TO Y 1/3 6onbHBIX XJIJI ¢ UTII oka3piBaeTCs MOIOKUTEIBHON
npsimas mpoda KymoOca.

UTII mpu XJIJI MmokeT XxapakTepu30BaThCs JIMILIb HE3HAYUTEIIBHBIM CHHU-
KEHUEM KOJIMYECTBA TPOMOOIIMTOB KPOBU 0€3 KaKUX-TH00 KIMHHUYECKUX CUMII-
TOMOB. OTHAKO HEPEIAKO KOJIMYECTBO TPOMOOIIUTOB OBICTPO CHIDKaeTcs a0 20 -
30 x 10%n1 n make 10 €IMHUYHBIX B MOJIE 3peHMs. B 3TUX cilydasx, KaK IIpaBH-
JI0, UMEIOTCS MPU3HAKK TeMOPParuveckoro avare3a B BUJE KOXKHBIX reMoppa-
Ui, IECHEBBIX U HOCOBBIX KPOBOTECUYEHHUI.

BripaXeHHOCTh KIIMHUYECKUX MPOSIBIICHUN I€MOpPpPAarnyecKoro auares3a
HE BCErJla COOTBETCTBYET CTEMEHH TPOMOOIIMTONICHUN: BCTPEUAOTCS MAIIMEHTHI
0e3 Kakux-JI1u00 MPU3HAKOB T€MOPPAruYeCcKOro AuaTe3a Mpu KOJIMYECTBE TPOM-
6ouutos 20-30x10%1 ¥ mAaUMEHTH ¢ KPOBOTOYMBOCTBIO CIM3HMCTBIX U MHOMXKE-

CTBEHHBIMM SKXMMO3aMH HA KOXE IIPH KOJIMYECTBE TPOMOOUMTOB 35-45%10%1
(Bonkoa M.A., 1979).
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Cnenyer momuepknyTth, uto MTII mpencraBnsier OOMBIIYI0 OMAaCHOCTS,
yem AUT'A u3-3a Hepenko BO3HUKAIOUIUX OMACHBIX JJIA JKU3HU KPOBOTEUECHMI
WIN KPOBOUBIHUSHUNA B TOJOBHOM MO3T, CTAHOBSIIUXCS MPUYUHOUN JIETAIBHOIO
UCXO/a.

Pa3BuTHE ayTOMMMYHHBIX OCJIOKHEHUH BO3MOKHO B JIIOOOM mepuoe 00-
ne3nu. [log HaGM0IeHNEM MPAKTUYECKU KaXKIOTO TeMaTOoJI0Ta HaXOASITCs Talu-
eHThl, y KoTopbix XJIJI BrepBbie ObLI IMAarHOCTUPOBAH B CBSI3U C Pa3BUTHUEM
ayTOMMMYHHBIX OCJOXKHEHHA. OIHAKO TaK K€, KaKk U MH(PEKIHUH, AyTOUMMYH-
HBIC OCJIOKHEHUS 3HAUYUTENBHO Yallle BO3HUKAIOT Y OOJNBHBIX B MO3/HUX CTa/IH-
ax XJUJI ¢ pa3BepHYyTON KJIMHUKO-T€MATOJOTUYECKON KapTUHOM U IPU IPOrpec-
cupoBaHuM 3aboneBanus. B nHamumx HabmoneHusx y 90% OOMbHBIX C ayTOUM-
MYHHOM aHeMHEW W TPOMOOIMTOIIEHHEW HMEIUCh BBIPAKEHHbBIE IPOSBICHUS
XJUJI 1 0oTMEYanock €ro mporpecCUupOBaAHUE.

OTMedYeHHOE HEKOTOPBIMM aBTOpaMu yBennueHue yactotel AUT'A u UTII
nociue JedeHus ¢iayaapabuHOM, 3HAUUTEIbHO U HAJ0Jr0 MOAABISIOMNM (yHK-
uto CD4+ - dppakium T-mumdo1ToB, TO3BOIMIO MPEANOI0XKUTh, YTO MPUYH-
HOW pa3BUTHUSA ayTOMMMYHHBIX KOH(IMKTOB SIBJISIETCS HApyIIEHHWE COOTHOILIE-
Hus ppakuuii T-muMpounTOB, NPUBOIAIIEE K HEOCTATOUHOM CYyNPECCUH ayTo-
peakTuBHbBIX B-nmumdornutos. Bo3mMoxkHO, yka3aHHBIH MEXaHU3M JI€HCTBUTEIb-
HO UT'PAeT ONPEIEICHHYIO POJb B Pa3BUTUM ayTOMMMYHHBIX IPOLECCOB IOCIIE
nedyenus QuynapabunoM. OjHAKO TMOBBIIIEHHAs YacTOTa ayTOMMMYHHBIX
ocnoxxHeHuil npu XJIJI Obl1a M3BECTHA 3a10JT0 10 MOSIBICHUS (QurygapaOuHa B
reMaToJIOTHH KadecTBe JieueOHoro npemnapaTta. Kpome toro, He Bce 0TMEYarOT
oonpuryto yactoty AWUI'A cpenu OoOJIbHBIX, JIEYEHHBIX (DiTynapaOuHOM, IO
CPABHEHUIO C €€ YACTOTOM y MOJIyYaBIIMX XJIOPaMOYLMII U MIPEAHU30JIOH. Tak, B
HaOmoaenusix J. Byrd u coast., F. Di Raimondo u coast., H. Mynt u coaBr.
AUT'A pazBunace y 11 — 22% OonbHBIX, Toy4aBmux diaynapadbud. B To xe
Bpems F. Mauro u coaBt. nquarHoctupoBaimu AUT'A tonbko y 2,5% OOJIBHBIX,
nosiyqaBmmx (GaynapabuH, W 3Ta 4yactora He mpeBblmana dactotry AUTA y
OOJIbHBIX, JIEYEHHBIX XJIOPaMOYLIIIOM U MPEAHU30JI0HOM. B 31011 paboTte Ha oc-
HOBE JUTMTENIbHBIX HAOI0ICeHUN OOJBIIOro Yncia OOJbHBIX ObUT MOATBEPKICH
panee u3BectHbIN (akT: AVUT'A nmocne nedenus daynapabuHOM yalie pa3BUBa-
€TCsl Y MOXWIbIX OOJIbHBIX U Y OOJIbHBIX, UMEBIIUX 3MU30/bl AyTOUMMYHHOTO
remMoJin3a Jo JieueHust Ghiiy1apaOruHOM.

WTII nocne nedenus (paynapaOMHOM pa3BUBAETCS OUYEHb PEJIKO, IOATOMY
JI0 CHX TIOp B JIUTEPATYPE OMUCHIBAIOTCS JIUIIb OT/IETIbHbIE HAOIIOICHUS.

B neyeHun OOJBHBIX € ayTOMMMYHHBIMU OCJIOXHEHUSMU OCHOBHYIO
pOJIb CpeAr JIEKAPCTBEHHBIX IMpENapaToB UrparoT CTEPOUHBIE TOpMOHBI. [Ipu
MEJUICHHOM DPa3BUTUU T€MOJUTUYECKOTO KpHU3a Jis NpeKpalleHHusl reMoJin3a,
KaK MpaBWIO, 10CcTaToyHO HaszHaueHus 40 - 50 mr npeaHu3oioHa B CyTKU. B
ATUX Cy4asx MPU OTCYTCTBUHM YIPOXAIOIIEH M HapacTarolled aHeMuu (reMo-
rio6ouH He Hwke 80-90r/1) nedyeHne MOXKHO POBOIUTH aMOysiatopHo. [Tpu oct-
PBIX T€MOJMTHYECKUX KpU3aX YKa3aHHbIE J103bl KOPTUKOCTEPOUIHBIX TOPMOHOB
HEPEJIKO OKa3bIBAIOTCS HEAOCTATOYHBIMHU, M MPUXOJIUTCS MpUOEraTh K Ha3Haue-
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HUIO TIPEIHU30JI0HA B /103€ | — 2 MI/KT MaccChl Tela B CYTKH, a MHOTJA M K
HamOoJiee BBICOKUM J03aM. [loguac Bpauu cTpeMsTCs Ha3HAYUTh KOPTUKOCTE-
pPOUIHBIE TOPMOHBI MapeHTEepPaIbHO, PACCUUTHIBAs Ha UX Ooliee ObICTpoe IeH-
CTBHUE IPU TAaKOM CII0CO0€ BBEJICHUS, OJHAKO CIEAYET MOMHHUTD, YTO 3P HEKTUB-
HOCTh KOPTUKOCTEPOUIHBIX TOPMOHOB HauOOJIbIIas IPU NIEPOPATHLHOM MIPUEME.
B ciydae HeoOXonMMOCTH MepeBoja MalMeHTa ¢ TaOJIeTHPOBAHHON (HOpPMBI
MPEIHU30JI0HA HA BHYTPUMBIIIIEYHOE BBEJICHHE /1032 YBEIMUYMBACTCS BJIBOE, a HA
BHYTPHBEHHOE BBeJIeHUE — B 3 — 4 pa3sa.

BosnbHbIE C OCTPHIMM TEMOJIUTHYECKUMHU KPU3aMHU JIOJKHBI JICUUTHCS B
CTallMOHAPE B CBSI3U C TSHKEJIBIM COCTOSIHUEM M HEOOXOJIMMOCTBIO €KETHEBHOTO
KOHTPOJIS 32 COAEp)KaHUEM TeMOTJIOOMHA W YUCIIOM SPUTPOIUTOB. [Ipu riy6o-
KOW OBICTPO pa3BHUBIICHCS aHEMUU BO3HUKAET HEOOXOJMMOCTh B MEPEIUBAHUU
APUTPOLIUTCOJICPKAIUX Cpel. B CBS3M ¢ HaTUYUMEM aHTUTEN K SPUTPOIUTAM B
CBIBOPOTKE OOJIBHBIX C ayTOMMMYHHON T'€MOJUTHYECKON aHeMHel mepenuThie
SPUTPOLIUTHI TAKKE MOTYT MOABEPrHYTCS reMonu3y. [lo3ToMmy npu oTCyTCTBUM
YKU3HEHHBIX TIOKa3aHWM OT remoTpaHcdy3uil cienyer Bo3aepxkarbes. [lokaza-
HUS K TIEPEIMBAHUIO IPUTPOIUTOB Y OOJBHBIX C ayTOMMMYHHBIMU MTPOIIECCAMHU
JIOJDKHBI OTIPEACNIATHCS HE JIa0OpaTOPHBIMU JAHHBIMH, a KIMHUYECKUMU CUMII-
TomaMu. HeoOXxoauMocTh B TMEpeMBaHUU BO3HHUKAET MPU HAJIUYHUU OJIBIIIKH,
TaxyuKapauH, 3aTOPMOKEHHOCTH, TOJIOBOKPY>KEHUS MPU BCTABAHUU, MOSBJICHUH
OoJield B 001acTH cep/ilia, 0COOCHHO y MOXKWIBIX JIIoAeH. B Tex ciywasx, koraa
OBICTpOE pa3BUTHE TIYOOKOW aHEMHUM BBI3BIBAET TMIIOKCHIO MO3Ta U CEpJla,
HEOOXOJIMMO TMEPEIMBaTh OTMBITHIE SPUTPOLMTHI WM IPUTPOLUTAPHYIO B3BECH
(GUIBTPOBAHHYIO (OYMIIEHHYIO OT JEHKOUUTOB U TPOMOOLIUTOB), UHIMBHU1yallb-
HO TO0J00OpaHHbIE HAa OCHOBAaHMHM HempsiMoill mnpoOsl KymOca wmnm arperart-
reMarritoTHHAIIMOHHOU MPOOHI.

[TepBbIM MpU3HAKOM TIpEKpaIieHus: reMoyin3a Mnpu dPPEeKTUBHON KOPTHU-
KOCTEpOUJHOMN Tepanuu SIBJIIETCS HOpMaIn3auus temnepaTtypsl. Uepes 2-3 nHs
MpeKpaliaeTcs najgeHue reMoriio0nHa U yJIydiiaeTcs coCcTossHue 0osbHoro. Ye-
pe€3 HECKOJIBKO AHEH MOKa3aTeau KPAaCHOW KPOBH YIYUIIAIOTCS, YMEHBIIAETCS
MHTEHCUBHOCTbD KENTyXH. [Ipu CTOIKOM MmpekpalieHuy reMoin3a, KoTopoe moj-
TBEPKAACTCS MPOTPECCUPYIONINM YBEIUYECHUEM COJIEPKaHUSI TeMOTJIOONMHA U
4yyciaa 3PUTPOLUTOB, MOXKHO HAYMHATH CHIKEHUE J03bl MPEIHU30JI0HA. DTO
CJIeAyeT JIeJIaTh 0Y€Hb OCTOPOKHO U MOCTENEHHO: BHavayie ¢ 0oibiux 103 (80-
100 Mr B CyTKM) MOXHO CHUKATh Ha 5 MT' KaXKJble 2 JTHS, 3aT€M, HaUUHAs C J103
30-40 wmr, o 2,5 mr (1/2 Tabnetkn) kaxasie 3-5 aHew, npu go3e 10-15 mMr — eme
MeJIJIEHHEH - 110 %4 TabneTku B Heaento. Hu npu ogHoM 3a0o0sieBaHuU HE TpeOy-
€TCsl TaKOM MOCTENEHHOCTH B OTMEHE KOPTHUKOCTEPOUIHBIX TOPMOHOB KaK MpH
ayTOUMMYHHBIM Tporeccax. OTHOBpeMEHHAass OTMEHA WM OBICTpPOE CHMKEHHUE
7036l TIPETHU30JI0HA MOTYT TMPUBECTH K BO30OHOBJIICHHIO T€MOJIM3a, MHOTIA B
OoJtee ocTpoi popme, YeM Mpexk/Ie.

IIpu neuennn IIKKA n[03b1 KOPTUKOCTEPOHUIIHBIX TOPMOHOB BCEr/Aa
JIOJDKHBI OBITh BEHICOKUMH — HE MeHee 1 — 2 MI/KT Macchl Tena. OTH 036l IIPH-
XOJIUTCA MPUMEHSATH IIUTeNbHO. OOBIYHO crycTs 2 — 3 Hell OT Havaja JIeYCHUS
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OTMEYaeTCsl YBEIMYCHHE YKCiIa PETUKYJIOLUTOB, HO YBEJIMYEHUE, a TeM Oosee
HOpMaJIM3alysi, YpOBHS Te€MOIJIO0OMHA M YKCIIa SPUTPOLIMTOB HaOIIOAaeTCs
JUIIB Yepes 2 — 3 Mec.

WNHorna B jedeHUH ayTOMMMYHHBIX OCJOXHEHUH 3(P(EeKT TaeT BHYTpU-
BeHHoe BBejaeHue IgG no 0,4 r/kr Maccel Tena B TeueHue S5 cyT nonpsij. Pesynb-
TaT OKa3bIBACTCS MOJIOKUTENbHBIM TIpUMEPHO y 40% OOJIbHBIX, B TOM YHUCJE U
npu peruaubax. [lonoxurensHoe aeiictBue IgG ocHOBaHO Ha CBSI3bIBAHUU BBO-
TUMBIMU aHTUTEeNaMu Fc-penentopa MOHOIMTOB M TEM CaMbIM OJIOKMPOBAHUU
pean3alnui UMMYHHOHN peakliy ¢ aHTUIPUTPOIIUTAPHBIMU aHTUTEIAMHU.

YacTo ycrenrHpIM OKa3bIBAaeTCsl MPUMEHEHHUE IUKIocnopuHa A mo 5 — 8
MT/KT TIOJ1 IEPUOAUYECKUM KOHTPOJIEM €T0 COJIEPKaHUsl B CHIBOPOTKE, KOTOPOE
HE JO0DKHO TIpeBbImath 200 Mr/o.

[Tpu HEaPPeKTUBHOCTH YKa3aHHBIX CPEJICTB O HEABHETO BPEMEHHU MpH-
MEHsJIaCh CcIuieHIKTOMUA. Ee 3¢ dekT, Mo JaHHBIM pa3HbIX aBTOPOB, COCTABIISIET
ot 57 no 100%, ogHako y psima OOJIHBIX C TEUEHHEM BPEMEHU Pa3BUBAIOTCS
peuuausel. [locneonepanmonHas CMEpPTHOCTb, 10 JTaHHBIM Pa3HBIX KIUHUK, KO-
ne6nercsa ot 0 7o 10%.

B nocneanue roasl mosBiaseTCs Bce OOJIbIIE COOOIIEHUH 00 yCHEIIHOM
JICYCHUHN ayTOMMMYHHBIX ocliokHeHuil mpu XJIJI purykcumabom (MadTtepoii).
[Ipu npumeHeHUN pUuTykcuMadba BO MHOTHX CIy4dasX HE TOJILKO YMEHBIIAIOTCS
WIA MCUYE3a0T MPOSIBICHUS ayTOUMMYHHOTO KOH(JIMKTA, HO OJTHOBPEMEHHO J0-
CTHTaeTCsl YMEHBIICHUE CTETIeHN TUM(OUTHON HHOUIBTPALIMK KOCTHOTO MO3Ta,
CHIDKAETCSl KOJIMYECTBO JICHKOIIUTOB U COJIEp)KaHUEe JTUMQOILUTOB B KPOBH, CO-
KpalaTcs pa3Mepbl JINM(OY3JIOB U CEIE3EHKH.

OddexkTuBHOCTh pUTYKCHMaOa MPU ayTOMMMYHHBIX KOH(IIUKTaX y 00Jib-
Hbix XJIJI siBnisseTcst O4eHb LIEHHBIM KaueCTBOM Ipernapara, MocKoJbKy n30aBiis-
€T OOJbHBIX OT OCJIOKHEHUMU, MOYTH HEU30EKHBIX MPU IITUTEIBHON Teparuu
KOPTUKOCTEPOUAHBIMU TOPMOHAMHU. J[J11 yTOUHEHHsS] MeXxaHu3Ma JedeOHoro 3¢-
dekTa puTyKcuMada B KaKJIOM cllydae He0OXOJAUMO OTpeeIeHIUEe aHTUIPUTPO-
[IUTAPHBIX U AHTUTPOMOOIIMTAPHBIX AaHTUTEI Y KaXJA0ro OOJLHOTO ¢ aHEMUEHN U
TpomOoruTonieHueit. [y oneHku MCTUHHON 3(DPEKTUBHOCTH pUTYKcHMaba B
JICYCHUHN ayTOMMMYHHBIX KOHGIUKTOB 1pu XJIJI HEoOxomumo Goibiiiee KoJu-
yecTBO HaOmoneHuid. Putykcumal sBisSIeTCsl XUMEpPHBIM aHTHUTEIOM HaIpas-
JeHHoro creuuduueckoro aecTBusi npotuB antureHa CD20, koTtopwlid mpu-
CYTCTBYET Ha OBEPXHOCTH BCeX B-KieTOK. PEKOMEHIOBaHHBIN PEKUM BBEJIE-
Hus npenapara — 4 — 8 unQysuil B 103e 375 MI/M? O[IMH pa3 B HEIEIIO.

HHOEKIITUOHHBIE OC/IIO’KHEHHA

[TpobGiiema MHPEKIMOHHBIX OCIOKHEHUH HU MPH OJTHOM M3 reMo01acTo-
30B HE MMEET TAaKOr0 CAMOCTOSATEIBHOTO M PEIIAIONIEr0 3HAYECHUS, KaK MHpH
XJII. ITpu COBpEMEHHOM IUTOCTATHYECKOW TEpANWHU, MO3BOJISIONICH B 3HAUYU-
TEJIBHOM CTENEHU KOHTPOJIMPOBATH OMYXOJIEBBIM POCT, ycnex B JieueHun XJIJI
HEPEIKO OMPENESAETCS BOZMOKHOCTIMHU O0OpbObI ¢ MH(MEKITMOHHBIMUA OCJIOKHE-

40



HussMHA. H(DEKITMOHHBIE OCIIOKHEHUST BCTPEYAIOTCS HA MPOTSHKEHUH OO0JIC3HU Y
75-80% O0nbHBIX XpOHUYECKUM JuMponeiikozoM, B 70-75% oHM SBISIOTCS
HerocpeAcTBeHHOW npuunHoi cmepTu (Boiinexosckuit B.B., Jlanasimes A.A.,
['puropenko A.A., 2010). Pe3koe cHMXKEHHE CIIOCOOHOCTH K aHTHTEI000pa3o-
BaHUIO BEJIET K TOMY, UTO OaKkTepuaibHble MHPEKIIMHA YacTO MPUHUMAIOT 3aTsIK-
HOE TE€YEHUE, TPYAHO MOJJAIOTCA TEPANUU U MOTYT SIBUTHCS MPUUMHONU CMEPTH
OOJBHBIX, Y KOTOPBIX HET MPOrPECCUPYIOLIET0 POCTa OMYyXOJHU, HET MPU3HAKOB
HapacCTaIOIIEr0 YBEINYEHUS MACChI JISHKEMHUECKUX KIIETOK.

HawnOosiee 4acTo BO3HUKAIOT 3a001€BaHUs IbIXATENIbHBIX MTyTEH: MHEBMO-
HUH, TPAXCUThI, OPOHXUTHI, TIIEBPUTHL. [10 JaHHBIM pa3TUYHBIX aBTOPOB, HA UX
noiito mpuxoautes oT 50 10 80% Bcex MHGEKIMOHHBIX OCIOKHEHHH MPU XPO-
Hu4yeckoM Jumponeiikose (Bopoder A.U. u coast, 2003; Bonkoa M.A., 1979,
2007). ITHeBMOHUU SBJISIOTCSA HauMOOJEe YaCThIM M CEPbE3HBIM OpPOHXOJIET0Y-
HBIM OCJIO’)kKHEeHHeM nuM@oreiiko3a. [10aToMy 0coOEHHOCTH TE€YEHUsI THEBMO-
HUW MPpU 3TOM remMo0sacto3e OyayT moJapoOHO pacCMOTPEHBI B COOTBETCTBYIO-
1IEM pa3Jelie.

Ha BTOpOM MecTe 1o 4acTOTE CTOSIT BOCIIAJIUTEIIbHBIE U HATHOUTEIbHBIC
MOPaXKEHUS KOKHOTO MOKPOBAa — POXKUCTOE MOpakeHue, PypyHKyIe3, muoaep-
Mmusi, Ha TpeTbeM — herpes zoster (Bonkosa M.A., 1979, 2007; BoiinexoBckuii
B.B. u coasrt., 2012). Hepenko umeercs coueranue 2-3 HHOEKIIMOHHBIX 0YaroB.

Ecnu Bo3HuKIIME MH(MEKIIMOHHBIE OYaru HE yAaeTcsi ObICTPO JTUKBUIUPO-
BaTh, HEPEJKO HAOIIOIaeTCs TCHACHIUS K PACIPOCTPAHCHUIO Mpoliecca: BCe
3a abclieccoM MSITKMX TKaHEW, BO3HUKIIUM Ha MECTE UHBEKIUHU, Pa3BUBACTCA
HarHoeHue JUM(ATHUECKOTO y3ia, 3aTeM — aOCIECChl MOJKOXKHON KIIETYaTKH,
MUOJEPMUs, T.€. KAPTUHA CENTUKOMMEMHH, K KOTOPOH, KaK MpaBUiI0, IPUCOEIU-
HAETCS TsKesasi THEBMOHUS.

WNHorna npuunHON HESICHOW JIMXOPAJIKH MPU XPOHUUECKOM JTMM(POIEHKO-
3¢ OKa3bIBaeTCs MH(EKIMS MOYEBBIBOASIIUX MyTeH. Y psna OOJBHBIX OCAIOK
MOYM MpPU 3TOM CKYAHBII, MUYPUU HE OMNPENENAETCS, AU3YPUUYECKUX pac-
CTPOMCTB HET, OJJTHAKO MyTeM 0aKTEpUOJIOTMYECKOTO HCCIICIOBAaHUS B MOYE 00-
HApY>KMUBAETCSI OTPOMHOE KOJIMYECTBO OaKTEepUii, a MPOBEIEHUE COOTBETCTBYIO-
niel Tepanuu NpUBOAUT K HOpManu3auuu temnepartypsl (Bonkosa M.A., 1979,
2007). B aT10it cBs3M B Cilydasix HESCHOW JIMXOPAIKU Y OOJIbHBIX XPOHHUUCCKUAM
TUMQOJICKO30M KeIaTeabHO CAeJIaTh MOCEB MOYHM, a NMPU HEBO3MOMXHOCTH HUC-
CJIeZIOBaHU — MPOBECTH MPOOHBIN KypC JeUeHUs UHPEKIIUU MOYEBbIX MMyTEH.

Teuenue herpes zoster y 0oJbIIMHCTBA OONBHBIX XPOHHUSCKUM JIMM()O-
JIEHKO30M Takxke Tshkenoe. 3abosieBaHue, KaK MPaBUiIO, HAYMHAETCS OCTPO, CO-
MPOBOXKIACTCS CUJIbHBIMU OOJIIMM M TIOBBIIICHUEM Temmeparypsl o 37,5-
38,5°C. TemnepaTypHas peakiusi HanboJiee BhIpakeHa B niepBblie 3-4 qus. bonu
HEPEJKO BO3HHUKAIOT 3a HECKOJIBKO JTHEW 1O MOSIBICHHS KOXKHBIX JIEMEHTOB U
COXPaHSIOTCA B TEYEHUE HEJEIb, 2 MHOT/IA U MECSIIEB MOCJE UX UCYE3HOBEHUSI.
VY GonbpImmMHCTBA OOJIBHBIX TTOPAKEHUE JIOKATU3YIOTCS Ha KOXKE TYJIOBHINA U KO-
HEYHOCTEN, a Y HEKOTOPBIX OJHOBPEMEHHO M Ha JiHile. PacnpocTpaHEHHOCTh
MOpaKEHUS pa3HOOOpa3Has — OT OJTHOCTOPOHHETO, XapaKTEPHUIYIOIIETOCS TOSIB-
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JICHUEM BCEro HECKOJIbKUX KOXKHBIX 3JIEMEHTOB, 10 MHOXXECTBEHHBIX ITy3bIPb-
KOB, MOYTH CIUIONIb MOKPHIBAIOIIMX TYJIOBHUILE, JUI0 U KOHEUHOCTU. Y 3HAYU-
TEJILHOM YacTH OOJIbHBIX OTMe4aeTcs Oysuie3Has gopma herpes zoster, pazmepsl
nmy3bipeit MoryT gocturath 15-20 cm B auamerpe (Boakoa M.A., 1979). Men-
KH€ My3bIPbKU B OOJBIIMHCTBE CIy4aeB OBICTPO MOKPHIBAIOTCS MIIOTHOM KOPOY-
KO, KpyIHBIE€ Yallle BCKPBIBAIOTCS, 00pa3ysi OOJIbIIME OTKPHIThIE YYaCTKH, He-
PeaKo C MpU3HaAKaMU MPUCOECTUHEHHS] BTOPUYHOM HH(EKIIUU.

Jleuenne MHGEKIMOHHBIX OCIOKHEHUN MPU XPOHUIECKOM JTUMQPOICHKO3e
IPEACTABIIET TPYAHYIO 3aJady, B CBA3M C PE3KO CHMXKEHHOW CIIOCOOHOCTBIO
opranu3ma OOJBPHOTO K aHTHUTEI000Pa30BAHMIO B OTBET HA BO3JCUCTBHUE MUK-
pOOHOTO aHTUTEHTA.

Jleuenne herpes zoster mo mociemHUX ACCATUICTUH MPOIUIOTO CTOJICTHUS
OBUIO CUMIITOMATUYECKUM: 00€300IMBAIOIINE CPEICTBA, CMa3bIBAHUE BBICHITIA-
HUW pacTBOPOM NEpMaHraHaTa Kajus, B 0ojiee MO3IHEM MEePUOe IS JICUCHHUS
HEBPUTOB — IIpuMeHeHne ButamMuHoB B1 1 B12. MHorna o6e36omuBaroiiee ei-
CTBHE OKa3bIBaJl UHTEPPEPOH B BHUJIC Ma3€il WIIM IPUMOYEK.

B konie 60x rogoB ObLI0O OOHAPYKEHO, UYTO IUTO3UH-apaOUHO3U]T TIO-
JIABIIIET PA3BUTHE U PACIIPOCTPAaHEHUE BHpYyca ochbl. [I0CKOIBKY BUPYC, BBI3bI-
Baromuii herpes zoster, 61130k K OCIIEHHOMY, MpernapaT ObUT MPUMEHEH IS Jie-
yeHuss OonbHBIX C¢ herpes zoster (Kwaan et al., 1969). Jleuenue muTo3uH-
apaObMHO3UI0OM JaeT OBICTPhId A(DPEKT y MOAABIAIOMIETO OOJBIIMHCTBA 0O0JIb-
HBIX: HOBBIC BBICHITIAHUS HE MOSBISIOTCS, CTapble HAYMHAIOT OBICTPO 3aChIXaTh,
0071 00BIYHO MPEKPALIAIOTCS YXKeE MOCIE pa30BOro BBeneHus npenapara. L{uto-
3MH-apaOMHO3U BBOJAT B pa3oBoi Ao3e 100 mr kamenbHO B TeueHue 2-3 9 2-3
JHA noapsa. BHyTpUBEHHOE BBEJEHHE MOXKET OBITh 3aMEHEHO MOJKOXKHBIM, IO
50 mr 2 paza B cytku. [Ipu npuMeHeHun UTO3MH-apabuHo3uaa 3pPext 1ocTu-
raeTcs TOJbKO B TEX CIIy4asX, KOrJa JIEYEHUE HA4YaTo B TEUCHHUE MEPBBIX ABYX
CyTOK. Eciu HOBBIX BBICBIIAHWW HET, a CTapble YK€ MOKPBUIUCh KOPOUKAMHU,
MpUMEHEHHUE TIpenapara OeCcroe3Ho.

B nepBbie AHM OT Havasa pa3BUTHUS TepHETHUYECKON MHDEKIUU 04eHb (-
¢dextuBen anukiaoup (aciclovir, 3oBupakc, zovirax). AIUKIOBUD SIBJISIETCS aHa-
JIOTOM MTyPUHOBOTO HYKJIEO03UIa JI€30KCUTYaHO3WHA, HOPMAJIbHOTO KOMIIOHEHTA
JHK. IIpumeHnsercs BHYTpUBEHHO-KAIIEIbHO, BHYTPb, MECTHO. PexumM 103upo-
BaHUS YCTaHABJIMBAETCA WHAWBUYaJIbHO, B 3aBUCHUMOCTH OT TMOKAa3aHUM U CTe-
NIEHU TsDKECTH Tpoliecca. JleueHue cienyeT HauMHaTh KaKk MOXHO paHbllle, IpH
MOSIBJICHUM TIEPBBIX MPU3HAKOB W CHUMITOMOB 3a00jeBaHuUsl. BHyTpuUBEHHO-
KareybHO (BBOASAT C MOCTOSIHHOW CKOPOCTBIO MO KpailHel mepe B TeueHue | u)
IIpU repreTudeckor MHPEKIMU 1o 5 MI/KT Macchl Tena 3 pasza B ACHb (Kaxbie
8 1) 5 mHel; mpu TSKETBIX MPOSBICHUAX 10 10 MI/Kr Macchl Tena Kax/pie 8 4 B
teueHne 10 anell. MakcumanbHble A03bl JJIS B3POCHBIX MPU BHYTPUBEHHOM
BBefieHnn — 30 mr/kr wim 1,5 r/m?/cyt. Baytps nasnagaror mo 0,8 r 5 pa3 B
CyTKHM B TeueHue 7 naHer. HapyXHO: KpeM WM Ma3b HAHOCAT Ha MOPAXKECHHYIO
MOBEPXHOCTH 5 pa3 B CyTKU B TeueHue 5—10 qHei.
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WNHupekuronHbie 0CI0KHEHUS MOTYT BOZHUKHYTh B JIFOOOM MEPHOJIE XPO-
HUYECKOro JIMM(OoJIEHKO3a, B TOM YHCJIE U B HaYaJIbHOM, y OOJBHBIX C MUHU-
MaJbHBIMU Tpu3HaKamMu Oone3Hu. ['opa3no waile, 0JHaKO, OHU Pa3BUBAIOTCA Y
OOJIBHBIX C BBIPA)KEHHBIMH KJIMHUKO-T€MaTOJOTHYECKUMU MPOSBICHUSMU 3a00-
neBanus. B Habmoaenusx M.A. Bonkopoit (2007) B rpymnme OOJBHBIX C «3a-
CTBIBLIEI», HEmporpeccupyromei (HopMol XpOHHYECKOTO JIMM(onenkosa, co
cl1ab0 BBIPAKEHHBIMM CHUMIITOMaMH OO0JIE3HM HH(EKIMOHHBIE OCIOKHEHMUS
Habmoganmuch b y 10% nanueHToB; cpeau O0IbHBIX ¢ YMEPEHHO BBIPasKEH-
HBIMU, HO MPOTPECCUPYIOLIUMHU TPOSBICHUSIME 3a001€BaHMs NMH(PEKIIMOHHBIMH
ocnoxkHeHusiMu crpaganu 50%; cpeau OOJNBHBIX C BBIPAXEHHOW KIMHUKO-
reMaToJOTHYeCKON KAapTUHOW XPOHUYECKOro JHUM(oeiko3a MpucoeInHEeHHE
uHekuuid Habmonanock y 80% manueHTos.

Y OOnpHBIX, NOMYYAIOUMX JIedeHHEe aMOylaTOpHO, HH(EKIMOHHBIC
OCJIO’KHEHMS] BOHUKAIOT TOpa3fo pexke, 4YeM y MalueHTOB CTallMoHapoB. B cra-
[IUOHAapax, e KOHUEHTPUPYIOTCS OoJiee TskKenble OOJIbHBIE, YaCTO MMEIOLINE
BOCHAJINTENbHBIE WM THOMHBIE MPOLIECCHI, CO3/IAl0TCS YCIOBUS JJIsl TACCUPOBa-
HUSL MUKPOOHOH (hJI0pBI, B IpOIlecCe KOTOPOIO MOBBIIMIAETCS €€ MaTOI€HHOCTh U
YCTOMYMBOCTh K aHTUOMOTUKaM. [103TOMy MH(EKIIMOHHBIE OCIIOKHEHUS Y CTa-
IIUOHAPHBIX OOJIBHBIX BO3HUKAIOT Yallle U MPOTEKAIOT, KaK MpaBuiIo, Tskee. B
TO K€ BpeMs MOJIMKJIMHUKN 4acTO HampasisitoT 0onbHbIX XJUJI m1st neuenus B
CTallMOHAp HE B CBSA3M C TSHKECTHIO COCTOSHUS, a TIOTOMY, YTO Bpadd MOJUKIIH-
HUYECKOU CETH HE MMEIOT OMbITa aMOyJIaTOPHOTO JICUeHHUs ITHX O0IbHBIX. He-
pENKO MAIMEeHTHI, MOCTYNAIOIINE B CTAIIHOHAP B COCTOSHUM IOJIHOM comMaTHye-
CKOM KOMITEHCAIINH, TIOTa/1asi B YCIOBHUS MOBBIIIEHHON KOHIIEHTPALUHA MHUKPOO-
HOU ()JIOpBI M KOHTAaKTUPYsI C OOJBHBIMHU, UMEIOIUMHA HH(PEKIIMOHHBIE OCIIOXK-
HEHUS, Yepe3 HECKOIBbKO JTHEH 3a00JIeBalOT MTHEBMOHUEHN WIIM POKUCTHIM BOCIIa-
JeHueM. OTU (QakThl CBUACTEIBCTBYIOT B IMOJIb3Y BO3MOXKHO 0o0Jiee HIMPOKOTO
aMOyJsatropHoro jedeHus 00abHbIX XJLJI.

IIOPAJKEHHE FPOHXOJIETOYHOH CHCTEMbBI Y FOJIbHBIX
XPOHHYECKHUM JIHM®OJIEHKO30M

Jist Becex nmumonponudepaTUBHBIX OMYyX0Jiel XapaKTepHO pa3BUTHE BbI-
pakeHHOTO BTOpHYHOTO MMMYyHoAeduuuta (Bopoose AWM. u coarrt., 2003;
Hazaposa E.JI., 1997; Hepcucsu B.H. u coast., 2005; Mamaes H.H., Ps6oB
C.H., 2011; Vescio R. et al. 1996). CoBpeMeHHasi UTOCTATUYCCKAs TEPAITHsI
MO3BOJIAET B 3HAYUTENILHON CTENEHH KOHTPOJIHUPOBATH OIMYXOJIEBBIN POCT MPHU
XJUJI. B TO ke BpeMs ycmex B JICUEHHHM 3THUX OOJBHBIX YacCTO OIpEAeIIseTCs
BO3MOXXHOCTSIMU TPOQUIAKTUKKA W JIeUeHUs WHOEKIMOHHBIX OCIOKHEHUH.
BcenenctBue BTOpHuHOro MMMyHoAeUIMTAa WH(PEKIUOHHBIE OCIOXKHEHUS Y
3TUX OOJIbHBIX OYEHb PACIPOCTPAHEHbI, YACTO OHU SBIISAIOTCS HEMOCPEICTBEH-
Hoi mpuunHOi cmepTH (AreeB A.K., 1983; Jlorunckuit B.E., 1983; BopoObeB
A.N., u coast., 2003). Boae3nu opraHoB ABIXaHHS SBIISIOTCS HanOOJIEEe YaCThI-
mu uHpexknnonubiMu ociaoxkHerusMu XJIJI (Jlar6amsu C.C., Kouapsa P.X.,
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Kazapsn I1.A., 2006; UnekoBuy M.M., KokocoBa A.H., HoBukosa JI.H., 1984;
Cmomnsackas A.3., 1990).

B coBpeMeHHOI nuTepaType XOpoIIo OCBEUIEHBI BOIIPOCH! JMATHOCTUKU
U JieueHUus UH(EKIUA OpOHXOJErOYHON CUCTEMBbl y OOJIbHBIX IeMO0JIaCTO3aMH.
OpHako Majo BBIMIOJIHEHO padoT, MOCBSIICHHBIX W3YUYEHUIO JIETOYHON BEHTHUIIS-
uuu U nepdys3un y 6onbHbix XJIJI, XOTS HapylmIeHUs MU BEHTWIALMUA U niepdy-
3UM O0YCIIOBJIEHBI MHOTHE OCOOCHHOCTH BO3HUKHOBEHHSI, TSHKEIIOTO U 3aTSXKHO-
ro TedeHus Oone3Heil opraHoB apixaHus (Boiinexosckuit B.B., Jlangsimes
1O.C., I'puropenko A.A., 2010)

XOopoIo M3y4eHBl CHeMUPUICCKUE JECHKEMHYECKUE TOPAXEHUS JIbIXa-
TeabHOUW cucTteMbl Yy 00mbHBIX XJIJI. Cunrtaercs, 9To KpoMe UMMYHOACHUITUTA,
BAXKHYIO POJIb B BOBHUKHOBEHUHU OoJie3Her opranoB nbixaHus (bOJl) mpu XJIJI
urparoT TuMbonIHas HHOUIBTPAIUS JIETKUX, OPOHXOB U IUIEBPHI, THIICPILIA3HS
auM@onaHbIX (HOJTUKYIOB OpoHxuanbHOoro aepera (Boiakoa M.A., 2007; Bo-
pooweB A.W., u coant., 2003; MnprkoBuu M.M., Kokocosa A.H., HoBukosa JI.H.,
1984). OtMmeuaeTcsi, YTO MOBBINICHUIO CKIOHHOCTH 00sbHBIX XJIJI k nHbpeKIu-
M CIocoOCTBYeT nurocrarnyeckas tepanus (bakupos A.b., 1996; Boiinexos-
ckuii B.B., u coast., 2012; Hukonaes I'.B., Pemetor A.B, 2007; Yepeiickas
H.K., 1990). OaHako 10 HACTOSIIETO BPEMCHH HE M3YYCHO BIIMSHHUC CIICIHU(H-
YECKUX JICMKEMUYECKUX TMOPAKEHUU Ha TMOKa3aTed JITOYHON BEHTUJISILIUU U
nepdy3un. HeGombioe KOIM4YECTBO MyOIMKALMI MOCBSIIIEHO U3YYEHUIO BEHTH-
nssunoHHOM QyHKuuu jerkux (BDJI) y 3Tux O0NbHBIX METOAOM cnuporpaduu
(Kocrenko M.M., 2003; Boiinexosckuii B.B., Jlangeimes HO.C., I'puroperko
A.A., 2010). Ognako criuporpadusi 1aJIeKO HE BCETJa PETUCTPUPYET BCE HIOAH-
ChI (PYHKITMOHATBHBIX, OCOOCHHO CEJIEKTHBHBIX, U3MCHCHHH, BCIICICTBUEC MHTE-
IPaJIbHOM OLICHKH MOKa3aTeJIe NapaMeTpOB JIbIXaHUS.

Henocrarouno wuccienoBaHbl 0COOCHHOCTH HIOOPOHXHAIBHON MHKPO-
reMOLMPKYJSIUK y 60sbHbIX XJIJI, HECMOTpst Ha TO, YTO CUCTEMA MUKPOTEMO-
MUPKYJISIIUA UTPAaeT OCHOBOTIOJNATAIOIIYIO POJb B Pa3BUTUU U MPOTPECCUPOBa-
HUW BOCHAJIUTEILHOTO Mpoliecca B jJerkux u oponxax (Ctpyko A.U., 1983). C
IpUMEHEHUEM dXOoKapauorpaduu uccienoBaHa (QyHKIIMOHAIbHAS CIIOCOOHOCTD
neBbIx otaenos cepana (AomynkaasipoB K.M., beccmensiieB C.C., 1990; bec-
cmenbileB C.C., A6aynkanpipoB K.M. 1992; beccmensuer C.C. u coast., 2007;
Boitniexosckuit B.B., Jlanaeimes 10.C., I'puropenko A.A., 2010), Ho HegocTa-
TOYHO M3Yy4Y€Ha reMoJIuHaMuKa Majoro kpyra kpoBoooOpaiienus (MKK) y 60:1b-
HbIx XJIJIL

He w3ydensl Mopdomorndeckue W (QyHKIIMOHAIBHBIE W3MEHEHUS Ha-
dbparmMpl y OOJIBHBIX dTUMH TreM00JIaCTO3aMU, HECMOTPS Ha TO, YTO MATOJIOTHUS
OCHOBHOM JIBIXaTEJIbHON MBIIIIBI OKA3bIBAET 3HAYMTEIHHOE BIUSHUE HAa Hapy-
IICHUE BEHTUJISIIMOHHON (DYHKITMH JIETKUX.

YuuteiBas TOT (pakT, yT0O HAa (POHE COBPEMEHHOU TEpamuu MPOIOIIKH-
TENBHOCTH KHU3HU 001bHBIX XJIJI mocTosiHHO yBenuuuBaercs, mpobdiieMa maTo-
JIOTUX OPOHXOJIETOYHOM CHCTEMBI Y HUX SIBIIIETCS BEChMa aKTyaIbHOM.
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B cBs3u ¢ BeimensnoxedHsiM B 2001 — 2010 rr cotpynuukamu kadeap
TOCIUTANILHON Tepanvuu M TATOJIOTMYECKOW aHaToOMUU AMYpCKOW rocynap-
CTBEHHOUN MEIUIIMHCKOMN aKaJleMUU BBIIIOJHEHO KOMIUIEKCHOE U3yueHue Mopdo-
(GYHKIMOHAJIBHOTO COCTOSTHUSI OpOHXOJEroYHOM cuctembl y OonbHbIX XJIJI Ha
Pa3HbBIX 3TAIax OIyXO0JIEBOM MPOrPECCHUH.

O6cnenoano 228 6onpHbIX XJIJI, HAXOMUBIIMXCS HA y4eTe B reMaToJio-
rMYeCKOM KaOuHeTe AMYpCKOM 00JacTHOW KOHCYJIbTATUBHON MOJMKIMHUKY.
[Ipu nquarnoctrke B—XJIJI ucnonp3oBaiv JaHHBIE KIMHAYECKOTO OCMOTpA, Te-
MOIPaMMbI, MUEJIOTPaMMBbI, TpemaHOOHONTaTa MOAB3I0UIHON KOCTH, CTaHIAPT-
Heiii uMmmyHodenotam (CD5, CD19, CD20, CD22, CD23).

Knaccudukanus J. Binet (1981) B3sita 32 OCHOBY IIpH pa3/ielieHUH TaIld-
eHToB ¢ XJIJI Ha Tpu rpynmel, MOCKOJIBKY OHA IO3BOJISET IPOBOAMUTH CTaAUPO-
BaHHE TeMO00JIacTO3a C yUEeTOM STANOB OMyXO0JIEBOM MPOTPECCHH.

| rpynma (48 denoBek) — 6oabHbIe XJIJI B cTamuu A mo kiaccudukauu
J. Binet. ¥ 39 nanuentoB XJIJI B aHa/M3ax KPOBU OTMEUANICS YMEPEHHBIN JICH-
KOIIUTO3 M a0COJIIOTHBINA JTUMQPOIHUTO3, TUMGPATUUECKUE Y3JIbl BCEX TPy ObUIH
HOPMAJIBHBIX pa3MepoB. Y 9 OOJBHBIX, KPOME JICUKOIMTO3a U JIUMQOIIUTO3A,
OTMEUEHO YBelnuyeHue nepudepuueckux aumdparnyeckux y3ioB (1-2 rpymm)
JI0 2 CM B AMAMETPE, MIATKOIIIACTUIECKON KOHCUCTEHIINH; HO B TEUEHUE MHOTUX
JIET Y HUX HE OTMEUaloch MporpeccupoBanus 3abosneBanua. Hu y omHoro mna-
1KMeHTa | rpynmnel HE OTMEUEHO CIJIEHOMETaluu, aHEMHUH U TPOMOOIIUTONICHUH.
Takum 06pazom, | rpyniy cocTaBwiM NaMEHTHI ¢ 10OPOKAYECTBEHHOU (hopMOi
3a0oneBanus. KypcoBasd nurocratuueckas Tepanus 3TUM MHalleHTaM He Ha3Ha-
yanach. 3a HMMH BEJIOCh JMHAMHYECKOE HAOJIIOJIEHHE, MHOI/A Ha3Hayalach
NEePBUYHO-CAEPKUBAIOLIasl Tepanus xjopamOyuuiaoMm. CpeaHuil Bo3pact 00Jb-
HbeIX | rpynnel — 58,7£2,0 roga, npoJOJKUTEILHOCTh XKU3HHU Takas e, KaK B
MOMYJISIIUU.

Il rpynima — 112 genoBek. B 3Ty rpynmy BKIIFOUEHBI TAIUEHTHI CO CTaAUECH
B mo kiaccudukarmu J. Binet. BoabIMHCTBO 00IBHBIX OTHOCHIUCH K IIPOrpec-
CUPYIOIIEH U CelIe3eHOYHON (YaCTUYHO OIyXO0JeBoi) Gopmam 1o kiaccuduxa-
uu AWM. BopoObéBa u coart. (1985 — 2005). Jlnsa 3Tux O0JBHBIX OBLIM Xapak-
TEpHBI: BBICOKHI JICMKOIIMTO3, HapacTawomas JuMmdaaeHonatus (yBEeIUYCHHE
Oomee Tpex rpynn JUMQOY3JI0B), CIUICHO- U -TernaroMeranus. B ananuzax kpoBu
nokasarean He >100 1/1 u tpom6onutos > 100x10%m1. JIumdoy3masl Obum Msr-
KOAJIAaCTHYECKOW KOHCUCTEHIIMH, 0€300J1€3HEHHbIE, HE CHAasHbl MEXIy CO00M U
okpyxatomuMu Tkansmu. [Ipu nporpeccupoBanuu XJIJI pasBuBanuce MHGpEK-
UOHHBIE ocokHEeHUs. Y 80 OonbHBIX || rpynmbl, Mo JaHHBIM AJEKTPOPEHTIE-
Hotomorpammbl cpenocterus (DPTI'C) u xommberorepHoit Tomorpaduun (KT),
JMAarHOCTUPOBAHO yBenudyeHue JIuM@oy3noB cpenocteHusi. CpeaHuil Bo3pacT
nauueHToB || rpynnet — 58,543,2 roga. Meauana BbKUBaeMOCTH — 97 MecsEeB.

B Il rpynny BitoueHs! 68 manueHToB. DTy IPYMIy COCTaBUIM OOIbHbBIE
B craguu C o knaccudukanuu J. Binet. BoapIIMHCTBO MAIMEHTOB OTHOCHIIUCH
k omryxoseBoit popme XJIJI mo knaccudukanuu A.M. Bopobrésa u coast. (1985
— 2000 rr). B 31y )€ rpynmny OblIM OTHECEHBI 6 OOJIbHBIX celne3eHOYHOU (op-

45



moit XJIJI, Bce GonbHBIE ¢ a0TOMUHAIBHON, KOCTHOMO3TOBOM M MPOIUMQOIIHN-
TapHOU (popmamu remo0bacTo3a, a Takxke O0JbHBIE, Y KOTOPBIX HA MOMEHT 00-
ciieIoBaHus ObUT IMAarHOCTUPOBAaH CUHAPOM PuxTtepa. Y Bcex manueHToB B aHa-
Jau3ax KpoBH auarHoctupoBaHa anemus (HB<100 r/i), y 33 — TpoMOOLIUTOTICHHS
(Tr<100 x 10%m). Jlns 2Toi rpynmsl XxapakTepHa HapacTaromas JuMQaaeHomna-
TUs (MUMGOY3JIbl JOCTUTATN 3HAYUTENIBHBIX Pa3MEpOB, ObUIN MJIIOTHOAIACTHYE-
CKOM KOHCHCTEHIIMH, CIIasHbI B KOHTJIOMEPATHI), TeNaTo- U CIUICHOMETalus, Mo-
SBJICHUE BBIPAKEHHBIX CHUMITOMOB OIYXOJIEBOM MHTOKCHUKAIIUM, YaCThl€ WH-
(beKIMOHHBIE OCIOXHEHHsI, Pa3BUTUE ayTOMMMYHHBIX OCIIO)KHEHHUH, 4acTO OT-
MeJanach TpaHcpopMalys B KpyITHOKICTOUHYO JuMdpomy. VY psima 60apHBIX 11
Tpynnbl ObUT OTMEYEH BBICOKUHN JIEHKOIIUTO3 C aTUMIMYHONW MOPGOIOTHEH TUM-
douuroB. Y Bcex Habmogasmmxcs npu nposeaeHun KT u OPTI cpenoctenus
OBLJIO BBHISBIICHO yBEIMYCHHE TUMpaTHdecKux y370B. CpemHuid Bo3pacT 00b-
HbIX |l rpynmer coctaBui 61,245,5 ner. Menuana BeDKMBaeMOCTH — 43 MecsIia.

ConytcTBytomnias natojiorus y 6oiasHbIX XJIJI npeacraniena B Tabmuie 3.

KonTtponphyto rpynny coctaBuinu 30 310pOBBIX JIFOAEH, IO BO3pacTy U
1oJ1y cooTBeTCTBYIOMMUE 00JIbHBIM XJIJI 1 00ciieI0BaHHbBIE AHATIOTUYHO.

Knunuueckasa xapakmepucmuxa 6poHX01€204HOI cUCHEeMbl
Y 0071bHBIX XPOHUYECKUM TUMPOICTUKOZOM

KinHnueckass xapakTepUCTHKa OpPOHXOJErOYHOM CHCTEMBl Y OOJBHBIX
XJIJT 6e3 conyrcrByroniedt XOBJI 3aBucena ot craguu 3abosneBanus. Y 00JIb-
HbeIX | rpynnel He ObuIM yBenuyeHbl nepudepuyeckue TuMdoysisl U, Mo JaH-
HBIM PEHTTE€HOJIOTMYECKUX MCCIIEOBAaHUM, HE BBISIBICHO YBEIWYEHUS JTUMQO-
y3JI0B B TPYJHOU NOJIOCTH. Y BCEX MALMEHTOB JAHHOW TPYNIIbI HHKHHUM Kpai
NEYECHU MaJbIIUPOBAJICS MO Kpar peOepHOM Iyru, cele3eHKa MajbNaTOPHO He
onpenensuiach. Y 3TUX OOJNIBHBIX TPyAHAs KJeTka ObLia MpaBWIBHOW (OPMBI,
o0e ee MoJIOBUHBI PABHOMEPHO Y4YacTBOBAJIM B aKkTe AblxaHus. [lepkyTopHO Hax
BCEM MOBEPXHOCTHIO JIETKUX ONPEAEISIICS SICHBIN JIETOYHBIN 3BYK, [IPU AYCKYJIb-
TallMU BBICIYIIMBAJIOCh BE3UKYJSIPHOE JbIXaHUE, TOOOYHbIE AbIXaTeIbHbIC IIY-
MBI OTCYTCTBOBaJH. Y 4 OOJBbHBIX C HAJTUYUEM COMYTCTBYIOIIEH HEIOCTATOYHO-
CTH KPOBOOOpAILIEHUS! B HYKHUX OT/eJaxX JIETKUX MPHU ayCKyJIbTallUl ONpeaess-
JU  BIAXHBIE MEJIKOMY3bIpYaThI€ XPHUIIbI, IEPKYTOPHO OTMEYATIOCH MPUTYILIE-
HUE JIETOYHOI'O 3BYKa.

V¥ 80 mauuentos |l rpynmnst (71%), Mo JaHHBIM PEHTT€HOIOTUYECKUX ME-
TOJIOB MCCIIEIOBaHUs, JUAarHOCTUPOBAIM YBEIMUEHUE OPOHXOIMYIbMOHAJIBHBIX U
MEIUACTUHAIBHBIX JTUM(OY3510B. OHAKO HU Yy OAHOTO OOJBHOTO HE ObLIO BbI-
SBJICHO KJIMHUYECKUX CUMIITOMOB CJIaBJICHUsS OpPOHXOB U JIETOYHOM TKaHH, 00Y-
CIIOBJICHHON YBETMYEHHEM JUMQOY3JI0B B IpyAHOM mojoctu. Y 61 GoiabHOTO
JMarHOCTUPOBAHO yBEJIMYEHHUE CENIE3EHKU W/WUJIU MEeUYEHH, HO HE ObLIO BBISBIICHO
KIIMHUYECKUX MPHU3HAKOB KOMIIPECCUOHHOTO cuHapoma. [Ipu ocmotpe y 82
6onpHbIX || rpymmel rpynHas kineTka Oblia nmpaBWIbHON GopMbl. Y 72 marueH-
TOB NPU MEPKYCCUU HaJ BCEU MOBEPXHOCTHIO JIETKUX ONPENEISICS SCHBIN Jie-
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TOYHBIM 3BYK, IIpH ayCKYJbTAallH BBICJIYHINBAJIOCH BC3UKYJIIPHOC IbIXaHUC, 110-
OOYHEIC AbIXAaTCJIbHBIC IIYMbI OTCYTCTBOBAJIM. V 10 OOJNBHBIX C HAJIUYHEM CO-
HYTCTBYIOHIeﬁ HCIJOCTAaTOYHOCTH KpOBOO6paIHCHI/I}I B HMOKHHX OTACJIaX JICTKHUX
IIpu ayCKYJIbTallUHW BBLICIIYIINBAJINCH BJIAJKHBIC MCIIKOITY3bIPYATbhIC XPHUIIBI, IICP-
KYTOPHO OIIPCACIIAIN IIPUTYIITICHUC JICTOYHOT'O 3BYKa.

Tabnuua 3.
Conymcmeywujue 3a00.1e6anus, eviasienuvle y 6onvnvix X1
3aboneBanue Ywuciio 60716HBIX % K 00IIeMy YHCITy
OOJIBHBIX
Nmemnueckas 00J€3Hb cepiia 141 61,8
CaxapHbIii quadet 40 26,3
SI3BeHHas 60Je3Hb KenyaKa U 22 9.6
12 — mepCcTHON KUIITKU
["acTput 70 30,7
MouekameHHasi 60J1€3Hb 30 13,2
XpOHUYECKUH NUENTOHEDPUT 35 154
XpOHUYECKUI TAHKPEATUT 69 30,3
ApTepualnbHasi THIEPTEH3US 114 50
XPpOHUUECKUN OPOHXUT 60 26,3
XOBJI 50 21,9
TyOepkyne3 nErkux 10 4.4
ConyTcTByOIIasi OHKONATOJIOTHsI 20 8,8
OcTeoxoHApO3 90 39,5

Ilpumeuanue: Tybepxynés nézkux u XpoHUuecKuu OPOHXUM OMHOCUNU K CONYM-
cmeyloujell namoaocuu 8 mex Caydasnx, Ko20a OHUu Obliu OUAZHOCMUPOBAHbL Pa-
nee XJI/I. Ilpucoeounenue smux sabonesanuii Ha ¢one XJIJI omnocunu x ezo
OCJIOHCHEHUSIM.

V¥ Bcex manuentoB || rpynmel nuarHocTUpoOBaHO yBeIHUeHUE TUMQaTH-
YECKUX Y3JI0B, B TOM YHCJIIe€ U B TpyaHOMN mojoctu. M3 Hux y 14, mo gaHHbIM
ouoricun nepudepudeckux JIUMEGOY3JI0B, JUATHOCTUPOBAH CUHIAPOM Puxtepa
(Tpancopmarus B KpymHOKJIETOUHYIO JuMpomy). OTHAKO KIMHUYECKUE TMPO-
SIBIICHUSI KOMITPECCUOHHOTO CHHIPOMa B TPYJHOW MOJOCTH (OBIIIKA, yIyIIbE,
KallleJab, 00JI€BOM CUHAPOM) ObLIIM OTMEUYEHBI TOJIBKO y 5 UEJOBEK C CHHAPOMOM
Puxtepa. ¥ 6 mauueHTOB celie3eHKa 3aHMMaa OOJbIIYI0 YacTh OpIOIIHOM MO-
noctu (cene3eHounasi hopma XJIJI), peHTreHOJIOTHYECKH Y 3TUX OOJIbHBIX JHa-
THOCTHUPOBAJIHM BHICOKOE CTOSIHHE KyToia Anadparmel. B TepMuHanbHON cTagnu
3a00JIeBaHUs TaKas CEJIC3eHKA BBI3bIBAaJIa KOMIIPECCHOHHBIN CHHIPOM B OpIOIII-
HOM TOJIOCTH, OTMEYAJIaCh KOMITPECCHUS TPYTHOM KJIETKH, YTO KJIMHUYECKU MPO-
SIBJISIIOCH OJABIIKOW. Y 12 OGOJIBHBIX B TEPMUHAIBHOM CTaauy 3a00JICBAHHS CO
3HAYNUTETHLHBIM YBEITUYCHUEM TICUCHH U CEJIE3€HKH, UMEBIIIUX TUIOTHYIO KOHCH-
CTCHITMIO, Pa3BWJIACh HEIOCTATOYHOCTh KpoBooOpamieHus. Kimauuecku 5To
MPOSIBISIOCH CKOTUICHUEM KUJAKOCTH B TUIEBPAJIBHBIX TMOJIOCTSAX (TpaHCCYIaT),
OJIBITIIKOM, KaIllIeM, aClIUTOM, OTEeKaMHU Ha HIKHUX KOHEYHOCTAX. [Ipu Hammuum
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KUAKOCTU B IUICBPAJIBHBIX ITOJIOCTAX Ha 30HOM MMOPAKCHUA IIJIICBPBI OIIPCACIIA-
JIOCh 3HAYUTEIBLHOE OCIabIeHue AbIXaHHWA U T'OJIOCOBOT'O APOXKAHUMA, IICPKYTOP-
HO — IIPUTYIINICHUC JICTOYHOI'O 3BYKa. V 10 OOJBHBIX B HUKHUX OTACHax JICTKUX
BBICJIYIIHBAJINCH BJIA’KHBIC XPHUIIBI.

Tabauya 4
Knunuueckue uzmenenusn oponxonezounoii cucmemsl y 6oavhvix XJUI1
MeTtobl Hccaea0BaHusl, Kaa00bl, CHMITOMBI | rpynna | |l rpynma Il
(n=48) (n=112) rpymmna
(n=68)
Kanoost 1. xarenn 7(7) 30(30) 21(13)
2. OfIBIIIKA 4(4) 40(30) 25(13)
3. yayuibe - - 3
AccuMeTpus TpyAHON KICTKH MPH TbIXaHUH - - 21
I'onmocoBoe npoxanue
1. 6e3 maTonoruu 48 72 7
2. ycuJeHue - - 5
3. ociabieHue - - 16
[Tepkyccus
1. SIcHbIi TIerovHBIN 3BYK HaJl BCCH 37 12 22
TIOBEPXHOCTHIO JIETKUX
2. [lputynneHne Jero9Horo 3ByKa 4 10 33
3. YcuiieHue Jero4Horo 3Byka 7(7) 30(30) 13(13)
AyckynbTanus
1. Be3uKyJsApHOE ABIXaHUE HAJl BCEH 37 12 22
TIOBEPXHOCTBIO JIETKHX
2. ocl1a0JICHHE JIbIXaHUs 7(3) 25(15) 33
3. )KECTKOE JIbIXaHUs 4(4) 15(15) 13(13)
XpHuribl 1. BnaxxHble 4 10 10
2. cyxue 7(7) 30(30) 13(13)
3. KpenuTanus - - 2
YBenuuenune muMEGOY3JI0B B TPYAHON MOJIOCTH 110 - 80 68
JAHHBIM PEHTTEHOJIOTMYECKIX METO/I0B
WCCIICIOBAHUS

Ilpumeuanue: 6 cxobxax ykazano xonuvecmso 6onvuwix ¢ XOBJI.

V¥ 21 nmaumenta Il rpynmst (9,2%), B TepMHUHAIBHON CTauu 3a00J1€BaHUS
JMArHoCTUPOBaH crnenupuyeckuii mumdonponaudepaTuBHbIN MIIEBPUT KaK MPO-
SIBJICHUE JIEHKEeMUYeCKOW WHQOWIBTPAIMU TUIEBPHl. [IpyM Hamu4IMM HavaabHBIX
NPU3HAKOB JUMGONpoarudepaTUBHOTO IJIEBPUTA KIMHUYECKAas CHUMIITOMAaTHKA
orcyTcTBOoBana. Ilo mepe ero mporpeccupoBaHUsl MOSABISUIUCH KIMHUYECKUE
CUMIITOMBI: ojibliKa (19 00nbHBIX), CHUXKEHUE Macchl Tea (21 00IbHOI), aHo-
pekcus (21 6ompHOI), Tuxopaaka (10 60pHBIX). boJb B TpyAHOM KIIETKE UCTIHI-
THIBAJIM TOJBKO 9 OONBHBIX JTUMGOTPOIUdEpPATUBHBIM IIJIECBPUTOM, OOJh OHH
XapaKTepU30BaIM Kak TYIyI U Howoiyto. [Ipu ayckynpTanuu JIETKUX Y TaKuxX
OOJNBbHBIX HaJ 30HOW MOPa)KEHUs IUIEBPBI OMPENEIsIOCh 3HAUUTEIbHOE OCiIal-
JI€HUE JAbIXaHUS, MEPKYyTOPHO — MPUTYIUIEHUE JIETOYHOTO 3BYyKa, OCJIa0JieHHe
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WJIU YCUJIEHUE T0JIOCOBOTO Jipoxkanusd. [Ipu cKomieHnu B mieBpaibHOM MOJIOCTH
OOJBIIOr0 KOJMYECTBA DKCCYNATa OTMEYAIOCh OTCTaBaHUE MOPAXEHHOTO Jier-
KOT'O MPH JIbIXaHUU.

Kontposnbnyto rpymnmy cocraBuin 30 310poBbIX Jrojaei. Bo 2-10 KoH-
TPOJIbHYIO TPYIITY BKIIOUEHO 25 O0JIbHBIX THEBMOHUSAMH.

DYyHKYUOHAIbHOE COCMOAHUE OPOHX0J1€204HOI CUCIEMbL Y NAUUEHM 08
C XPOHUUECKUM TUMPONENUKO30M De3 npucoeOuneHus 0o.ie3neil
0pP2aH06 ObIXAHUS

Dyukyus enewine2o Obixauusi ONpeNesIach ¢ MOMOINIbIO ammapara «Fu-
kuda» (SImoHus) W BKIIIOYANa CHUPOMETPHIO, KOMITBIOTCPHBIA aHAN3 TETIIH
«IOTOK - 00bEM». J1J1s aHaM3a BBISIBIICHHBIX HAPYIICHUA MCTIOIb30BAINCH KPH-
tepuu, paspadoranusie H.B. IlytoBeim u I'.b. ®enoceesiM. [Ipu orenke cru-
porpaduyecKkux mokazarejei BBIICISUIM 3 TUIA HAPYIICHUH BEHTHJIAIIMOHHOMN
bynkuun nerkux (B®JI): oOCTpYKTHBHBIN, PECTPUKTUBHBIA U CMEIIAHHBIM.
BrlpakeHHOCTh HapyIIeHUI BEHTWISALMU OIIEHUBANACh MO 3-X OaJIbHOM CH-
creme: ymMepeHHo (1 cremnenn), 3HAUUTENHHO (2 CTENeHb) U Pe3Ko (3 CTEneHb)
BbIpakeHHbIe HapymieHus (Kanaes H.H., 1975).

Jluacnocmuueckas gubpobponxockonus. Jlnsg onpeneneHuss UHTEHCUB-
HOCTH BOCHAJIMTENIBHOTO MPOLECCa CAUZUCTON 000JI0UKH Tpaxeru U OPOHXOB HC-
noip3oBas kpurepun Lemoine (1970) B mogudukammu .M. Jlykomckoro u
M.T'. Opiosa (1973), C.1. OBuapenko u coant (1998).

Jlazepnas oonnnepoéckas gproymempus NPOBOAUIACH HA JTA3€PHOM aHa-
nu3atope kanwuisipHoro kpoBotoka JIAKK-02 («JIA3BMAy, r. MockBa; peru-
cTpaunroHHoe ynoctoBepenre MunznpaBa Poccun Ne 29/03020703/5555-03 ot
11.09.2003). ITocnme BU3yaabHOTO OCMOTpa OPOHXHMAIBHOTO ACpeBa CBETOBOJI-
HBIM 30H] MpUOOpa C JJIMHHON BOJIHBI J1azepHOro u3nydeHus 0,63 MKM mpoBo-
UM yepe3 OMOTICHITHBIN KaHall (UOPOOPOHXOCKONA U MO KOHTPOJIEM 3PECHUS
yCTaHaBJIMBAJIN Ha CIU3UCTON 000J0uKe Ha 1,5 cM nucTampHee MIMophl TPaBOTo
BEpXHE0JIeBOTO OpoHxa (puc. 7). OG0CHOBaHHEM BBINICYKa3aHHOM JIOKAJIH3a-
[IUU SIBUJIOCH TO, YTO B MPABBIX OTJAENIaX OPOHXHUATIBLHOTO JIEPeBa OTCYTCTBYET
MyJbCcalys ao0pThl, KOTOPAasi MOYKET BHOCUTHh NMOMEXMU IPU 3aAMUCU JIOMILIEPO-
rpamMM, KpOM€ TOT0, MPABBIN TJIABHBIM OPOHX aHATOMUYECKH KOPOYE U IIUpE Je-
BOI'0, CJIEIOBATEIbHO YIPOIIAETCS YCTAHOBKA CBETOBOJA Ha CiM3UCTOM. Cwme-
nieHre Ha 1,5 ¢cM B JUCTaqbHOM HAMNpPaBJICHUU OT IIMOPHI BEPXHEIOJIEBOIO
OpoHXa SIBJIIETCS ONTHUMAaIbHBIM, TaK KaK B 3TOM Clly4yae 3amuch MPOU3BOIUTCS
Ha HEKOTOPOM YAQJICHUU OT MarucTpajibHbIX COCYJ0B MEKOPOHXHATBHBIX IITIOP
U BBICOKOW aKTMBHOCTH TYCCOT€HHBIX 30H, TAKUM OOpa3oM, CBOJSTCS K MUHH-
MyMy TIOTPEIIHOCTHA TpU HccienoBaHud. [Ipu maHHOW TomuKe obJerdaercs
duKkcarus 30H1a, TaK KaK YCTaHOBKA Ha IITIOPE 3aTPyAHEHA BBUIY BHICOKOU Be-
POSITHOCTHU €r0 «COCKAJIb3bIBAHUS». Y MAIMEHTOB, HAXOASIIUXCS B MOJOKEHUU
CuJisl, MPOU3BOAWIIN 3aAIMUCH JAOMIUIEPOrPAMM B TE€UEHUE 3 MUHYT IMPU MOMOIIU
MPUKIIAIHON KoMITbtoTepHO# nporpammel (LDF Bepcus 2.20.0 S07WL) ¢ BbIBO-
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JIOM KOJIMYECTBEHHBIX IMOKA3aTelIel Ha 3KpaH MOHUTOPA B PEXKUME PEATbHOTO
Bpemenn. (Jlangeimes FHO.C., u coast., 2005; Boiinexosckuit B.B. u coabr.,
2012). Ilpu aHamu3e IOMILIEPOrpaMM OLIEHHUBAIM CIIEIyOIIHe moka3aTenu: [IM
- MapaMeTp MUKPOTEMOLUPKYISIUU, G — CPeAHEe KBAJIPaTUYHOE OTKIOHEHHE
[IM, Kv — xoaddunment Bapuanmu, A3 — aMIUIUTyJla KoJeOaHUil B SHAOTEIH-
aIbHOM JUana3zoHe, AH — aMIUIUTyJa KojieOaHuii B HEHPOTreHHOM JMara3oHe,
AM — aMIUIMTY1a KoJeOaHUil B MUOTEHHOM Juana3one, AJ — aMIUTUTYJa KOJie-
OaHMil B IpIXaTEIHLHOM JHMana3oHe, AC — aMIUTHTY/a KOJIeOaHnid B KapIuaIbHOM
JMara3oHe, pacCUUTHIBAEMBIX € TOMOIIBIO  HEMPEPHIBHOTO  BEHBIIET-
npeoOpazoBanus. [[s moBeImeHus 3 HEKTUBHOCTH TOJTy9aeMbIX HAMU JTAHHBIX
cobmoganick ycnous cranpaptusanuu JIJI®, npemioxennasie European Con-
tact Dermatitis Society.

B r
Puc. 1. J/lazepnasa oonnnepoeckasa hproymempusn. A - 1a3epusvlil AHATUZAMOP
kanunnaproz2o kpoeomoka JIAKK-02 (HIIII «/lazmay, 2. Mockea), b- Beeoe-
Hue ceemogooa 6 duonculinwlii Kanan guopoopouxockona, B-I' —Ycmanoeka
C6emoB00a Ha CAUIUCH O 000710UKe NPABO20 6EPXHEN0.]1€8020 DPOHXA.
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Penmeenonocuueckue memoow ucciredosanus: 0030pHasi PEHTTEHOTPaA-
¢bus; noauno3uuMoHHas mupokodopmaTHas (iarooporpadusi OpraHoOB TPyAHON
KJIETKH, B TOM YHUCJIE€ B MOJIApHbIE (Pa3bl ObIXaHUA; 3JIEKTPOPEHTIEHOTOMOTpa-
bus (OPTT), komnwrorepHas Tomorpadus (KT).

3onanvrnasn peoepaghus neekux NMpoBoAUIACH O MeToauke E.A. @punep-
mana u JI.U. XKykoBckoro Ha amnmapare PEAH-131 (Poccus). Mcnonb3oBanuch
MPSIMOYTOJIbHBIE ANEKTPO bl 28 Ha 46 MM. HanoxeHue 31eKTpo0B: nepeaHue —
BEpPXHHE B MOAKIIOUMYHON OOJACTH MO CPEAHEKIIIOUNYHON JIMHUU, CPEIHUE B
TPEThEM MEKPEOCPUN MEXITY CPECIAMHHOKIIOUNIHOW W TIEPEAHETIOIMBIIICUHON
JUHUACHU, HWKHUE MEXIY CPEAUHHOINOAMBIIICYHON W IEPEAHENOAMBIIICYHON
JMHUEN Ha | CM BBIIIE OTHOCUTEIBLHOW MMEYEHOYHOU TYIOCTH, KOTOpAsk onpee-
JS7aCh MEPKYTOPHO; 3aJHUE — BEPXHHUE HAJ OCTSMHU JIOMATOK (BEpXHUU Kpail
AJIEKTPOJA BPOBEHb C BEPXHUM KPAaeM JIOMATKH), CPEJHUE HA YPOBHE HIKHEU
TPETH BHYTPEHHErO Kpas JIONaTKU, HI)KHKE Ha YPOBHE yIJia JIonaTtku. boiabHO
pacroyiarajicsi Ha CIMHE C MPUIIOHSATHIM TOJIOBHBIM KOHIIOM Toj yriiom 30°.
3ajHKe AMEKTPOIbl (PUKCUPOBAIUCH BECOM OOIBHOTO, MIEPEAHUE — BEPXHUE Me-
[IOYKAMHU C TIECKOM, OCTAJIbHBIE — PE3UHOBBIM PEMHEM. PeorpaMmy BEHTUIISALINU
3aMKCHIBAIIA MPU CIIOKOWHOM JBIXaHUU B peXUMe KaIMOpoBOuHBIN curnain 0,1
om = 0,25 cM, ckopocTh ABMkeHUs: Oymaru - 1 cm 6ymaru=10 mm B cek. Peo-
rpamMMa IyJibCalliy MPOU3BOAWIACH IIPH 3aJIEPHKKE IBIXaHUS, IOCIIE CITIOKOWHOTO
BbIZIOXA. BO Bpems 3anucu peorpaMm Benachk CHHXpOHHAas 3anuch OKI'.

[Ipy KOMMYECTBEHHOM aHajau3e peorpa@uuecKux KPHUBBIX, MOJTYYEHHBIX
HaJ| NIECThIO 30HAMU JIETKUX, YUYUTHIBAIUCH CIIEYIOUIUE MTOKa3aTenu: 1) dacro-
ta npixanua (Y1), 2) neixatensHbii 00beM peorpaduueckuii (JOp; Om) —
cpeaHsisi apudmeTuyeckass BEJIMYMHA aMIUIMTY]l HECKOJIBKHUX JIbIXaTEIbHBIX
LUKIIOB, 3) MUHYTHBIA 00bEM BeHTWIALUU peorpaduyeckuid (MOBp; OM/mMuH)
— npousBeaenue JIO u YJl, 4) peorpaduyeckuii mokasaTeib CUCTOIMYECKOTO
kpoBeHanosHenus (CKp; Om) — ammmutyna cucronudeckoit Bonbl, 6) UCC 1o
OKI'; 7) MuHYTHBIH TyNIbCaTOpPHBIA KpoBOTOK peorpaduueckuit (MIIKp;
Om/mun) — npoussenenre CKp u UCC, 8) nuactono — CUCTONUYECKUNA KO-
¢unment (JICK) — oTHOIIEHHE aMITTUTYAbI TUACTOJIMUECKON BOJTHBI K aMILIUTY-
JIe CUCTOJIMYECKOM BOJIHBI, B OTHOCUTEIBHBIX €IMHUIIAX, 9) nnTepBan Q-a — me-
puoa ot Hayazna 3yona Q nma OKI' mo Hayana mogpéMa CHCTOJIMYECKON BOJIHBI
peorpaMmbl mysbcanuu (cex), 10) cpeHssi CKopoCTh KPOBEHANOJIHEHUS JIETKUX
(CKK; Om/cek): otHomenne CKp k mepuoay MakCMMajabHOIO KPOBEHAIOJIHE-
HUs, 7) BeHTWISLIMOHHO-TIepy3uoHHoe oTHotieHue (BIIO) = MOBp : MIIKp.

Komnnexcnoe ynempaseykosoe ucciedoganue cepoya MpOBOAWIA HA aim-
naparax «Shimadzu» SDU 500 A u «Aloka» 650SSD (SInonus) B M-, B- u g0-
MIJIEPOBCKOM PEKHMaxX, C UCMOJIB30BAHUEM JATYMKOB C yactortou 3,5 ml1, u3
MapacTepHAJIbHOTO U AMUKAJIBHOTO JOCTYNOB IO CTaHAAPTHOM METOJUKE, C
OMpeieJICHHEM MMapaMeTPOB JIETOYHOM M LEHTPaIbHOW T'€MOJIMHAMUKHU: KOHEY-
HBII JUacToIndeckuil pazmep npasoro xkenynouka (KJAPmx), Tonumua Muokap-
na nepenHen crenku npasoro xkemynouka (IDK) B mmactony (TMIIChx), xo-
HeyHo-auactonnueckuii 00beM DK (KJIOrpx), KOHEYHO-CHCTOIMYECKH 00bheM
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IDK (KCOrx), ynapusiid uagexc [DK (YUnx), cepaeunsiii manexe [DK (CUk),
dpakius Beiopoca [DK (DPBipx), KOHEUHBIN CUCTOJIMUECKUN pa3Mep JIEBOTO JKe-
aynouka (JIDK) (KCPnx), koHeunslit auactonuueckuii pasmep JIK (KPix),
TonmuuHy Muokapaa 3annei crenku JDK B muacronmy (TM3Crx), KOHEYHO-
muactonmyeckuit 0obeMm JDK (KIOjx), xoHeuHo-cuctonmyeckuii oobem JDK
(KCOx), munyTHBIN 00beM kpoBooOpamieHus (MOjpx), yaapusiii oobem JIK
(YOmx), ynapusiit ungexc JOK (YUk), cepaeunsiit unaexc JOK (CUnx), dpax-
st BeIOpoca JOK (®Bjpx), ToNmUAY MEXIKETyT0YKOBOW MEPETOPOIKHA B THa-
croiy (TM2XKIIy). Cpennee naBnenue B nerounoil aprepuun (CplJIA) paccuu-
teiBas 10 popmyite A. Kitabatakae et. al. Hopmotii mokazatens CpIJIA cuwnra-
m 9 — 16 MM. PT. CT., O JIETOYHOU THUNEPTCH3UU TOBOPIIIA TIPHU MOBBIIICHUN
CpJTIA B ycnoBusix nokost 6osee 20 mm. pt. cT. (ABneeB C.H., 2007). Ouenka
JUACTOIMYECKON (DYHKIIMU MUOKap/ia MpaBoro U JEBOTO YKEeIyT0UYKOB MPOBOIU-
Jach MO aHaU3y CHEKTpa TPAHCTPUKYCIUIATIBLHOTO M TPAHCMUTPAIBHOIO J10-
NIJIEPOBCKOTO MOTOKOB. PacCUMThIBAIM MaKCUMAIBHYIO CKOPOCTh KPOBOTOKA B
a3y panHero (ObICTPOroO) IUACTOJMYECKOTO HAMOJHEHHUS MPaBOro >KEIyJA0uKa
(Etx), MakcuMagbHyI0 CKOPOCTh KPOBOTOKAa BO BpEMsI CHCTOJIbI MpEACEpInil B
a3y Mo3aHero JUaCTOIMYECKOTO HAMOJHEHUS MPaBOro Kelyaouka (Ark), Mak-
CUMaJIbHYIO0 CKOPOCTb KPOBOTOKA B (pa3zy paHHETo (OBICTPOro) TUACTOIUYECKOTO
HAIOJIHEHUSI JIeBOro kenyaouka (Emk), MakCUMaJIbHYI0 CKOPOCTh KPOBOTOKA BO
BpEMsl CHUCTOJIbI TIpeacepanid B ¢a3zy MO3JHET0 IUACTOIUYECKOTO HATOTHEHHUS
neBoro xenyaouka (Amx), oTHomenue E/A TDK u E/A JIK.

Iukgnoymempuss MpoBOAUIACH C IIEIBI0 MOHUTPHUPOBAHUS COCTOSHUS
GYHKIIMA BHENTHETO JBIXaHWS C OMNpPENCJICHUEM IMHMKOBOW CKOPOCTH BBIIOXA
(IIBC B n/MHH) B YyTPEHHHE YacChbl, BEYEPHHUE YAChl U BBIUYUCICHUEM CYTOUYHBIX
KOJIeOaHMIA.

IInesmomaxoepaghus BHIIOMHSNACH AJIS ONIPEACIICHUS BEJTMYUHBI OPOHXU-
QIBHOTO COMPOTHUBIICHUS C WCIONb30BaHHEeM IHeBMoTaxorpada Kazanckoro
HAyYHO-TIPOM3BOJICTEHHOTO 00beInHeHNs «MeaUHCTPYMEHTY.

DynKyuoHanvHoe cocmosiHue ouagpazmuvl ONPEAEISIN C TOMOUIBIO YIlb-
TPa3BYKOBOTO CKaHMpOBaHUs Ha ammaparax «Shimadzu» SDU 500A u «Alokax
650SSD (Anonwus) no meroauke O.A. Maxkaposoit 1 O.H. CussixoBoit (Cubs-
koBa O.H. 1997; Maxaposa O.A., 1998). VccnenoBanue npoBOIWIN C TTOMO-
IIbI0 YJIBTPA3BYKOBOTO CKaHepa. B TOpH30HTaTbHOM TMOJOXKEHUH OOJIHLHOTO
"7exxa Ha CrMHE" HATOIIAK MCCIeAOBaJICS MpaBbld Kynodl nauadparmel. Ilepso-
HaYaJIbHO MyTEM CAaruTTaJbHOTO M MOIMEPEYHOT0 CKAaHUPOBAHMS BEPXHETO Kpas
NIEYCHNU YCTAaHABIMBAIN MECTOIONIOKEeHHnEe nuadparmpl. OLieHUBaIN TONIIUHY H
dbopmy ee kymona. Haxoammm mpoekiuio, B KOTOPOH pacCTOsIHUE OT Kpasi rede-
HU J10 1radparMbel - MAKCUMaJIbHO. B 3TOM MpoeKIuu ¢ MOMOIIbI0 MapKEpPOB Ha
DKpaHe YJIbTPa3BYKOBOTO CKaHepa (UKCHPOBAIM TOUYKH KyIoja auadparMsl,
HamOoJiee OTCTOAIIME APYT OT APyra Ha BXOJE M BBIXOJE MPHU CIIOKOHHOM, a
Takke Tpu (HOPCUPOBAHHOM JAbIXaHUHU. V3MEpsiin pacCTOSIHHE MEXIy HUMHU.
(Iat. 2140768. Criocod ompeaesieHus: TOIIMIUHBI U 3KCKYPCHH Tua(parMbl C
MOMOIIBIO YIBTPA3BYKOBOTO CKAaHUPOBAHMS /I TUATHOCTUKU YTOMJICHUS JHa-
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¢dparmanbaoi Mbimmbl / CuBskoBa O.H., Maxapoa O.A.; Ne 96113301/14;
ormy0s. 10.11.1999, Bron. Ne 31 (IT u) — C. 247.)

Onpeodenenue KIU|C u 2azosoco cocmasa Kpou MPOBOIUIOCH MPHU TO-
MOIIM aBTOMAaTH4eCKOro razoBoro ananusatopa AVL-995 Hb (Asctpus). Orre-
HUBAJIUCH CJIEIYIONIUE MMOKA3aTeIN: aKTUBHOCTh BOJOPOAHBIX HOHOB (PH); map-
uajgbHOe JaBiieHue yriaekucnoro raza (PCOz); mapuuanbHOE 1aBJI€HUE KUCIIO-
pona (pOy); apTepualibHO-aIbBEOJSIPHAS Pa3HMIIA MAPIMATBHOrO naBieHus O3
(AaDOy);— Haceimenue remMoriioonna kuciaopoom (O sat); obriee comepikanue
KHCJIOPO/Ia, paCTBOPEHHOTO U CBsi3aHHOTO B KpoBH (O cont).

[Tpu npoBeaeHNM criuporpadudecKOro UCCISIOBAaHUS HAPYIIICHHS BEHTH-
asiioHHOM GyHKIMH nerkux (BOJI) mo oOCTpyKTUBHOMY U CMEIIAHHOMY THUIIAM
OBUIN BBISIBJICHBI TOJBKO y MAIIMEHTOB, JJIUTEIBHO 3JI0YIOTPEOISABIINX KYPEHHU-
em, auario3 XOBJI KoTopeIM ObLI BBICTABJIEH 3aJ0Jr0 10 MOSBICHUS MEPBBIX
npuzHakoB XJIJI (50 denoBek). Y ocTanbHBIX MAllUEHTOB, JIaXe MPU 3HAUUTEIb-
HOM YBEJIMYEHHH OpPOHXOIMYJIbMOHAIBHBIX JUMOY3JIOB, HE OBLJIO BBISBICHO
Hapymenuit BOJI npu npoenenuu cnuporpadum.

JIyist o1leHKU OpOHXHAJIBHON MPOXOJUMOCTH U €€ CyTOYHOTO MOHUTOPHU-
POBaHUS KCIIOIB30BATN MUK(IOYMETPHUIO, C TOMOIIBIO KOTOPOH U3MEPSIIN TH-
KoBYI0 ckopocTh Bbiioxa (IICB) B Teuenue 1 — 2 negens. Y 6onpubx XJIJI Bcex
rpynn nokazatenu [ICB cocraBnsiim B cpeaHeM 95% OT JOJKHBIX BEJIHYHH
ytpoMm u 100% Beuepom. Cytounsie konebanus [ICB He npeBsiianu moBTOps-
€MOCTH TECTa U COCTABIIUIN 10 5% MCXOIHON BEIINYNHEI.

[lokazaTenn OpOHXHAIBHOrO COMNpPOTUBIEHUs y OonpHbIX | (2,7%0,1
cM.Boj.cT/i1/c Ha Baoxe, 3,0+0,14 cm.Boa.ct/n/c Ha Bwimoxe) m |l (2,8+0,1
cM.BoJI.cT/11/c Ha Broxe; 3,0+0,11 cMm.Boa.cT/iI/C Ha BBIOXE) TPYNIT HE UMEIHU
JIOCTOBEPHBIX Pa3IMyuil MO0 CPAaBHEHUIO C aHAJIOTUYHBIMU MOKA3aTEJISIMU B KOH-
tpose (2,8+0,1 u 3,0+£0,06 cm.Boa.cT/a/c, cOOTBETCTBEHHO). Y OombHBIX |lI
IPyNIbl OTMEYEHO YBETUYCHUE OPOHXUATBHOTO COMPOTUBIIEHHUS IO CPABHEHUIO
¢ kouTposieM (3,4+0,11 cm.Boa.ct/n/c Ha BIoxe; 3,5+0,11 cM.Boa.CcT/1I/c HA BBI-
noxe; P<0,001).

Huarnoctuueckast pudpodpouxockonus (PbC) mposenena 60 0onbHBIM
XJUI, He 3noynotpebnsBmuM KypenueM u BHe nipucoenunenus bOJL (20 60mb-
HbIX | rpynmel, 20 6onbHBIX || rpynmer u 20 6oneubIx | rpymmen). ¥V Bcex 06-
cieoBaHHbIX B | rpymnmne umena Mecto OpOHXOCKOMMYECKash KapTUHA HOPMAaJTb-
HOTO TpaxeoOponxuanbHoro aepesa. Ho y 10 mamueHTOB OTMEUE€HA MHBEKIUS
COCY/IOB.

V¥ 10 6oapHbX |l rpynmel npu nposenennn ®bC nuarHOCTHPOBaH ABYX-
CTOpOHHUM IU(PGY3HBIA HIOOPOHXUT, WHTEHCUBHOCTH BocnayneHus (MB) |
creneHu. He oTMeueHo runeppeakTUBHOCTA OpPOHXOB. Y 3TUX OOJIbHBIX HE ObI-
JI0 KJIMHUYECKUX TposiBieHui Opouxuta. Y 10 marmuentos Il rpynmer guarno-
CTUPOBAaHA OPOHXOCKOMHYECKasi KapTHHA HOPMAIBHOTO TPaxeoOpOHXHAIBHOTO
nepeBa. Y 15 00JIbHBIX JaHHOUM TPYNIIBI OTMEUEHO MOJIHOKPOBUE U PACHITUPECHUE
COCYJIOB.
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VY 14 6onbubix |l rpynmer npu npoBeaennn GuOpOOPOHXOCKONUN THa-
THOCTUPOBAH JIBYXCTOpOHHUHN nuddy3Hbii s3H100poHxuT, B | — Il cTeneneit
(12 u 2 yenoBeka cooTBETCTBEHHO). He BBISBIIEHO TUIIEPPEAKTUBHOCTH OpOH-
XOB. JIuilb 4eTBepo OOJIbHBIX OTMEYAIM HE3HAYUTENIbHBIN Kallesb M0 yTpaM. Y
JPYTUX MAlMEHTOB HE ObUIO KJIMHUYECKUX CUMITOMOB OpoHXHTa. Y 6 maiueH-
toB Il rpynnbl nMena Mecto OGpoHXOCKONMMUYECKass KapTUHA HOPMAJIBHOTO Tpa-
Xe0OpOoHXHUaIbHOrO jepeBa. Y 16 OONbHBIX AMArHOCTUPOBAHO PACHIMPEHUE U
MIOJIHOKPOBHUE COCYI0B, uTO nipu XJIJI siBisieTcs npru3HakoM reMo0J1actos3a, a He
OpOHX0JIETOYHOI ATOJIOTUH.

Taxum o6pa3zoM, npu npoBeaeHun GuOPOOPOHXOCKOIIUYECKOTO UCCIE0-
BaHus y 60% O00apHBIX ¢ nporpeccupyromumM teuenueM XJUJI (40% ot oOuero
KojuuecTBa 00JbHBIX XJIJI) IUarHOCTUPOBAHO JIATEHTHOE TEYEHUE XPOHUYE-
CKOTO HEOOCTPYKTUBHOTO OPOHXUTA.

OHnobponxuanbHas Ouorncus BeinojsHeHa 10 manuentam | rpynmei, 10
6onbHbIM |l rpynmet u 5 6onpHBIM | Tpynmel. Tonuka B3siTHS OMONTATOB — HA
1,5 cM nucTanbHee IOphl MPAaBOr0 BEPXHEA0JIEBOro OpoHxa. Y manueHToB |
IpyMNIbl TUarHOCTUPOBAIM YMEPEHHYIO MPOIU(Epalnio Wik AUcTpoduro OpoH-
XUAJIBHOTO AMUTENUs. Y O0JIbHBIX HoOpokadecTBeHHON (hopmoit XJIJI He ObLIo
BBISIBJICHO JInMQouaHoi uHbumsTpauu OpouxoB. Y 6onpHbIX |l u Il rpynm
IPpU THUCTOJIOTMYECKOM HCCIIEOBAHUM OHOINTATOB OMPENEISUIM MPU3HAKH XPO-
HUYECKOTO BOCIAJIEHUs, OTEK, aTPO(PUIO CIM3UCTON 000JOUKH OPOHXOB, YaCTO
OTMEYajach 04aroBas IJIOCKOKJIETOYHasl MeTariazus snurenus. [loa 0a3anbHOM
MeMOpaHOi BBIABISUIA JUDPY3HYIO JTUMPOLUTAPHYIO MHYUIBTPALUIO pa3HOU
CTENEHU BbIpaXXEHHOCTU. B Oonbiield creneHn aumpouaHas HHYUIbTpaLuUs
ObL1a BeIpaxkeHa y 6osibHbIX || rpynmbl.

VY nauueHToB | rpynmbl oTMeudanach HE3HAUMTENbHAS IUJIaTalUs Karuii-
JISIPOB, TIOJTHOKPOBUE apTepUOII, KaMLISIpoB U BeHyI. Y Oonbubix XJIJI B cTa-
Tuu A He ObLIO BBISBIECHO JIEHKOCTa30B B COCYJIaX MUKPOLUPKYJIATOPHOTO pyc-
na OponxoB. Y 6ombHBIX || rpymnmbl oTMeueHa pa3HOM CTENEHU BBIPAKEHHOCTH
JUaTalys | MOJHOKPOBHUE apTepUOJI, KaMWLIISIPOB U BeHyN. Y 6 GonbHbIX I
IpYyNIbl B COCYAaX MUKPOLUUPKYISATOPHOTO pycia OTMEYAIUCh CKOIUICHUS JINM-
doruToB ¢ 0OpazoBaHueM JielikocTa3oB. Y OonbHBIX |l rpymnmel Takke auarHo-
CTHpOBaHa Pa3HOM CTENEHM BBIPAKEHHOCTU IUJaTallls apTepuol, KaluUIIpoB
U BeHyN. Y Bcex narueHToB |l rpymmbl AguarHocTupoBanbl JEHKOCTa3bl B COCY-
JaX MUKPOLIMPKYJISTOPHOTO pyca.

C uenpro U3y4yeHUs MUKPOTEMOIMPKYJISALNHA B MPOKCUMAJIBHBIX OTIENax
OponxuasibHOTO JepeBa 25 6onbHbIM XJIJI Obla mpoBeaeHa SHA00OPOHXM ANIbHAS
nazepHas gonruiepoBckas daoymerpus (JIJID). PesynbTaThl cOMOCTaBISIUCH C
naHHBIMA 20 YeTOBEK W3 KOHTPOJIHOHM TPYMIbI, KOTOPHIM OBUIH MPOBEACHBI
ObC u JI/I®. ITo nanubm uccnenoanus, y 6oapHbx XJUJI B mporiecce omyxo-
JIEBOM MPOTPECCUU PETUCTPUPOBATHUCH PA3TUUHbBIE IO XapaKTepy U CTEIEHH BbI-
PaKEHHOCTH HapyUICHHUs] MUKPOLMPKYISTOPHOTO KPOBOOOPAIIICHHUS.

Meton JIA® ocHOBaH HA 30HAUPOBAHUMU TKAHM JIA3€PHBIM M3JIyUYCHUEM U
nocneayromeil 00padboTke OTpaXKEeHHOTO OT TKAHU U3JIyUYEHHUSI B COOTBETCTBHUHU C
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nonmiaepoBckuM 3ppexkrom. O0beM 30HaMUpyeMon TkaHu B Metoxae JIJID ompe-
JIEJISIeTCSl TEOMETPUEH M ONTUYECKUMU MapaMeTpaMu CBETOBOTO 30HA. AMILIU-
TyJla OTPAXXEHHOTO cUTHajIa (GOPMUPYETCS B Pe3yibTaTe OTPAKECHUS U3ITyUCHUS
OT PPUTPOLIMTOB, IBIKYIIUXCS C PA3IUYHBIMU CKOPOCTSAMH U IMO-Pa3HOMY KO-
JMYECTBEHHO PACIPECICHHBIX B apTepUoJiax, Kamwuisipax, BEHyJax U apTe-
PHOJISIPHO-BEHYJIIPHBIX aHacToMo3ax. Takum oOpazom, [IM ompexnenser uzme-
HEHUE TMOTOKa KPOBH B €JIMHUIY BPEMEHHM B 30HIUPYEMOM OOBEME TKaHU U
npeacTaBiieH ciaeayronmM BeipaxxkeHueM: [IM = K x Nap xVcep; raoe: [IM — na-
pameTp MukporeMmonupkyisinuu, K — koaddunment nponopruuonainsHoctH, (K
= 1), Nap — KoIH4YeCTBO IPUTPOIHUTOB, VCp — CPEIHSST CKOPOCTH IPUTPOIIMTOB B
sopaupyemoM oobeme (Kpynatkun A.U., Cumopor B.B., 2005). CHmxkeHue 110-
kazareneit [IM MoxkeT ObITH O0YCIIOBIIEHO M3MEHEHHEM KOJHuecTBa (OopMeH-
HBIX 3JIEMEHTOB KPOBH M CKOPOCTH HX JIBHJKEHHSI B MUKPOCOCYAaX 30HAUpYE-
Mot oOmactu. Ilpu XJIJI HapymieHusM MHUKPOTEMOIUPKYJISIHUH B JIETKUX H
OpoHXaX, HECOMHEHHO, CHOCOOCTBYIOT CKOIUIEHHS JUM(OLMTOB B COCyJax
MEJIKOTO KanuOpa W aHeMHUYeCKHil CUHApPOM. UTOObI MaKCUMaIbHO CHHU3UTH
BIUsiHUE aHeMuu Ha mnokazatenu [IM, y Goneubix |l rpynmsr (ctagus C, mo
kinaccudukanuu J. Binet) anemMudeckuii CHHIPOM OB KYIIMPOBAH JI0 MPOBEIC-
HUS UCCJIEeIOBaHMs. YPOBEHb reMorioonHa npu nposeaeauu JIJID Obu1 HE HU-
xe 100x10%n, comepxanne sputpouutoB He MeHee 3x10%m. Takum oGpazom,
MONBITAIUCH YCTAHOBUTH CHUYKEHHE CKOPOCTH JBHXKEHHSI SPUTPOLIMTOB B MUK-
pococynax, uro npu XJIJI B mepByto odepeb MOKET ObITh 00YCIIOBIICHO HaJIU-
YUEM COCYJUCTBIX CKOIJIEHUH JTUM(POIIUTOB.

[Ipu npoBenennn gaHHoro uccienoBanus OosbHble XJIJI OblTu paszgene-
HBI Ha JBe moarpynmsl. Ilpu neiikomurose Gomee 50x10°%1 3HaUMTENBHO BO3-
pacTaeT pUCK pa3BUTHUS JIEKKOCTA30B B COCYJaX JIETKHX, IIPH JICUKOLMTO3€E 0O-
nee 200x10%n nelikocTasel passuBarorcs mouru seerna (Cokxomnos A.H., Tan-
crsaa .M., CaBuenko B.I'., 2007). B nepByto moarpymmy BkjiarodeHo 10 0601b-
HBIX ¢ I0OpokauecTBeHHBbIM TeueHueM XJIJI (u3 | rpymrbl), TedKoMUTOo3 B Tie-
pudepuueckoil KpoBU y KOTOPHIX He npebiman 50x10%m. Bropyro moarpymimy
coctaBmm 15 6onpHBIX U3 |l 1 Il rpynm, ¢ ypoBHEM JeitkoruToB B niepudepu-
ueckoil kpor oT 100 1o 850%10%/1.

[Tokazatenp mapamerpa mukpouupkyisinuu (IIM), xapakrepusyronuit
cocTostHue nepdy3un TKaHeH, TOCTOBEPHO YMEHBIIAICS IO Mepe POrpeccrupo-
Banust XJUJI u yBenuueHus JIeWkouTo3a B nepudepudeckoi Kporu (Tadi. 5). ¥V
OOJILHBIX MEPBOM MOATPYIIbI MOKa3aTeab [IM, HECMOTps Ha €ro CHUXEHUE y
HEKOTOPBIX OOJIbHBIX, B LIEJIOM JOCTOBEPHO HE OTIMYalcs OT nokazarens [IM y
3I0POBBIX JIHI. Y OOJBHBIX BTOPOM MOATPYIIIBI JUATHOCTUPOBAHO 3HAYUTENb-
Hoe cHmxeHue [IM (Tabauma 5). YcraHoBiena oOpaTHasi KOppPENSIIIMOHHAS
CBSI3b MEXKIY YPOBHEM JeHKoiuTo3a u cHmwkenuem IIM (r = - 0,75, P<0,01),
MEXIy JUTMTEIILHOCTRIO 3a00eBanus u camkenueM [IM (r = - 0,6, P<0,05).

3HaueHMs cpeHero KBajapaTtudyHoro oTkioHeHus [IM (o), oTpaxkaroiiero
COXPaHHOCTh MEXAHW3MOB PETYJISIIUA KPOBOTOKA B MUKPOIUPKYISATOPHOM PyC-
Je, y OOJIbHBIX 00€MX MOATPYII HE OTIUYAIUCH OT MOKa3aTesst KOHTPOJis (Tad-
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muna 5). Koaddumuent Bapuaruu (KV), xapakTepu3yroniuii 3aBUICUMOCTh TIep-
¢by3un TKaHU OT MOAYJSILIMUA KPOBOTOKA, MOBBIIIAJICS B MPOIECCE OMYXO0JIEBOU
MPOTPECCHM W BO BTOPOM MOATPYNIIE 3HAYUTEIBHO MPEBBIMIAT KOHTPOJb
(P<0,001) (Tabmuua 5).

[Ipu ananu3e PUTMUYECKUX COCTABIISIIONIMX KoJieOaHUM KpOBOTOKA HE
OTMEUEHO JIOCTOBEPHBIX pa3iIuuuid Kosebanui B D-auana3zoHe y 6oabHbIx XJLJI
Bcex mnoarpyni (P>0,05) (tabnuna 5). Konebanus B 3-auarna3oHe Ha JOIUIEPO-
rpaMmax OOYCJIOBJIEHBI METa00IMYECKOW aKTHBHOCTBIO 3HJIOTENHS COCYAOB, a
UMEHHO BbIpaOoTKOl okcuaa azora (Kpymatkun AWM., Cupopos B.B.). Ilo-
CKOJIbKY HE JMarHOCTUPOBAHO HAPYUICHHM HHIOTENUANbHBIX KOJIeOaHUl y
oonpHbIX XJIJI, cnenan BeIBOJ 00 OTCYTCTBUU 3HAYMTENBHBIX HAPYIICHUN Me-
Ta0OJIMYECKONH aKTUBHOCTU HIOTENHUSI COCYA0B MHUKPOLUPKYJIATOPHOTO pycia
pu 3TOM 3a00JIEBaHUU.

AMrutyasl konebanuii B H-nuanazone (0OyclIOBIEHHBIE CUMITaTUYe-
CKMMU BJIMSIHUSMH Ha TJIQJIKOMBIIICYHbIE KIETKH apTEPUOJ U apTEPUOJIOBEHY-
JSIPHBIX aHACTOMO30B) U B M-nHana3oHe (XapakTEepHU3YIOIIUE COCTOSHUE MBbI-
HIEYHOTO TOHYCA MPEKANUUISIPOB, PETYJIUPYIOLIEr0 MPUTOK KPOBU B HYTPUTHB-
HOE PYCJI0) HE UMEJIH JOCTOBEPHBIX Pa3InUMid ¢ KOHTposieM (Tabiuia 5).

AMIuTy bl Kosebanuil B J[-nuanasone y OOJIbHBIX MEPBOM MOATPYIIIHI
HE UMEIU JOCTOBEPHBIX PA3IMYMIl 10 CPABHEHUIO C MOKA3aTEJsIMA KOHTPOJIS,
BO BTOPOM NOArPYIIE OTMEUYEHO CHWXEHUE aMIUIUTyAbl Kojiebanuss B JI-
nuamnazone (P<0,05) (tabnuna 5). YMeHbllIEHUE aMIUIATY]] AbIXaTEIbHBIX BOJIH
OOyCIJIOBJIEHO HEJOCTATOYHBIM MOCTYIUIEHUEM KpPOBU B BEHYJbI, YTO MOXKET
OBITh CBSI3AHO C HAJIMYMEM JIEUKOCTa30B y 0onbHbIX XJIJI Ha mo3gHuX 3Tamax
OIyXOJIEBOM ITPOTPECCUM.

Tabnuya 5.
Cpaenumenvhaa xapakmepucmuka nokazamenei JI/® ¢ npokcumanoHwvix
omoenax Oponuxoe y 300poevix auy u 60avHoix X1

[Tokazarenn KimHuyeckue rpynbl
Kontpons bonbensie XJJI ¢ nen- bonbnsie XJUI ¢ neu-
(n=20) KOITUTO30M B Tiepude- KOITUTO30M B Tiepude-
PUYECKOU KPOBHU pUYECKON KPOBU
<50x10%mn (n=10) >100x10%m (n=15)
IIM, ITIE 82,3+5,3 63,85+7,7 26,8142 5%***
o, [IE 10,7+0,5 12,4+0,7 9,21+0,7
Kv, % 13,8+1,2 2043 33,2344, 7% **
An, 11E 3,9+0,4 2,9+0,3 4,07+0,35
Amn, I1E 3,240,7 2,84+0,22 4,5+0,44
Awm, [1E 3,6+0,8 5,7+0,7 3,8+0,3
An, I1E 3,7+0,5 3,73+£0,25 2,5+0,2%
Ac, I1IE 3,4+0.4 3,24+0,25 2,18%0,18**

Ilpumeuanue : OocmogepHOCHb pasiuyull NO CPAGHEHU0 C KOHmpoaem - *

<0,05, **<0,01, ***< 0,001
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Amruutynel konebanuii B C-nIuama3zoHe CHUKAINCh B MPOIECCE OIMyXO-
JIEBOW MPOTPECCHH, B IEPBOM MOATPYIIIE OHU HE UMEIIH JOCTOBEPHBIX Pa3InYuil
[0 CPAaBHEHUIO C KOHTPOJIEM, BO BTOPOM MOATPYIIIE MMOKA3ATENN KapAUaIbHbIX
BOJIH yMeHbIanuch (P<0,01). YMeHblieHne 3HaUeHUN KapIuaibHBIX BOJH CBH-
JETEIIbCTBYET O CHI)KECHUU NPUTOKA apTEPUATIBHOW KPOBH B MHKPOLMPKYIIS-
TOPHOE PYCJI0, YTO MOXKET OBITh O0YCIOBICHO HAIMYUEM COCYIUCTBIX CKOILIe-
HUU JTUM(OIUTOB, B pAJie CIy4yaeB MOJHOCTHIO MEPEKPHIBAIOIIMX MPOCBETHI
MEJIKHUX COCY/OB.

BrIsiBeHBl  1OCTOBEpHBIE OOpaTHBIE KOPPEISLMOHHBIE CBSI3U MEXKITY
YPOBHEM JICUKOINTO3a B TIepuepruIecKoil KpOBU U CHIDKCHHEM KosieOanuii B /1
n C — auama3oHax (cooTrBeTcTBeHHO I = - 0,64, P<0,01 u r = - 0,68, P<0,01),
MEXIY JJIMTEIbHOCTBIO 3a00JIEBaHMsl U CHIKeHHEM Kojebanuil B [l u C — nua-
na3oHax (cooTBeTcTBeHHO I = - 0,52, P<0,05 u r = - 0,56, P<0,05).

MoxHo caenaTh 3akiatoueHue, uro y 0oapHbIX XJIJI B mporecce omyxo-
JIEBOM IPOrpeccud B OOJbIIEH CTENEHW M3MEHSIOTCS MOKa3aTeNH, XapaKTepu-
3ytoiue naccuBHble paktopsl JIID-rpaMMel (BbI3bIBAIONINE KOJIEOAHHS KPOBO-
TOKa BHE CHCTEMbl MUKPOIMPKYJISIIUN) — aMIUTUTY 1Bl KOJIEOAHUN B CEPICUHOM
Y JbIXaTeIbHOM JHana3oHax (MyJbcoBasi BOJIHA CO CTOPOHBI apTepUil U MpuUca-
CBIBAIOILIEE JICHCTBUE «JBIXaTEIBHOIO HACOCa» CO CTOPOHBI BEH). DTH KoJyeha-
HUS paclpOCTPAHAIOTCS ¢ KPOBOTOKOM B 30HIUPYEMYIO 00JIaCTh, TaK KaK MUK-
POLIMPKYJSTOPHOE PYCIIO, SBIIAIOIIEECS] COCTABHOM YacThbIO CUCTEMBI KPOBOOO-
palieHusi, TONOrpapuUecKy pacloOKEHO MEXIAY apTepUsIMU U BeHaMH. Takum
oOpa3oM, y 6osbHbIX XJIJI Ha MO3MHUX 3Tanax OMYyXOJIEBOW MPOrPECCHUU CHU-
YKAETCS MPUTOK apTePUATIBLHON KPOBU B MUKPOLMPKYIISITOPHOE PYCIIO U €€ OTTOK
B BEHYJIbl BCJIEICTBUE HANMYMS JIeKocTa3oB. [loka3aTenu akTUBHBIX (PaKTOPOB
KOHTPOJISI MUKPOLIMPKYJISIUU (HEMOCPEICTBEHHO BO3IECUCTBYIOIIMX HA CUCTEMY
MUKPOIUPKYJISIINN — aMIUTUTYABI KoJiebanuit B D- H- u M- nuamnasonax), Mmojy-
JMPYIOIINX MOTOK KPOBU CO CTOPOHBI COCYIHCTOM CTEHKH M PEATU3YIOIIHECS
4yepe3 €€ MBIIICYHBIA KOMIIOHEHT, U3MEHSIOTCS B TOPa30 MEHBIIEH CTEIEHHU.
OnHOM U3 IPUYUH ITOTO MOXKET CIIYXKHUTh TOT (paKT, UYTO aKTUBHBIE MEXaHU3MbI
CO3/1al0T TIONEpeyYHble KoeOaHUs KPOBOTOKA B pe3ysibTaTe 4YepeloBaHUs CO-
KpalleHus U pacciaabaeHus] MBI COCYJ0B (CMEHSIONIUE APYT APYyra 3MH30]1bI
Ba30KOHCTPUKIIMM M Ba30JMJIATAllN); TACCUBHBIE (DaKTOPHI OPTraHU3YIOT IMPO-
JI0JIbHBIE KOJI€0aHMsI KPOBOTOKA, BEIPAKAIOIIHMECS B IEPHUOJUUECKOM U3MEHEHUU
o0beMa KpOBU B COCYJIE; B apTEPHOJIaX XapaKTep U3MEHEHUs1 00bema onpeaes-
€TCsl MyJbCOBOM BOJIHOM, B BEHyJIaX — padO4YUM PUTMOM JIbIXaTE€JILHOTO Hacoca
(Kpymatkun A.U., Cunopos B.B., 2005). JIekocTa3sl B MEJIKAX COCYIaX JIETKHX
1 OpOHXOB, UMEIOIMECS Yy 3HAUUTEIBLHOTO KoynyecTBa 001bHbIX XJIJI, B 601b-
HIeil CTeNeHH NPENnATCTBYIOT MPOAOIbHBIM KOJIEOAHUSAM KPOBOTOKA.

Bcem GonbHBIM, y KOTOpBIX Tipu npoBereHun OBC Obin BhIsIBICH MU (-
Gby3HBII SHTOOPOHXUT, TPOBOJUIHNCH JIeYCOHBIE MEPOTIPUSATHUS: aKTUBHAS ACTIH-
patusi CoAep>KUMOro OPOHXOB, CEJIEKTUBHBIN / TOCErMEHTApHBIN JlaBaX C pac-
TBOPOM JUOKCHJINHA, MECTHOE BBEJICHHE aHTHOMOTHKOB U T.A. Uepes 2 — 3 He-
JIeNIN TI0CJIe Hayalla JIeYeHUsl 3TUM OOJbHBIM MMOBTOPHO MPOBOJIUIM 3HI0OPOH-
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xuanpHyto JIJI®. V3MeHeHuss MUKpOLHUPKYJIATOPHOIO KPOBOTOKA B CIM3UCTOU
MPOKCUMAJIBHBIX OpoHXO0B y 00abHBIX XJIJI mocie HopMmanu3auuu OPOHXOCKO-
MUYECKON KapTUHBI COXPAHSIIUCH, YTO OOBSICHAETCS MOP(OIOTHYECKUMU U3ME-
HEHUSIMU B COCY/IaX MUKPOIUPKYJIATOPHOTO pycia y 60iabHbIX XJIJI.

Hapymenne MHKpOTEeMOLMPKYJISIMUNA TPUBOJUT K PA3BUTHUIO THIIOKCHU
TKaHel, HapyIIeHHI0 OOMEHA BEIIECTB B KJIETKAX CIU3UCTON 000JI0YKH OPOHXOB
U Hapsy C BBIPQKEHHbIM  BTOPUYHBIM WMMYHOAECPHUIIUTOM CIIOCOOCTBYIOT
BO3HMKHOBEHHUIO BOCHAIUTEIBHOTO Mpolecca B Oponxax. Hapymienue mMukpo-
TEMOLIMPKYJSILUNA MOAIEPKUBAET BOCHAIUTEIBHYIO PEaKUUI0 B OpOHXax, CIIO-
COOCTBYET €€ PelMINBUPYIOIIEMY TEUEHUIO, Pa3BUTHIO HApYIICHUN ra3000MeHa
U Hed((HEeKTUBHOCTH aHTHOakTepuaiabHOU Tepanuu. Y 60% OONBbHBIX C MpO-
rpeccupytonum TeuenueM XJUI (40% ot obmiero konmuuectBa 6ombHbIX XJ1JT)
npu nposeneHnd OBC nuarHoCTUPOBAaH BOCHANIMTENBHBIN Mpoliecc B OpOHXax
HE UMEIOLINN BBIPAKEHHBIX KIIMHUYECKUX MPOSBICHUN. Tem He MeHee, Han4ne
XPOHMYECKOT0 04yara MHPEKIUN MOXKET CIOCOOCTBOBATh PA3BUTHUIO THEBMOHHUU
y 607bHBIX ¢ nporpeccupyomuM teueHueM XJIJI. YuuTsiBast cka3aHHOE BBIIIIE,
00JBHBIM ¢ MporpeccupyomuM tedenrem XJ1JI npu orcyTcTBUM MPOTUBOIIOKA-
3aHUU PEKOMEHJIyeTCs IMPOBEACHUE IUArHOCTUYECKON OpPOHXOCKONHU U MpH
HAJIMYUU BOCTIAJIUTENIHOTO Mpoliecca B OpoHXaxX Ha3HayeHHUeE JIe4YeOHbIX MEpo-
MIPUATHH.

Hanuune BocnalMTensHOTO Mpolecca B OpOHXaxX HapsAy C UX JEHKEeMH-
YecKOM MH(UIbTpanuen crnocoOCTBYET MOBBIIEHUI0 OPOHXMAIBHOTO COMPO-
tuBsieHns y 00abHbIX XJUI 1 rpynmsr.

Hapymenue nokasareneil MHUKpPOT€MOLMPKYJSILIMM PETUCTPUPYETCA pa-
HEe, YeM NOSBJISAIOTCA KIWHUYECKHE TPU3HAKA WM CHUMIITOMBI MOPaXXEHUS
OpOHXOJIEroYyHOW cHucTeMbl. TakuM 00pa3oM, HM3y4EeHHE 3HAOOPOHXHUATBHOU
MUKPOTEMOLIMPKYJISIMA MOXKET CIIOCOOCTBOBATH NMPOTHO3UPOBAHUIO BO3HUKHO-
BEHUSI BOCTIAJIUTEIIHLHBIX 3a00JIeBaHU OpOHXO0JIeroYHOM cucteMbl ipu XJUJL.

N3yvanoce Takke BIUSHHUE MPOBOJAUMOM IUTOCTATUYECKOM TEpanuy Ha
noKasaTesid MUKporeMouupkyssiiuu y 6onpHbeix XJUJI. B HacTosiiee Bpems y
O0NBHBIX C TporpeccupytomuM teuenueM XJIJI mpu oTCyTCTBUU TSHKENON Co-
MyTCTBYIOIIECH MAaTOJIOTUU M AyTOMMMYHBIX OCJIOKHEHHMI Teparnuen Bbioopa siB-
JISIIOTCSI IPOTOKOJIBI, cojiepskaiue ¢uryaapabun (MoHotepanus (irygapaOuHom
WU ero KoMOWHaIuu ¢ nukiaodochanoM, puTyKCUMabOM, MUTOKCAHTPOHOM).
Hcnonb3oBaHue 3THX MPOTOKOJIOB MO3BOJIAET B OOJBIIMHCTBE CIy4yaeB JOOUTh-
Csl IOJIHOW WJIM YaCTUYHOM pemuccuu 3a0osieBanusi. OTHUM U3 KPUTEPUEB TOJI-
HOM PEMHCCHU SIBIISIETCSA CHIDKEHME KoaudecTBa JuMoruTos < 4,0x10%m, ga-
CTUYHOU pemuccuu ymeHblieHue Ha 50% konnyecTBa JIUMQPOLMUTOB niepudepu-
yeckoii kpou (Cheson B.D., Bennet J.M., Grever M., 1996). V 6onbabix Il u 111
Ipyni, OpOJEYEHHBIX MO JAHHBIM MPOTOKOJAM, NOCJIE HOPMAIM3alUu KOJInYe-
CTBa JICUKOIIUTOB MOBTOPHO MPOBOIWIN dHI00poHXxuansuyto JIJID. V Bcex oT-
MEYaJIOCh 3HAYNUTENIBHOE yilyulleHue nokasarener 1M, Ho HU B 0qHOM ciry4ae
nokasaresnu [IM mosHOCThIO HE HOpManM30BalduCh. OTMEUAIOCh TAKKE YIyd-
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nieHre (HO He HOpMalIM3allysl) aMILTUTY]] KoJeOaHul B IbIXaTEIbHOM U CEepAeU-
HOM Juana3oHax (tabnwuia 6).

CoxpaHeHue HapylieHUN HSHAOOPOHXUATBHOW MUKPOTEMOIUPKYISIIUU
npu XJIJI nocnie TOCTHKEHUS TMOJTHOW PEMHUCCHM, OOBSICHAETCA MOJIUITHOJIO-
TMYHOCTHIO (DAKTOPOB, BIMSIONIMX Ha TOKA3aTeld MHUKPOTEMOUUPKYIISIUU.
Kpome neiikonnro3a 1 aHeMUH Ha CHIXKEHHUE TTapaMeTPOB MUKPOTEMOLUPKYIIS-
MU OKa3bIBAIOT BJIMSHUE HAPYIICHHUS FeMOCTa3a, COCTOSTHUE SHIOTENUs COCy-
JIOB, PETYJISIIUSA TKAHEBOT'O COCYJIUCTOrO TOHyca, nokaszareau pH u pO,, ropmo-
HabHBIN (oH U npyrue dhakropsl (Kpynatkua A.U., Cugopos B.B., 2005).

Tepanus xi0pamMOyLIHIOM B HACTOSILIEE BPEMS PAaCLIEHHBAETCS KakK Mall-
JIMATUBHOE JICYEHNUE U IIPUMEHSIETCA B CIydasX CIIOKOWHOro teueHus B-XJII y
NOXKHWJIBIX OOJIBHBIX C HEOJIArompusATHBIM COMAaTHYECKMM cTaTycoM. llomHoii
pemuccun XJIJI nmpu nedeHnn xiopamMOyIIUiIoM HUA B OJHOM CiIy4ae JOCTHYb HE
yAAJIOCh, JIGUKOIIUTO3 COXpaHsUICsa. Y MOJy4YaBIIUX JEUYEHHE PTUM MpernapaTom
He OBLJIO CYIIECTBEHHOTO YIYUIIEHUs MTOKa3aTelield MUKPOTeMOIIMPKYJISIIUU.

[TperMyIeCTBOM COBPEMEHHBIX MpoTOoKojoB xumuotepanuu XJIJI (FC,
FCR, FCM, R-FCM wu np.), npu npuMeHEHUU KOTOPHIX MOSBUIACH BO3MOXK-
HOCTh JIOCTHKEHHS TOJHBIX PEMHUCCUN, KPOME 3HAYUTEIBHOTO YMEHBIICHUS
OIYXO0JIEBOM MACCHI SIBJIIETCS YIYUYIIEHHUE TTOKa3aTeIeH MUKPOTEMOLIUPKYIISIIUN
B coCyJax OpOHXOJIErOYHOW cucTeMbl. BoccTaHOBIEHHE MHKPOT€MOLUPKYJIS-
TOPHOT'O KPOBOTOKAa CIOCOOCTBYET YIYYIIEHUIO TPO(QUKH TKAHEH W COOTBET-
CTBEHHO CHIKeHUI0 3a0osieBaeMoctu bO/[ y 6onpubx XJLJI.

Takum 00pa3om, H3ydeHHE SHIOOPOHXHAIBHON MUKPOT€MOLUPKYISLUU
MOET CIIOCOOCTBOBATh MPOTHO3UPOBAHUIO BO3HUKHOBEHHMS BOCHAIMTEIbHBIX
3a0o0seBaHUN OpOHXOJIerouHOM cucteMbl y 0onbHbIX XJIJI. Bricoka unpopma-
TUBHOCTh MeToAa 3HA0OpoHXHanbHOW JI/I® B OUArHOCTUKE COCYIUCTBIX H
BHYTPUCOCYAUCTBIX HApPYIIEHUH MUKPOLUUPKYIATOPHOTO pyclia CIU3UCTOU
OpOHXOB, B BBISBJICHHH PaHHUX MPHU3HAKOB HAPYUIEHUS MHUKPOTEMOIUPKYJIs-
uuu. [IpuMeHeHne JaHHOTO METOJa MO3BOJISIET MPOBOAUTH OIEHKY JUHAMHKU
MUKPOIUPKYJISTOPHBIX HAPYIICHUA B CIWU3UCTONW OOOJIOYKE MPOKCUMAIBHBIX
OponxoB B nporiecce geueHus XJJI.

Taonuya 6.
JU/I®D-nokazamenu 6 npokcumanvuvlx omoenax opouxoe ooavnvix X1 ¢ ucxoonvim ewi-
COKUM ICUKOYUNO30M RPU 0OCHUNCEHUU NOIHOU pemuccuu 3adoresanus (M+m)

[Tokasza- Kontpouns Jlo neyenus [Tocne nocTmxeHuss peMuccuu
TN (n=20) (n =10) (n=10)
ITm, ITE 82,345,3 27,0+1,6; P1<0,001 62,1+4,7; P1<0,01; P»<0,001
o, [IE 10,7+0,5 10,9+1,8; P1>0,05 8,7+0,7; P1<0,05; P2>0,05
Kv, % 13,8+1,2 48+5,8; P1<0,001 37+1,5; P1<0,001; P2>0,05
An, TIE 3,9+0.4 4,28+0,4; P1>0,05 4,0+0,35; P:>0,05; P2>0,05
Am, IIE 3,2+0,4 4,4+0,54; P1>0,05 4,4+0,66; P:>0,05; P»>0,05
Awm, I1E 3,6+0,8 3,67+0,35; P1>0,05 3,3+0,4; P1>0,05; P»>0,05
An, I11E 3,7£0,5 2,2+0,3; P1<0,05 2,9+40,4; P1>0,05; P2>0,05
Ac, IIE 3,4+0,4 1,92+0,2; P1<0,01 2,4+0,2; P1<0,05; P»<0,05

Ipumeuanue: P1— docmoseprocmo paznuduil no cpasHenuio ¢ Koumpoaem, P — docmosep-
HOCMb paznuyus mexcoy nokasamenamu JI/[D 0o u nocie docmudiceHus: pemuccuu.

59



[Ipu uccnemoBanuy oOmIEH W 30HATHHOW BEHTWJISIMH JIETKAX METOJIOM
peorpaduu y 607bHBIX | rpynmbl He BBIABICHO JOCTOBEPHBIX M3MEHEHHUU I10
cpaBHEHUIO ¢ KOoHTpojeM. Bo |l rpymnme otMeueHo cHuxkeHue peorpaduyeckoro
MUHYTHOTO 00b&éMa BeHTW ISIIMK (MOBp) cpenHUX W HIKHUX 30H 00OMX JIET-
kux u yBennueHnne MOBp Bepxuux 30H. CymmapHoe 3HaueHne MOBp co Bcex
30H JIETKUX ObUIO YMEHBILIEHO M0 CPAaBHEHMIO ¢ KOHTpoJeM Ha 25,9% (P<0,05).
HaunGomnbiue n3MeHeHus: peruoHapHOi BEHTUISIIIUK BbISIBIICHBI Y nTaniieHToB |11
TPYIIbI, Y HAX 3aPErUCTPUPOBAHO 3HAUUTENbHOE CHIkeHne MOBp no kaxioi
30HE JETKUX U cymMMapHoro nokasarenss MOB co Bcex 30H JErKux mo cpaBHe-
HUO ¢ KoHTposneMm Ha 43,8% (P<0,001). Ta6mumer 7 — 9. V Gonpubix | u 111
TPYIN OTMEYEHO MepepacipeieieHue BEHTUIISIIUY U3 HUKHUX U CPEIHUX 30H B
BEPXHHE 30HBI 000MX JETKUX, O YEM MOKHO CYIUThH IO YBEIMYEHUIO OTHOIIIC-
st MOBp Bepxaux 300 / MOBp HmxHEX 30H (puc. 8).

[TokazaTenu peorpaduueckoro MHUHYTHOTO MYJIbCATOPHOTO KPOBOTOKA
(MIIKp) ¢ kaxmoit u3 6 30H JErkux B | rpymnme 10CTOBEpPHO HE OTIMYAIUCH OT
nokasatesied KOHTpoJs. Y OonbHbIX || Tpynmbl oTMEdeHO CHUKEHHE nepdy3un
B CPEAHUX W HUKHUX 30HaX OOOUX JIETKHX U €€ YBEJIMUYEHHUE B BEPXHHUX 30HAX
(TTOCKOJIbKY KPOBOCHA0KAIOTCS 30HBI C MOBBIIICHHOW BEHTUIISIMEH ), 00II1as UH-
tencuBHOCTh MIIKp co Bcex 3oH nerkux cHmkena Ha 17,4% (P<0,05). B Il
rpynme oOHapy>KeHO 3HAYUTEIbHOE YMEHBIICHUE NepPy3uu B CPETHUX U HUXK-
HUX 30HaX 000MX JIETKHX, B BEPXHHUX 30HAX MOKa3aTeau nepdpy3un JOCTOBEPHO
HE OTJIMYAIUCH OT KOHTPOJIsA, 0011as nHTeHcuBHOCTh MITKp co Bcex 30H Erkux
cumxkeHna Ha 34,3% (P<0,001). ¥V Gombabix |l u Il rpynn BeIsiBIeHO mepepac-
npejeeHue JIETOYHOTO KPOBOTOKA M3 HIDKHUX U CPEAHUX 30H B BEPXHHE 30HBI
obonx n€rkux (tabmumpsr 10 — 12). [epepacnpenenenrne KpOBOTOKA B BEpPXHHUE
30HBl JIOCTUTAJIOCh ITyTEM IMOBBIIICHUS] COCYAUCTOTO COMPOTUBJICHUS B HUXKHUX
U CpeHUX 30HaX 000WX JIETKUX, O YeM CBUJIETEIHCTBOBAJIO CHIDKCHHUE CPEIHEH
ckopoctu kpoBeHanonHeHus (CCK) u ynmmHenue naTepBania Q — a B 3TUX 30-
Hax (tabmuubl 13 — 14). BaxsasiM peorpaduueckuM MPU3HAKOM, CBHJICTEIh-
CTBYIOLIIEM O COCTOSIHMM BeHO3HOro conporusieHus B MKK, saBisiercs nuacro-
no-cuctonmuueckuii kodpdurment (JACK), nanbonpiue BenrunHbl K03 duru-
eHTa 3apeructpupoBanbl y 00bpHBIX |l 1 Il Tpynm B cpeiHUX U HIDKHUX 30HAX
nerkux (tabmwuma 15).

Bentunaunonno-nepdys3nonnsie oTHomeHus (BIIO) ocraBanuch Heus-
MEHHBIMU y MalMEHTOB | Tpynmbl (3a UCKIIOYEHUEM HEKOTOPBIX 30H). Y 0O0JIb-
HbIX || rpynmsl 1uarHOCTUPOBAHO CHUXEHUE cymMMapHoro nokasatens BIIO B
neBoM JierkoM. [lokazatenu BIIO mpaBoro nerkoro u BIIO oboux nerkux He
MMEJIU JIOCTOBEPHBIX pasziuuuii 1o cpaBHeHHIO ¢ KoHTposiem (P>0,05). B Il
IPYIINEe OTMEUYEHO 3HAYUTEILHOE CHUKEHNE KaK PEerMOHApHON BEHTUJISALINM, TaK
u niepdy3un, MOATOMY CHIDKEHHsI cymMmmapHoro nokasarens BI1O e nuarnocTu-
poBaHo. Ta6mnmma 16.

VY GonbubIxX | Tpynmel mokazarens PO2 1O0CTOBEPHO HE OTIAMYAJICS OT aHa-
JIOTUYHOTO TIOKa3aTessl B KOHTPoibHOU rpymnmne. CHmkeHue nokazarens pO2 y
o6onpHBIX |l u Il rpynn oObsicHAETCS TporpeccupoBaHUEM HAPYIICHUH PEruo-
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HAapHON BEHTWIALMU 1O MEPE Pa3BUTHUS OIYXOJIEBOTO Ipolecca y OOJIbHBIX
XJUJI. B HapylieHun HachIICHUSI TeMOTJIOOMHA KHUCIOPOJI0M U OOIIEro cojaep-
JKaHUS KUCJIOpoJia B KpoBH y OosbHBIX XJIJI, KpoMe CHUXEHUS BEHTHIALMHA U
nepdy3uu, Oobllasg pojb MPUHAUICKUT TaKKe MPOrpPEeCcCUPOBAHUI0 aHEMUYe-
CKOT'O CHHJIpOMA 110 Mepe pa3BUTHs OmyxojieBoro mporecca. (Tabnuma 17).

C pa3BUTHEM U MPOrPECCUPOBAHUEM THUIIOKCEMHUM CBA3aHO IOBBIIICHUE
naBieHusi B cucteme jerounoit aprepuu (JIA). B | rpynne nokazarens Cp/lJIA
(14,740,7 MM. pT. CT.) HE UMEJ JOCTOBEPHBIX PA3IUYHMil IO CPABHEHHIO C KOH-
TposibHOH rpynmnoi (14,99+0,61 mm. pt. c1.). ¥V OonpHbIX Il (18,241,008 MM. pT.
ct.) u Il (22,16 £1,6 Mm. pT. CT.) rpyNI OTMEYEHO JOCTOBEPHOE MOBBIIICHUE
CpJIA 1o cpaBuenuto ¢ koutposiem (P<0,05 u P<0,001 cooTBETCTBEHHO).

Tabauua 7
H3zmenenue pecuonapuvix noxazameneii /[0Op (M+m) y 6oavnvix XJII (Om).
30HBI TETKUX Kontpois | rpymnna Il rpynna Il rpynna
(n=30) (n =30) (n =50) (n =40)
| | [IpaBoe 2,04+0,121 2,22+0,19 1,68+0,054* 1,26+0,09***
1. | Bepxwuss 0,44+0,014 0,63+0,05*** | 0,53+0,012*** 0,45+0,05
2. | Cpennsis 0,71+0,07 0,65+0,07 0,64+0,027 0,424+0,02***
3. | Hwmwxusas 0,89+0,037 0,94+0,07 0,51£0,015%*** | 0,394+0,02***
Il | JIeoe 2,01+0,096 1,98+0,129 1,75+0,063* 1,354+0,06***
1. | Bepxuss 0,5+0,02 0,57+0,05 0,574+0,017** 0,46+0,02
2. | Cpensss 0,73+0,04 0,71£0,05 0,64+0,026 0,4240,02***
3. | Hwmwxusas 0,78+0,036 0,7+0,029 0,54+0,02*** | 0,47+0,02***
J1O cymmapnsiii | 4,05+0,217 4,2+0,319 3,43+0,117* 2,61+0,15***

B mabauyax 7 — 17 - * - docmosepnocmov paziuduii no CpasHeHUuro ¢ KOHMpPOJiem

<0,05; ** <0,01; *** <0,001.

Tabauuya 8
H3menenue pecuonapuvix nokazameneit MOBp (M+m) y 6oavnvix XJIVI (Om/mun).
3onsbl n€rkoro | Konrpons | rpynna Il rpynna Il rpynma
(n=30) (n=30) (n =50) (n =40)
| | [IpaBoe 40,414£3,64 | 43,4+2,48 32,01+£1,24* 23,35+1,57***
JIETKOE
1. | BepxHsis 9,3+0,89 11,9+0,6* 11,324+0,38* 8,23+0,5
2. | Cpennsist 14,38«1,15 | 12,3+0,9 11,07+ 0,6* 7,94£0,52%%*
3. | Hwkass 16,73+1,60 | 19,2+0,98 9,62+0,26*** | 7,22+0,55%**
Il | JIeroe 42,7245,68 | 36,8+1,84 29,62+1,22* 23,38+2,02**
JIETKOE
1. | Bepxusis 10,5+0,70 | 10,4+0,9 12,14+0,38* 7,8+0,7*
2. | Cpennsisi 16,0 £2,49 | 12,4+0,6 9,5+0,42* 7,68+0,62%***
3. | Hwkass 16,22+2.49 | 14,0+0,34 8,02+0,42%** | 7 940,70***
MOB Cymmap- | 83,13+9,32 | 80,2+4,32 61,63+2,46* 46,7343,59***
HBII
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Taonuua 9

Pezuonapnoe pacnpeoenenue genmunayuu y oonvnvix XJI (%).

30HBI JIETKOTO Kontposnb | rpynma Il rpynma Il rpymma
(n=30) (n =30) (n=50) (n =40)
| | [IpaBoe 50,2+0,9 53,7£3,0 50,1+1,32 47,4+0,87
JIErKoe
1. | Bepxuss 10,7+0,28 12,8+1,1 16,8+0,44*** 16,7+0,21***
2. | Cpennsis 17,5+0,27 16,9+0,9 17,2+0,35 16,1+0,26***
3. | Hmxknsas 22+0,35 24+1,0 16,1+0,53*** 14,6+0,40***
Il | JIeBoe 49,6+0,95 45,8430 49,6+1,83 52,15+1,23
JIETKOE
1. | Bepxuss 12,3+0,23 12,840,8 16,2+0,46*** 16,7+0,38***
2. | Cpennsis 18+0,32 15,6+1,3 18,7+0,67 18+0,45
3. | Hmxknsas 19,3+0,4 17,4+0,9 14,7+0,7*** 17,45+0,4**

14

12

0,8

0,6

04

0,2 d

KOHTpONb

1 rpynna

2 rpynna

3 rpynna

Puc. 8. Omnowenue MOBp eepxnux 30n / MOBp nuscnux 30n nezkux y 6oavnsix XJIJ1

Taonuya 10
Hzmenenue pecuonapnuvix noxazameneit CKp (Mxm) d6onvnvix X1 (Om).
30HBI JIETKOTO KoHntpoub | rpymnina Il rpynna Il rpynna
(n=30) (n=230) (n =50) (n =40)
| | IIpaBoe 0,486+0,019 | 0,450,016 0,366+0,014%** 0,298+0,016%**
JIETKOE
1. | Bepxuss | 0,119+£0,005 | 0,1+£0,003 0,16£0,003*** 0,116+0,006
2. | Cpemnss | 0,191+£0,006 | 0,2+0,007 0,105+0,006%** 0,11+0,006%**
3. | Hwkass 0,176+0,008 | 0,15+0,006 0,1£0,005%*** 0,072+0,004 ***
Il | JleBoe 0,432+0,016 | 0,445+0,014 | 0,413+0,014* 0,29+0,015%**
JErKOe
1. | Bepxusa | 0,131+£0,005 | 0,13+0,003 0,156+0,004*** 0,13+0,005
2. | Cpemnss | 0,151+£0,003 | 0,16+0,002 0,118+0,005%** 0,09+0,005%**
3. | Hwkass 0,150+0,008 | 0,155+0,009 | 0,139+0,005 0,0740,005%**
CyMMapHBIit 0,918+0,035 | 0,895+0,03 0,779+0,028** 0,588+0,03 1 #**
MOKa3aTelb
CKp
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Tabnuya 11

H3zmenenue pecuonapnuix nokazameneu MIIKp (Mxm) 6oavnvix XJUUI (Om/mun).

30HBI JETKOTO Kontpouns | rpynna Il rpynna Il rpymma (n
(n=30) (n=30) (n =50) =40)

| | IlpaBoe nérkoe 38+1,8 36+2,2 31,2+1,46%* 25,05+1,32%**
1. | Bepxnsas 10,4+£0,5 | 9,4+0,1* 13,0+£0,36%*** 9,9+0,36
2. | Cpennss 15,1£0,6 | 16,4+1,8 10,5+0,7%** 8,3+0,48%**
3. | Hwmxuss 12,5+0,7 | 10,2+0,3** 7,740,4*** 6,85+0,48%**
Il | JleBoe nérkoe 36+1,4 40,8+3,2 32,5+1,19 23,56+1,23%**
1. | Bepxuss 10,8+0,6 | 10,8+0,2 12,6+0,39* 8,76+0,35*
2. | Cpennss 14,2+0,5 | 18,7+£2,3 11,0+£0,4*** 8,840,42%**
3. | Hwmxuss 11,0+0,3 | 11,3+0,7 8,9+0,4%** 6,0+0,46%***
MIIKp cymmapHbIii 74+3,2 76,8+5.4 63,6+2,65* 48,614£2 55%**

Taonuya 12

Pezuonapmnoe pacnpeoenenue nyipcamoprnozo kposomoxa (Mxm) y 6onvnvix XJIUI (%)

30HBI JIETKOTO Koutpons | | rpynna Il rpymma (n Il rpynma (n=
(n=30) (=30) =50) 40)
| | [IpaBoe  nér- 52,8+1,12 52,6+2,7 48,6+1,6 48,8+1,3
KOE
1. | Bepxuss 14,5+0,32 15,7+0,9 21,440,4%** 18,440,45%**
2. | Cpenusis 22,2+0,4 22,6+1,2 15,240,6%** 17,240,5%**
3. | Hwkwstst 16,1+0,4 14,3+0,6* 12,1+0,6%** 13,240,35%**
Il | JIeBoe nérkxoe 47+1,19 472425 50,6+1,6 50,1£1,35
1. | Bepxnss 14,8+0,35 13,6+0,7 21,1£0,5%** 19,5+0,4%**
2. | Cpennsist 16,9+0,34 18,6+1,3 16,6+0,5 18+0,5%*
3. | Hwxuss 15,3+0,5 15+0,5 134+0,6* 12,6£0,45%**
Tabauya 13
Ilpooonsicumenvrnocms unmepeana Q-a (M+m) y oonvnvix XJLI (cek).
Jlokanuszanus KonTtpoub | rpynna Il rpynna Il rpynma
(n=30) (n =30) (n =50) (n =40)
30HBI Bepx- 0,11+ 0,112+0,006 0,113+ 0,133+
MPaBoOro | HAs 0,004 0,006 0,005***
nerkoro | Cpen- 0,11+ 0,113+0,005 0,121+ 0,137+
HSIS 0,005 0,004** 0,006***
Hwxusst 0,121+ 0,137+0,005%* 0,139+ 0,147+
0,003 0,005** 0,006***
30HBI Bepx- 0,115+ 0,116+0,005 0,117+ 0,137+
JIEBOTO | HSA 0,005 0,006 0,004***
aerkoro | Cpen- 0,111+ 0,113+0,003 0,112+ 0,125+
HSIS 0,004 0,005 0,004*
Hwmxuss 0,115+ 0,117+0,006 0,132+ 0,145+
0,005 0,005* 0,006***
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Tabauua 14

Junamuxa cpeoneii ckopocmu kposenanoaunenus (M+m) y 6onvnvix XJI1

(Om/cek).
Jlokanm3amms Kontposp | rpynma Il rpymma Il rpymma
(n=30) (n =30) (n =50) (n =40)
30HBI Bepx- | 1,36+£0,14 | 1,92+0,46 1,47+0,12 1,65+0,13
PaBoOro HSIsI
aerkoro | Cpen- | 1,76+0,15 1,67+0,19 1,51+0,038* 1,35+0,12%*
HSIST
Huxnsis | 1,50+0,11 1,68+0,32 1,01+0,07** 1,0+£0,08%**
30HBI Bepx- | 1,41+£0,12 | 2,02+0,36 1,43+0,13 1,67+0,12
JIEBOTO HSIST
nerkoro | Cpen- 1,83+0,19 1,8+0,2 1,48+0,17 1,29+0,09*
HSIST
Hwxnssa | 1,41+0,12 1,87+0,4 1,06+0,08* 1,02+0,07**
Tabauya 15

Pacnpeoenenue ouacmono-cucmonuueckozo koygppuyuenma (M+m) y éo1vHbix
XJI (omH. eo.).

Jloxanuzanus Kontpois | rpynmna Il rpynna Il rpynma
(n =30) (n =30) (n =50) (n=40)

30HBI Bepxuss 0,56+0,03 0,55+0,06 0,57+£0,04 0,58+0,05
npaBoro | CpenHsis 0,5+0,02 0,51+0,05 0,58+0,03* 0,60+0,02%*
Jerkoro | HwoxHss 0,47+0,03 0,58+0,03* | 0,67+0,02%** | 0,71+£0,03***

30HBI Bepxuss 0,45+0,03 0,5+0,05 0,53+0,03 0,56+0,05
nesoro | Cpenssist 0,51+0,05 0,56+0,07 0,58+0,04 0,66+0,02%*
jgerkoro | HwkHss 0,48+0,03 0,55+0,08 | 0,66+0,03*** | 0,69+0,02%***

Taonuya 16
Pezuonapnoe pacnpedenenue 6enmunaAyuOHHO-NEPPY3IUOHHBIX OMHOUIEHUTL Y OILHBIX
XULT (M2w).
30HBI JIETKUX KonTpons | rpynna Il rpynma Il rpynma
(n=30) (n =30) (n =50) (n=40)

I ITpaBoe 1,06+0,071 1,240,11 1,03+0,055 0,93+0,05

1. | Bepxuss 0,940,05 1,26+0,13* 0,87+0,04 0,83+0,03

2. | Cpennss 0,94+0,075 0,75+0,06 1,0+0,06 0,95+0,05

3. | Hmwxusas 1,34+0,084 1,840,15 1,24+0,07 1,0+0,06**

Il | Jleroe 1,1940,077 0,9+0,06 0,91+0,065** 0,99+0,057

1. | Bepxuss 1,0+0,052 1,0+0,02 0,8+0,045** 0,89+0,041

2. | Cpennsist 1,13+0,085 0,7+ 0,86+0,07* 0,87+0,06*

0,095***

3. | Huwxnss 1,540,095 1,3+0,055 0,940,08*** 1,340,071
BIIO 1,1240,074 1,04+0,085 0,95+0,06 0,96+0,054
CyMMapHoOe
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Tabauya 17
Ilokazamenu 2az06020 cocmasa Kposu y 601vnvix XJI/1
U 6 KOHmMpoJbHoU 2pynne (MEm).

[Toka3zarenb KonTtpomas | rpynna Il rpynmna Il rpymma
(n=30) (n=20) (n=20) (n=20)
pCO2, MM PT. CT. 37,242,5 37,5+2,2 37,9+1,6 38,242,1

I1a 49474332 | 49874292 5040+212 5080+279

pO2, MM pT. CT. 88,0+4,0 86,0+4,5 78,9+£2,0%* 71,6£3,5%*
IMTa | 11704+532 | 114384598 | 104934+266* | 9522+465%**

AaDOg,
MM. pT. CT. 29,0+4,0 29,84+3.0 25,6+4.5 29,6+3 .4
ITa 3857+532 | 3963+399 34044598 3936+452
02, sat, Y0 96,0+2,2 94,0+£3.,4 92,3+£2.5 88+3,0*
O3 cont, VOI% 19,0+1,2 18,9+1,3 17+£1,3 16,7+1,0
pH 7,4+0,002 | 7,41+0,002 7,440,013 7,39+0,011

OXOKI" u UJKT obun npoBeaens! 54 6oasHbM XJUJI B Bo3pacte ot 40
1o 70 ner 6e3 conyrcrByromeit XOBJI (13 u3 I, 26 u3 Il u 15 u3 1l rpynm). 13
UCCIIEIOBAHUS UCKIIIOYAIUCh MAlUEHThl C HAIMYHUEM MOPOKOB CEpAlla, Mepla-
TEJIbHOW apUTMHUH, BBICOKUMU IOKA3aTEIISIMU apTEPUATIBLHOTO JIaBICHUS U JAPY-
TUMU 3200JIEBAaHUSIMU, COTPOBOXKIAIOIIUMHUCS TIEPBUYHBIM MOPAKEHUEM JIEBBIX
OTJZIEJIOB CEPJLA, TOCKOJIbKY 3Ta MATOJIOTUSI OKa3bIBAET CYIIECTBEHHOE BIUSHUE
Ha Toka3arenu BHyTpucepaeuHnoi remoauHamuku (Asnees C.H., 2007). V 34
6onpHBIX (63%) nokazatenu Cp/IJIA B ycnoBusX MOKOs HE MpeBbImand 20 M.
pT. cT. I3 Hux y 28 uenosek (52%) nokazarenu Cp/lJIA Haxoaumuck B mipee-
nax 9 - 16 mm. pt. cT., y 6 60sbHBIX (11%) — 17 - 20 mm. pT. cT. YV 20 (37%) ue-
JoBek BbisBieHa JierouHas runeprensus (JIIN). Iokazarenu CplJIA Haxonu-
nuch B npeaenax 21 — 32 mm. pT. cT, B cpeanem — 22,5 + 0,7 Mmm. pT. cT. ITO Na-
uuentsl u3 Il u lll rpynm, U3 vHux y 3 umena mecto mporpeccupyomas, y 9 —
omyxoJieBas u 'y 8 — cenesenounas ¢popmel XJIJI. Haubomnee Bricokue mokasare-
mu CpJIJTA BbIsiBIEHBI Y OOJIBHBIX C CEJIE3€HOYHOM M OMyXOJIEBOU (hopMamu
XJUJI Ha 1o3aHUX 3Tanax OIMyXOJEBOW MPOrPECCUU CO 3HAYUTEIIBHBIM YBEIUYE-
HUEM TeueHu U cene3eHku (Tabmuubl 18, 19). V Bcex manueHToB ¢ BBICOKUMHU
nokazarensmu Cp/IJIA oTmedeHo mporpeccupyroliee TeueHne reMooacrTosa, y
6 TUarHOCTUPOBaHA TEPMHUHAJIbHAS CTAaIUs 3a00JIE€BaHUA.

Tabnuua 18
Hokazamenu Cp/lV/IA y 6oavnvix XJL/1
0e3 OpOHX000CmMPYKMUBHO20 npoyeccd.
I'pynnel CpJIA B HOpME ITosbimenne CpIJIA

I 16 -

] 18 8

11 - 12

Bcero 34 20
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Tabauya 19
Pacnpeoenenue 6oavnvix XJLI 6e3 0poHx000cmpykmugnozo npouecca
no gpopmam 3ad01e6anus

dopmbr XJIJI CpJIA B HOpME ITossimienne CpIJIA
JlobpokauecTBeHHAs 16 -
[Tporpeccupyromas 15 3
OmnyxoneBas 3 9
Cene3zeHo4Has - 8

[Ipun wuccnenoBanuu (GYHKIIMOHATBHOW CIMOCOOHOCTH TPAaBBIX OTAEIOB
cepaua y 607pHBIX | Tpynmbel oTMeUYaeTcst ymMeHbleHne cootHomeHus: E/Atgx. Bo
Il rpynne nuarHocTupoBaHO AalibHEHIIee yMeHblieHne cooTHomeHus: E/Ark. B
Il rpynmie quarnoctupoBano gocroBepHoe yBennuenue KJIP, KJIO u KCO ITXK.
VY 6onpubix |l rpynnst yBenuuen cepaeunsiii unaexe (CHU) IDK, uro cBsazano ¢
yuanienrneM YCC Ha mo3aHUX 3Tanax pa3BUTHs reMo0JacTo3a BCIEICTBUE aHE-
MUH W UHTOKCUKALMKU. BBISBIIEHO CHM)KEHHNE MAaKCUMAJIbHONW CKOPOCTH KpOBO-
TOKa B paHHIOI0 nuactoiy (Etk), yBeIuueHne MakCuMalabHOM CKOPOCTU MOTOKA
KpoBH B (azy nozanero HanonHeHus [DK (Artk) U yMEeHbIIEHHE COOTHOLLIECHUS
E/A. YBenuuenue Atk B mporecce omyxoiieBod nporpeccuu npu XJIJI MoxHO
00bsicHuTh yBennueHueM YCC y naHHbIX O0JbHBIX. Etk 3aBUCHUT OT pa3HHULIBI
IpaJyeHTa IaBJICHHs B MOJIOCTAX MPABOro cepaua u He ceazaHo ¢ YCC, nmoaro-
My HE MPOUCXOIUT U3MEHEHMs JaHHoro nokaszatens B | u |l rpynnax. CHuxe-
Hue Erg quarHoctupoBaHo ToJIbKO y 0osbHBIX |1l rpymimel, rae umeer mecto au-
nataus nonocty [DK. Takum o6pazom, y 6osbHbix XJUJI | rpynmnel ObuiH BBISIB-
JIeHbl paHHue npu3Haku auactonnyeckor quchynkuun [DK, Bo Il u 1l rpynmax
HapyweHue auactoaumdeckoil gpynkuum DK mporpeccuposano. JlocroBepHoe
cHmkenue Qpaxuun BeiOpoca DK muarnoctupoBaHo Tosibko y OosibHBIX I
rpynnsl. [lokazarens TMIICx, yBenmuuuBanca y maruenTtoB |l u Il rpynm.
(Tabmura 20).

B | rpynnie 6onbnbix XJUJI otmeueno yBennmuenre TM3Cpx,, Bo 1 1 11
rpynmnax oHa Mmpojosbkaet ypenuuuBarbes. Y 0onpHBIX || u Il rpynn yBennuu-
Ba€TCs TOJIMHA MEXKKEITYJOUKOBOM NEPETOPOJAKH. Y BEIMUYECHHE Avk U CHUXKE-
HUE OoTHOIIEeHUsI E/A MuarHoCcTUpOBaHO yXe Ha HA4aJbHBIX ATanax OMyXOJEeBOM
nporpeccun (I rpynma), 4To CBUAETENBCTBYET O HAJIWYMM JUACTOIUYECKOM
TUCPYHKIIMM JIEBOTO JKEJIyJ0ouKa. B mpoliecce pa3BUTHS OMyXOJIM MPOTPECCH-
PYIOT HapylieHus: quactoiandecko Gpynkuuu JIK: yBenuunBaercst Ayk 10CTH-
rasi MakCUMaJibHbIX 3HaueHuil B |l rpynme M cCOOTBETCTBEHHO 3HAYUTENBHO
cHmkaetcs: oTHoweHue E/Avk. 3a cuer yBenumuenuss YCC npoucxoauT yBeIu-
yeHue MOjpx u1 CUjpk. Tosbko B |l rpynmne oTMedeHo JOCTOBEpPHOE yBEIUYe-
nue KJIP, KCP, K/10, KCO u camwkenne ®B JIK. (Tabnuma 20).

BrisiBneHHbIE U3MEHEHHSI MOYKHO OOBSICHUTH OIyXOJIEBOM MHTOKCHKALU-
€il, KapAMOTOKCHUYECKUM JEMCTBUEM LIUTOCTATUKOB, PEOJOTMYECKUMH Hapyllle-
HUSIMU B KOPOHAPHBIX COCYyAaX y OOJBHBIX C BBICOKUM JIEUKOLIUTO30M, aHEMUEH,
B psifie cirydaeB TuMdonHoN nHGUIbTpanue Muokapaa. Jlunaramus mogocTei
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000X KEIIyJ0YKOB, YBETUUCHUE WX Pa3MEPOB U COOTBETCTBYIOIIUX OOBEMOB,
CHIDKEHHME (Ppakiuu BbIOpOCa JTUArHOCTUPOBaHBI TOJIBKO Yy OosbHBIX XJIJI B
craguu C (c HagTuyueM aHeMudeckoro cunjapoma). bonsnbie XJIJI — nmroau B mo-
JIABIISIONIEM OOJBITMHCTBE CIy4YaeB IOXKWJIOTO BO3pacTa, y MHOTHUX W3 HHUX
UMella MEeCTO HIIeMHuYeckas OO0JIe3Hb Cepjlla, YTO TaKKe CIOCOOCTBOBAJIO
HapyiieHuto Tpoduku Muokapaa JDK u pa3BUTHIO HEIOCTATOYHOCTH KPOBOOO-

PalICHUA.

Tabauya 20

Ilokazamenu ne2ounoit u 6HympucepoeuHou cemoounamuxu y oonvuvix XJ1/I oe3

Oponxoo06cmpykmuenozo npovecca (M+m).

[TokazaTenu KoHnTpoib | rpynma Il rpynma Il rpymima
(n=30) (n=13) (n=26) (n=15)

TMIICriks, CM. 0,38+0,01 0,384+0,02 | 0,4440,014%** | 0,48+0,017***
KJAPmxk, cM. 2,29+0,14 2,2+0,03 2,59+0,06 2,7+0,12*
KAOrmx, ML 111,7+3,65 111,4+5,6 114,5+3,7 124,5+3,7*
KCOrmx, Mt 44,5+2,66 40,6+1,9 44,1+1,9 5242, 1%
VWi, Mit/m? 40,0+1,8 40,5+2,0 42422 46+2,5
CH ik, 1/MuH/M? 3,0+0,06 3,0+0,12 3,2+0,15 3,7+0,25%
®Bx, (%) 59,7+1,68 58+1,9 57+2,0 55+1,1%*
Etk, M/c 0,57+0,02 0,56+0,02 0,530,045 0,5+0,02*
ATk, M/C 0,35+0,03 0,4+0,03 0,41+0,01 0,44+0,035*
E/A1k 1,62+0,05 1,4+0,05%* 1,29+0,05%** | 1,14+0,05%**
CpJIA, mm.pT.cT. 14,99+0,61 14,7+0,7 18,2+1,08* 22,16+1,6%**
ITa 1993,6+81 1955493,1 2420+143* 2047421 2% **
TM3Cxa, CM. 1,1+0,05 1,27+0,05* 1,3440,05%*** | 1,38+0,03%**
KAPx, cM. 4,9+0,09 4,9+0,07 4,9+0,08 5,1£0,03*
KCPx, cM. 2,87+0,05 2,87+0,06 2,9+0,05 3,05+0,05*
KAOmk, ML 124,5+5,0 125,1+£6,0 127£7,0 141,0+£5,0*
KCOjrx, M. 4542,5 45243 4945,0 53,5+3,0*
YOk, MIL 80,5+3,1 81+5,0 80+4,0 83,5+3,4
MOy, 1/MuUH. 4,8+0,5 5,1+0,6 5,6+0,4 6,4+0,5%
YWk, Mot/m? 40,5+1,34 41,2+1,5 42,5+2.0 46,4+3,0
CW ik, 1/Mun/M? 3,01+0,08 3,1+0,1 3,3+0,3 3,7+£0,3*
®Bx, (%) 71,120 71+£1,1 69,8+1,0 54,9+1,3*
Ewmxk, M/c 0,60,04 0,6+0,03 0,6+0,03 0,5+0,05*
Amk, M/c 0,36+0,03 0,48+0,05* 0,6£0,04*** | 0,57+0,014%**
E/Awmk 1,66+0,06 1,25+0,07*** | 1,0+£0,06%** 0,9+0,05%**
TMXII, cwm. 0,97+0,04 1,1+0,05 1,14+0,05%* 1,2+0,03***

Ilpumeuanue: 6 mabauyax 29 u 30 — * docmoseprHocmv pasiuyuil N0 CPAGHEHUIO C
kowmpoaem - <0,05; ** <0,01; *** P<0,001.

[Ipu ynbTpa3BykoBOM uccienaoBaHuu auadparmbl y 00iabHBIX | Tpymmbi
CYIIIECTBCHHBIX M3MEHEHHI MO CPaBHEHUIO C KOHTPOJIEM BBISBICHO HE OBLIO.
Tommuua muadparmsl (TJ]) HE oTMuanack OT mMokaszarenss B KOHTPOIHHOM
rpynme. [lonoxenue, popma, 3XOreHHOCTh AUAPpParMbl TaKKE HE U3MEHSIIHCH.
Okckypeust auadparmel mpu criokoitHoMm (3]Ic) u dhopcupoBannom (B/d) mwi-
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XaHUM HE OTJIMYanach OT KOHTposs. Y OonbHbIX |l rpynmsl TonmuHa auadpar-
Mbl He u3MeHsnack. Ho 3xocTtpykTypa auadparmsl crajga HEOJHOPOJIHOM, OT-
MEYEHO YIUIOIIEHUE €€ KyIoJia. 3HAUUTEIbHO YMEHbIINIACh 3KCKypCHUs Jua-
dbparmsl npu criokoHOM U ¢dopcupoBaHHOM Jibixanuu. B Il rpyrmimne BoisBiICHBI
HauOonblue Mopdosornyeckue u3MeHeHus nuagparmel. Kymos Obu1 He 4ert-
KUM. DXOCTPYKTYypa €€ CTaHOBMJIACh HEOJHOPOJHOMN. 3HaUMTEIbHO CHHM)KAJIACh
AKCKypcHsl uadparMbl Ipy CIIOKOMHOM U (hopcupoBaHHOM JAbixaHuH. (Tabmuna
21). Hapymienuto 3kckypcuu nuadparmsl U ee MOp(hOIOrnueckoil mepecTpomke
npu XJUJI cmocoOcTByeT BBIpaKeHHasl TEMaTo- W CIUICHOMETAaUs, KOTOpPbIE
uMeroT MecTo y 6onpiuHcTBa OonbHBIX |l 1 Il rpynn. Kommpeccus nuadpar-
MaJbHON MBIIIIBI YBETUYCHHBIMU MIEYCHBIO M CEJIE3CHKON 3HAUUTEIHHO CHIKA-
€T €€ MOJBUKHOCTh U ABIISETCS OJHOW M3 MPUYUH BOSHHUKHOBEHHS TSKEIOTO U
3aTSHKHOTO TeUeHHsI OpoHxosierouynoit narosioruu npu XJUJI. pyroi npuauHoii
HapymeHus ¢pyHkuuu nuagparmsl npu XJIJI sBisercs ee cnenuduueckoe Je-
KEMHUYECKOE MOPaKEHUE.

Taonuua 21
Iokazamenu y1ompa3zeyk06020 ckanuposanus ouagpazmol y 60oavnovix X1
[Toka3zarenp Koutpons | | rpynma Il rpymima Il rpynma

(n=30) (n=13) (n=26) (n=15)
Tonumna aua- 5,8+0,6 5,8+0,4 5,7+0,19 5,6+0,3
dbparmsl (Mm)
3/Ic (Mm) 20,6£1,36 | 19,5+1,5 | 14,25+4] 3%** 10,7£1,9%**
O 1b (mm) 80,2+4,5 | 70,1+4,9 | 30,7+1,9%** 24,7542 2***

[IpoBeneH KOpPPEISIIMOHHBIA aHAIN3 MEXAY ITOKa3aTeJsIMU JIETOYHOM U
BHYTPHUCEPJICYHON TeMOJIMHAMUKHU, (DYHKIIMOHAIBHOTO COCTOSIHUS Inadparmsl,
(GYHKIMM BHEITHETO JbIXaHUS M Ta30BOTO cocTaBa KpoBHW y 60mpHBIX XJIJI Ha
pa3HbIX 3Tanax omyxojeBod nporpeccur. Y 6onbHbIX |l u |1l rpynn BeisiBieHa
JIOCTOBEpHAs KOPPEISIMOHHAS CBSI3b MEXKIY CHUKEHUEM SKCKypCcUM auadpar-
MbI IPY CLIOKOMHOM M ()OPCUPOBAHHOM JbIXaHUU U yMeHblieHneM MOBp Huxk-
HUX WU CPEeJIHMX 30H JIeTKUX. Bo BTOpoil rpymnie ko3(pdUIHEHT KOppesuuu
Mexay cHuxeHueM nokazarens 3/ u ymenbmiennem MOBp HMKHUX 30H CO-
crasun 0,87 (P<0,001); wmexny cumxenueM O/ u ymenpmenuem MOBp
cpennux 30H - 0,68 (P<0,01). KoapduumeHT xopperasiuuu MeXIy CHUKEHUEM
O/Ic u ymenbmienueM MOBp wmxHHX 30H coctaBuin 0,72 (P<0,01); mexmy
camkennem JJlc u ymensmennemM MOBp cpennux 30n - 0,64 (P<0,05). B I
rpymIe Takke AMarHOCTUPOBAaHA YETKask 3aBUCHMOCTh MEXy CHIbKeHueM D1}
u ymenbiienneM MOBp nmxnux (0,66; P<0,05) u cpennux (0,65; P<0,05) 30u
aerkux. KoadpouuueHT xoppensuuu Mexay CHUKeHHeM Mokaszarens J/Ic u
ymenblienneM MOBp auxHux 308 coctaBui 0,64 (P<0,05), cpeqnux 30H 0,62
(P<0,05). He BbIsIBIIEHO JOCTOBEPHBIX KOPPEISIIMOHHBIX CBI3EH MEXKIYy MOKa3a-
tensimu O/, 3/Ic 1 MOBp BepxHux 30H serkux y 6onabnbix XJIJI. Koppens-
LMOHHBIM aHAJIN3 MOJATBEPKIAET NMPEATNONOKEHNE O BAXKHOU POJM HAPYIICHUS
skckypeun auadparmel npu XJIJI B CHUKEHUM BEHTUISILIMOHHBIX BO3MOKHO-
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CTEll HIKHMX W CPEIHUX 30H JIETKUX W MepepaclpeiesieHnd BEHTWISLUUA B
BEPXHHUE 30HBI.

VYcraHoBeHa JOCTOBEpHAas CpefHss oOpaTHash KOPPEJSIMOHHAS CBSI3b
MEXIy CHHKEHUEM dKCKypcuu AuadparMbl npu GOpCUPOBAHHOM U CIIOKOMHOM
neixanuu U noseimenueM Cp/IJIA y oombubix Il (r = - 0,59; P<0,05 u -0,51;
P<0,05) u Il (r = - 0,66; P<0,01 u - 0,61; P<0,05) rpynmn. BeisiBacHa cuibHas
IIOJIOXKUTENIbHASL KOPPEISILIMOHHAsA CBs3b Mexay ymeHpumieHueM MOBpe,. u
camkenneM pO; kposu y OomeHbIX Il (0,86; P<0,001) u Il (0,9; P<0,001)
rpynn. JlmarHoctupoBaHa oOpaTHas KOPPEJSIHMOHHAS 3aBUCUMOCTb MEXKIY
camkenneM pO; kpoBu u noseimeraneM CpIlJIA y Gomerbix Il (r = - 0,65;
P<0,01) u Il (r = -0,9; P<0,001) rpynmn. Menbmuii KO3XQPUIMESHT KOPPEISIIIN
1 10CTOBEpHOCTH BO |l rpymine oObACHSAETCS HE3HAUUTEIIbHBIMU U3MEHEHUSAMH Y
aTux OonbHBIX mokazarenedt pO; u CplJIA. MoxHO crenaTh 3aKiIOUYeHHUE O
TOM, YTO HapylleHHe (QPYHKIIMOHAIBHOM CHOCOOHOCTH JuadparmMbl BeneT K
HapYILIECHUIO BEHTWISILIHOHHBIX BO3MOXHOCTEW CPEIHUX M HWKHUX 30H JIETKHUX,
BCJIEZICTBUE YETO pa3BUBaeTcs runokcemus u JII'.

3HAUYNUTEIBHOE YBEJIMYECHHUE IIEUYEHU WU CEJIC36HKH, MMEIOIIHUE MECTO Y
MHOTHX OOJBHBIX C Mporpeccupyromum teuenuem XJIJI u B TepMuHaIBHOM
cTaauu 3a00JeBaHMsl, CHOCOOCTBYET BHICOKOMY CTOSTHUIO KyToJa AMa(parmbl U
HapylieHuto e€ skckypcur. Juadparma sBIsSeTCS TJIABHOW JbIXaTEIIbHON MBIIII-
e, KoTopasi B (PU3UOJIOTHYECKUX YCIOBUIX oOecriednBaeT 2/3 KU3HEHHOUN eM-
KOCTH JIETKUX, a ipu (opcupoBanHoM Abixannu — 70-80% Baoxa [208]. Tak, mo
nanueiM S.JI. Hluka u B.M. CoGoneBa, B pe3yiabTare ABUKEHUS IHAa(PparMsbl
MOJTHOCTBIO OCYIIECTBISECTCS BEHTUIAUMS HIKHUX U 40-50% oObeMa BEeHTUIIS-
MU BEPXHUX Jojel Jjerkux. Hapyiienue skckypcum auadparMbl, OCHOBHOM
JBIXaTEIbHOM MBIIIIBI, SBJSAETCS BakHbIM (hakTopom Hapyumenus OBJl nHa
MO3JIHUX ATamax omyxoJieBoi nmporpeccun y 6onbnabix XJIJI. Komnpeccus Hux-
HUX OTJEJIOB JIETKUX YBEJIIMYECHHBIMU IIEYEHBIO U CEJIE3EHKOM SIBISAETCS BaXK-
HBIM (PaKTOPOM, CITOCOOCTBYIOIIMM YMEHBIIIEHUIO JBIXaTEIbHOTO 00BhEMA HUXK-
HUX 30H M NEPEPaCHpPENEICHUI0 BEHTUISILIUM B BEPXHUE 30HBI JETKUX. MOXKHO
YTBEPKJIaTh, YTO MEXaHWYECKas KoMIpeccus auadparmbl yBEIMUYCHHBIMU TIe-
YEHbIO U CEJIE3CHKON U ee crenn(uueckoe JeHKeMruuecKkoe MopaxeHne crnocoo-
CTBYIOT HapYUICHUIO COKPAaTUTEIBbHON CIIOCOOHOCTU AuUapparMbl, YTO SIBISETCS
OJIHOM M3 npuuuH pa3zBuTus runokceMuu U JII' y 6ombnbix XJUI Il rpynmer 6e3
COITYTCTBYIOLIErO0 OPOHXOOOCTPYKTHUBHOTO Mpoliecca. B 3Ty rpynmy BKIIOYEHO
0o0JIbIlIee KOJIMUECTBO OOJIBHBIX C cene3eHouHoM dopmoit XJLJI.

Hpyrumu npuunHamu pa3Butusi runokcemuu u JII' y 6onpnbix XJIJT B
cTaauu B SBIAIOTCS CHU)KEHHE MUKPOTEMOLMPKYISIIIUU U TSHKENoe, 3aTsSHKHOE
TeueHHe UHQEKIUH OPOHXO0JIETOYHOW CHCTEMBI, COMPOBOXKAAIOIIEECS Hapylle-
HUSMU BEHTHJISIIMHA U TEMOJIMHAMHUKN MaJIOTO Kpyra KpOBOOOpAIEHHS.

Ha mo3nuux stanax omyxoneBoit nporpeccun XJIJI numdoysner B rpya-
HOM TMOJIOCTH MPUOOPETAIOT MIIOTHYIO KOHCUCTEHIINIO, MOSABISETCS JIUM(OuIHAS
UHOUIBTPALUS B JIETKUX U IUIEBpE (C pa3BUTHEM crnenuduueckoro JumMdomnpo-
JAU(PEPaTUBHOTO JIEBPUTA), PA3BUBAETCS KOMIIPECCUOHHBIM CUHIPOM, BEyILIUN
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K HapyIIeHUI0 OpOHXHMAIBLHON MPOXOAMMOCTA M BEHTWISIIMOHHOW (YyHKIIMH
JIETKUX, OPOHXOJIErOYHbIE MHPEKIMHU MTPUOOPETAIOT TSAKEIOE U 3aTSKHOE Teue-
Hue. [laHHble U3MEHEHUs! COCOOCTBYIOT CHIKEHUIO PO2 U MOBBIIICHUIO J1aB-
neHust B cucrteMe JIA. Dtum oObsicusercs Oounbiiee 3Hauenue Cp/IJIA y nanu-
entoB |l rpynmel. Tlo mepe nporpeccupoBanust XJIJI y Takux OOJIbHBIX pa3BU-
BaeTcs TUCTpO(Us MHOKapJ/ia, 4TO CHOCOOCTBYET HAPYIICHHUIO T€MOJUHAMUKH
MKK u noBrimenuro aaBieHus B JIA.

Takum 00pa3oM, MOXKHO BBIJIEIUTH YEThbIpe MexaHu3Mma passurusd JII' y
0onpHBIX XJIJI, HE MMEOIIMX COMYTCTBYIOIIET0 OPOHXOOOCTPYKTHUBHOI'O IPO-
necca: 1) topakomuadparMaibHBIA — BCICACTBUE CHIDKCHUS DKCKYPCHUU JHa-
(dbparMel pu €€ KOMIIPECCUN YBEIWYECHHBIMU TIEUYCHBIO U CEJIE3CHKOMN U Jeiike-
MUYECKOM IMOPAKEHUHU; 2) OPOHXOJETOYHBIA — TSKEIOE U 3aTSHKHOE TEUECHHE
WHDEKITMOHHBIX U CHEIU(PUIECKUX JIEUKEMUICCKUX MPOIECCOB; 3) COCYIUCTHIM
— BCJIEJICTBHE HapylieHusi peojoruu kpou B cocynax MKK; 4) mucrtpodus
MHOKap/aa.

[Ipoananu3upoBaB naHHbie criuporpaduu, TUKPIOyMETpUH, MHEBMOTA-
xorpaduu, 30HaJILHON peorpaduu Jerkux, JaHHbIE UCCIIEIOBAHUS YHI00POHXH-
anbHOU JIJI®, nerouHoil u BHyTpUcepACUHON reMoguHaMuku y 60ibHbIX XJIJI,
MO>KHO CJENATh 3aKJIOYCHUE:

1. B mpouecce omyxoneBoi nporpeccuut npu XJIJI cHukaroTcst mokasa-
TEeW SHIOOPOHXUATBLHOW MHMKPOTEMOLMPKYJISIIUU. BaXXHbIMU NpUYUHAMU
HapyLEeHUs: 3HI00POHXHATBHON MUKporeMouupkyiasiuuu npu XJUJI sBastorces
BBICOKHI JICMKOIIUTO3 B Nepudeprueckoil KpoBH, CIOCOOCTBYIOIIUN (HopMUpo-
BaHUIO JIEHKOCTA30B; y OOJBHBIX C aHEMHUYECKUM CUHJIPOMOM, CHHKEHHE KOJIH-
YECTBA HPUTPOLIUTOB.

2. Hapymienre MukporeMouupkyasiuuu y 6oybHbIX XJIJI cmocoOcTBYeT
HapyIIEHUI0 TPOMUKH TKAHEHW, Pa3BUTHIO TKAHEBOW THIOKCHUU, MECTHOMY
HapyIIEHNUI0O 0OMEHa BEIIECTB, CJIEJCTBUEM YETo SIBIISICTCS BOSHUKHOBEHUE, Tsi-
KEJI0e M 3aTsHKHOE TEUCHHE BOCHAIMTENIBHOTO MPOoIlecca B JIETKUX U OpOHXAX U
MOBBINICHNUE JJABJICHUS B MAJIOM Kpyre KPOBOOOpAIIICHHUS.

3. Ilpu npoBeaeHun GhudpPOOPOHXOCKOTMUECKOT0 uccienoBanus y 60%
OONBHBIX ¢ TporpeccupyromumM teueHneM XJIJI nuarHoCTUpOBaHO JTATEHTHOE
TEYEHUE XPOHUYECKOTO HEOOCTpyKTUBHOTO OponxuTa (40% oT ob1iero xoimnye-
ctBa 0oipHBIX XJLJT).

4. ITo mepe pasButHus omyxosneBoro npouecca npu XJIJI nmporpeccupyror
HapylieHus: o0leld U peruoHapHOM BEHTWISIIUU U Nep(y3uu JIETKUX, 4TO Xa-
pPaKTEepU3YETCSl CHIDKEHUEM JTAaHHBIX MOKa3aTesiel Mo KaxJa0l 30HE B OTAENIbHO-
CTH W B 1IeJIOM 1o o0ouM JerkuM. [IpoucxoauT nepepacrpenesieHue BEHTUIIS-
MU ¥ KPOBOTOKA M3 HIKHHUX M CPEHUX 30H B BEPXHHUE 30HBI 00OMX JIETKHUX.
Jlanubie M3MEHEHHSI 00YCIIOBJICHBI HATUYHEeM WH(EKIIMOHHBIX OCJIOKHEHUU H
JeKeMHUecKuX OpOHX0JIeTOUHbIX mposiBaeHui XJIJI, HapynieHneM 3KCKypcHH
nuadparmel.

5. Y 6ompabx XJIJI HA MO3MHMX 3TAMax OMyXOJIEBON MPOTPECCUU TTOBHI-
maeTcsi OpOHXHUALHOE COMPOTUBIICHUE BCIIEJCTBUE TSKEIOTO U 3aTSHKHOTO Te-
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YEHUST BOCTIAJIUTEIBHBIX MPOIECCOB, JIEHKEMUYECKON MHMUIBTPAIIUHN JIETKUX U
OpOHXOB, HapyUIEeHUs HAOOPOHXUATBHOW MHUKPOT€MOLMPKYJISLUU, KOMITpEC-
CUU OpPOHXHUAIBHOTO JEpeBa YBEIMYCHHBIMU MJIOTHONH KOHCUCTEHIIMH JTUMGOY3-
JIAMH CPEIOCTEHUS.

6. ITo mepe nporpeccupoBanus XJIJI oTMeuaroTcsi HapylUICHUs] CUCTOJIH-
YECKOM M IMacTONIMYECKOM (PYHKIIMHU MPaBOrO U JIEBOTO KEITYAOUYKOB.

7. HapymieHuto COKpaTUTENbHON CIOCOOHOCTH auadparmMbl Y OOJBHBIX
XJIJI cnocobcTByeT ee JelKkeMUyeckoe MOpaKeHHEe U KOMIIPECCHUS! YBETUYEH-
HBIMU [IE€YEHBIO U CEIIE3EHKOU.

8. Y 37% 6onbpubix XJIJI Ha MO3MHUX 3Tamax OMyXOJIEBOM MPOTPECCHUH,
0€e3 COMmyTCTBYIOIIEr0 OPOHXOOOCTPYKTUBHOTO TPOIECCa, TUarHOCTUPOBAHA TH-
ITOKCEMHS U JIeTOYHas rurnepreH3us. [loBeimeHnto naeneHus B cucreme JIA y
3TUX OOJBHBIX CIIOCOOCTBYET HApYIICHUE SKCKYPCUU auadparmbl, TSHKEIOE Te-
yeHre MH(GEKIIMOHHBIX OCIIOKHEHUHN U JeMKeMUUYeCKHX MOpakeHU OpoHXoJIe-
TOYHOM cucTeMbl, peonorudyeckue Hapymenus B cocyaax MKK, auctpodus
MHOKap/aa.

Penmezenonocuueckue uccinedoganusn OpoHxXo0a1e204HON cUCmEMbl
Y 0071bHBIX XPOHUYECKUM TUMPOICTUKOZOM

WNudexkunonnsie ocnoxkHeHus: Bctpeyatores B 75 - 80% cimydaeB y 00iib-
Heix XJIJI (BonkoBa M.A.,1979, lyneuua M.C. u coaBt., 1965). ITo mepe mpo-
rpeccupoBanusa XJIJI 3a0omeBaeMOCTh OaKTEpUAIbHBIMA U BUPYCHBIMU MH(EK-
IUSMH BO3pacTaeT. BO3HMKHOBEHHIO OPOHXOJIETOYHBIX OCiOXkHEHUN npu XJIJI
CIIOCOOCTBYeT crienudpuieckas TUMGONIHAS HHPMIBTPAIIAS JETOYHOW TKaHU U
runepruiazus IMMQGOUAHbIX (POJUTHKYIIOB OpOHXHUANBHOTO JiepeBa. Bee aTo mpu-
BOJUT K Pa3BUTHIO aTEJIEKTA30B, HAPYIICHUIO BEHTUJISIIMOHHOW M ra3000MeH-
HOM (PyHKIMM JIerKuX U ApeHaxHoi pynkiuu 6ponxoB (Bomkosa M.A., 2001;
Bopoose A.W., 2003; Kantoyiannis D.P., 1993). Ilpu 3ToM 3Ha4MTENIbHBIC
TPYJIHOCTH BBI3BIBAET MPKU3HEHHAS TUATHOCTUKA JICHKO3HON MHMUIBTPAINH C
UCIOJB30BaHUEM peHTreHoaornueckux meromoB (Oikonomou A., Muller N.L.,
Nantel S., 2003). McToynnkoM HHOUIBTPALKN CITYKAT TUM(POUIHBIC (OJUTUKY-
JIbI, PACIOJIOKEHHBIE BOKPYT OPOHXOB M KPYMHBIX BeH. B (a3y 310kauecTBeH-
Hol TpaHcopmarnu XJIJI BO3MOXHO mpopacTaHue OMyXOJH U3 JuMdaTuye-
CKHUX Y3JIOB B )XKHPOBYIO KIJIETYATKY CPEIOCTCHUS, MOPAKCHUE MEKaITbBEOJISP-
HBIX MEPEropoIoK JIErKoro, creHok OponxoB u miueBpbl (Kpaesckuit H.A., He-
menoBa H.M., Xoxmnosa H.II., 1965; Kaccupckuit M. A., 1970; Jamrasui I'.A.,
1987).

be3ycnogno, umo 0OHUMU U3 OCHOBHBIX MEMOO08 peucmpayui pacnpo-
cmpanenHocmu onyxoaeso2o npoyecca npu XJ1J1 aenaiomesa penmeenozpagus u
momozpagus. B kauecmee npumepa npusooum ooHo uz Hadarooenuti (Puc. 9).
bonvroti B., 62 nem. Ha penmeernocpamme opeanos epyoHOU NOJOCMU 8 NPAMOU
npoexyuu (puc. A) onpedensemcs 08YXCMOPOHHSASA, YMEPEHHO BbIPANCEHHAS
KOpHesas num@aoerHonamus O6e3 UHOUILMPAMUBHLIX UBMEHEHUL 8 JIe20UHOlL
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mkanu. Ilpu ewvinonnenuu npuyenvrot IPTI onpedensiemcs cneyuguueckas
JUMGDOUOHAST UHDUILMPAYUS 1e20UHOU MKAHU, MYPMOOOPAZHO 0X68AMbLEAIO-
was OpoHxXU 8epxHel 00U U YUPKVIAPHO cycusarowas ux npoceemsl (puc. b).
Ha penmeenocpamme oannvie usmenenus ne ouggeperyupyromcsi.

Ecnu cymmupoBaTh MMEIOIIMECS CBEJIEHUS B IUTEpPAType U COOCTBEHHBIN
OTIBIT, TO MOYXXHO OTMETUTh, YTO PEHTI€HOJOTUYECKH TOpa3/o Yyallle MPUXoIUTCs
JTIMAarHOCTUPOBAThH OCJIOKHEHHUS JICMKO30B B BUJIE PA3JIMYHOTO POJia THEBMOHUH,
4eM COOCTBEHHO JICMKeMHUECKUEe WH(UIBTPATHI.

Crnenmndudeckue JTeHKeMUIeCKne HHPUIBTPATHI ¢ TTIOMOIILI0 TPAIAITHOH-
HOW peHTreHorpaduu AMarHOCTUPYIOTCSA PEIKO, NOO HE TOCTUTAIOT 3HAUYUTEIh-
HBIX pa3MepoB. [Ipu 3HAYUTENBHON JIEHKeMUYeCKOW MHOUIBTPAINH IEPUOPOH-
XUATBHBIX TKAHEW YJAeTCS OTMETUTH BHIPAKCHHOE YCHUJICHUE JICTOYHOTO PUCYH-
Ka 1 ero JehopMalinio, COOTBETCTBYIONIYIO HEXKHOM CETUATO-MIETINCTON CTPYK-
type (Puc. 10). ITo mepe mporpeccupoBaHus Ipolecca Ha 3TOM (OHE TMOSBIIS-
I0TCSI MEJIKOOYaroBble TeHH, aHATOMUUYECKUM CyOCTPAaTOM KOTOPBIX MOTYT OBIThH
Kak crendduyueckue, Tak U HecnelupuyecKue mporecchl B Jerkux. Ouaronsie
TEHHU B YaCTH CIIy4aeB MOTYT OBITh OTOOpaKEHHUEM NMEPUOPOHXUATBHBIX U MEPHU-
BaCKYJISIpHBIX MY(T B UX morepeyHoM cedeHuu. C Ipyroil CTopoHsl, crienudu-
YecKue JelKeMHueckre UHPWIbTPATHI, MEPEXO/IAlIue HA aJbBEOJIBI M BBINOJ-
HAIOIINE WX, 00pa3yloT Menkue (POKYChl, KOTOpPbIE PEHTTEHOJIOTHYECKA MOTYT
aHAJIOTUYHO TIPOSBIIATHCS B BUE odaroB. COIyTCTBYIONTHE THEBMOHUH, CPEIN
KOTOPBIX JOBOJBHO YaCTO BCTPEUAIOTCS] MEJIKOOYAroBbie (POPMBI, TaKyKe WHOTIA
SBIISIIOTCA AHATOMUYECKHUM CyOCTpaToM MENKHUX OYaroBO-TOJOOHBIX TEHEH.
PeHnTrenonornueckue mposBICHUS cHENU(UUECKON JEHKEeMHYECKOW HHQPUIb-
Tpalil M COITYTCTBYIOIINX WM BO3HUKAIONIUX CAMOCTOSITEIHHO ITHEBMOHHMA
MOTYT OBITh CXOAHBIMH. JTO CXOJCTBO OBIBAE€T HACTOJIHKO BBIPAKEHO, UTO pe-
[IUTh, KAKUE AJIEMEHTHI TEHEBON KapTHHBI CBS3aHbI C BOCIAIUTEIHLHBIMUA U3MeE-
HEHUSMH, KaKre O0yCIIOBIIEHBI Crielu(UuecKor MHPMIbTPALIUEH, TPYIHO, JaXKe
C ucnoib3oBaHueM coBpeMeHHoi Texuuku — KT u OPTT.

OcHoBHasi OpOHXOJEroyHasi MaTojiorus B pa3iaudHblX rpynmnax XJIJI u
PEHTI€HOJIOTUYECKUE TTPU3HAKY MpecTaBleHbl Ha puc. 11 - 13.

Brenpenune B mpakTHUKy PEHTIEHOBCKOW KOMIBIOTEPHOM Tomorpaduu,
OCOOEHHO BBICOKOTO pa3peIIeHUs, 3HAYUTEIHbHO YJIy4YIllaeT JUATHOCTUKY
nerounbix mposiBnenuit XJIJI (Kotasipor I1.M., I'eopruanu C.3., 2002, 2004;
Jlanppime FO.C., Jleamun A.B., Boinexosckuit B.B., 2004). V 102 GoabHBIX
XJUUI obna BemosHeHa KT rpynHoi kietku (B mossipHble (a3bl JIbIXAHMS,
IUTAHUMETPUUECKUE U JECHCUTOMETPUYECKHME HW3MEPEHHs), MaToJoThs Oblia
oOHapyxeHa y 85 mamueHToB (83%), Ha peHTreHorpamMmax | JIMHEHHBIX
TOMOrpaMMax HM3MEHEHUsi OOHapy>KeHbl ToJbKO y 46 marueHToB (45%). 1lpu
KT BbIsIBICHBI CHEOyIONIME W3MEHEHUS: KOPHEBas W MeEIMACTHHAJIbHAS
mumbanenonatus — y 68 (66,7%); cnaBieHne OpPOHXOB M JIETOUYHOW TKAHU
mumboy3namu nipu curapome Puxrtepa — y 15 (14,7%); naeBmonus — y 45
(44,1%); nmumdpougnas wHbUIbTpams JIErkux — y 5 (4,7%); mumdbonmnas
uHbunbTpaus mieBpsl — y 14 (13,7%); mneBputsl —y 28 (27,5%); TyOepKyné3
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nérkux — y 10 (9,8%); smpmzema — y 78 (76,5%); mHEBMOCKIEpo3 — y 37
(36,3%); noctriHeBMOHUYECKH mHEBMOGuOpo3 —y 14 (13,7%) nauueHTos.

Puc. 9. PeHmeeHozpamma (A) opaaHos 2pydHoli nosocmu e npamoli npoexkyuu u IPTI (B) neeozo
nez2ko20 8 npamoii npoeKyuu 6onbHo20 B., 52 nem ¢ X/1/1. Ha penmaeHo2pamme sudHa dsyxcmo-
POHHAA KopHeeaa numgpadeHonamusa. Ha 3PTI onpedensemca cneyuguyecKas neiikemuyeckas
UHpunbmpayua ne204Holi MKaHU 8 sude NepubPOHXUANbHbLIX, NePUBACKYAAPHbIX Mydm, YUPKY-
7IAPHO cyxcusarowas npoceemsl 6poHxo08 sepxHeli 0au 18020 ne2Ko20.

Puc. 10. DPTI" 6071b-
nozo XJUUI (111 epynnay.

Onpeodensemca  npu-
KopHegasa  aumgade-
Honamus, oonvuie
cnpagsa. Ilneemonuuec-
Kaa  unHguivmpayus
HUuJICHell 007U chpaea,
ycunenue u  Oeghop-
Mayusa J1e204H020 pu-
cynka. Ilpaswiii Kynon
ouagpazmel Heuemkuii
3a cuem peaKmueHozo
nneepuma. Ilpoceemul
GUOUMDBIX OPOHX08 CO-
Xpamnenul.

VYBenuuenue IUMQOY3JI0OB CPEIOCTEHHUsS, N0 JAHHBIM Pa3HBIX aBTOPOB,
TUArHocTupyroT y 25-64% 6onpubix XJIJI (AnocoB H.H., 1997). Bonbiiei ya-
CThIO Tepudepuueckne TUMEPOY3Ibl MPEBOCXOIAT MO pa3MepaM BHYTPUTPY/I-
HBIC, OHAKO MOTYT HaOIIOAaThCsl U OOpaTHBIC B3aMMOOTHOIIEHUS. BrIpaskeH-
HOCTh MEIUACTHHAIHLHOW TUM(DaIEeHONATHN 3aBUCHT OT CTAaJlUW PAa3BUTHUS OIIy-
xoJsieBoro mporecca. Jlumdanenonatus y 6oiabHbix XJIJI B ocHOBHOM mnepude-
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puueckas. [Io 3ToMy mMoBoay B OCHOBHOM MHAaIlMEHTH U OOpalaloTcs K Bpadyy.
JIumib y HEMHOTHX U3 HUX B 3TO BPEMsI PEHTI'€HOJOTUYECKU OIPEACIIIeTCs yBe-
audenue aumdoysnoB cpenocteHus. [loznnee, B pa3BepHyTOl cTtaauu 3adole-
BaHUsI, MEIMACTUHANIbHAS JIMM(]aJeHONaThs BBISBISIETCS 0oJiee YeM Yy MOJIOBU-
HbI OOJIBHBIX, IOCTUTasi MHOT/Ia 3HAYUTENbHBIX pa3MepoB. OAHAKO NSl KJIacCH-
YECKOTO TeUCHHUs 3a00JIeBaHUS Jlake MPU 3HAYUTEIHHOM YBEIHMYEHUH JTUMEO-
y3JI0B KOMITPECCUOHHBIA CUHJIPOM He siBJsieTcsl xapakTepHbiM (Bopobner A.M.

1 coaBt, 2003; daitnmteitn @.0. u coaBt, 1987).

bonesHu neakux

1. XOBJI
(n-7)

2. ITneBMOHUH
(n-9)

| rpynma

6ompHBIX XJIJI (cTagus A
o knaccudukauu J. Binet)

n-48

PeHmeeHonoz2u4eckue npusHaKu

1) Omduzema nerkux (N —12)

2) Hudbdy3Hbrii

mHEeBMoOcKJiepo3 (N — 12)

3) Ycunenue u qedopmarius Jie-

3. IlneBput

(n-0)

ro4Horo pucyska (n —9)

4) OyaroBsie U UHOUIBTPATUBHBIC
tean (N —9)

5) VBenuuenue muMQoy3oB B
rpyaHoit ojoctu (N=0)

Puc.11. 3abonesanun neckux u penmezenonozuueckue npusnaxu y o6oavnoix XJLI | zpynnut

bone3Hu nezkux

1. XOBJI
(n-30)

2. ITaeBMoHNHN

PeHmeeHono2u4eckue npusHaKu

1) Omduzema nerkux (n — 52)

(n - 36)

3. IIneBpur
(n—230)

Il rpynma

n-112

6omnpHbIX XJUJI (cTagus B
no knaccudukarmu J. Binet)

2) Auddy3Hbiit

nHeBMOCKiIepo3 (N — 50)

3) Ycunenue u nedopmanus je-
TOYHOro pucyHka (N — 67)

4) OgaroBble U UHOUIBTPATUBHBIE
tenu (N — 43)

5) YBenuuenue 1uMQpoy3oB B
rpyaHoii nosoctu (N=80)

Puc.12. 3abonesanus nezkux u penmzenonozuueckue npusnaxu y 6oavnvix XJA1 |1 zpynnut
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GonesHu neakux PeHmeeHonozau4yeckue npusHaku

1. XOBJ 1) Ombuszema nerkux (n — 34)
(n—13)
2) Hudbdy3Hbrii
/ MHEBMOCKJIepo3 (N — 34)
Il rpynma 3) Pacumpenue KopHei
2. 0Ol 6ompaBIX XJUJI (cTagms C nerkux (N — 68)
(n '_ 58) 10 KJIacCU(UKAITNH
J. Binet) n-68
\ 4) Ycunenue u aedopmarnus
JIero4Horo pucynka (n — 37)

5) OuaroBbie ¥ HH(UIBTPATUBHBIC

3. IlneBpuT TeHu (N — 66)
(n-31)

5) VBenuuenue muMdoy3oB B
rpyaHoi mosocTtu (N=68)

Puc.13. 3abonesanus nezkux u penmezenonozuieckue npusnaxu y 6onvuvix XJUI 11 zpynnat

BbeicTphiid pocT AuMMQOY3/I0B, MPUOOPETEHHE UMH KAMEHHCTOW IUIOTHO-
CTH, CHABJIEHUE U MH(OUIBTPALUS COCEIHUX OPraHOB M TKAHEW, BBI3BIBAIOIIHE
OTeK W OO0JIEBOM CHHIPOM, XapaKTEpHbI Jii CAPKOMHOM, 3JI0KaU€CTBEHHOU
tpancopmarmu XJIJI - 1T.H. cunapom Puxtepa. B 3Ty craguio 3a0oneBaHus
BO3MO)KHAa KOMIIPECCHUS YBEJIMYEHHBIMU JUMQOy3daMu OpPOHXOB U JIETOYHOM
TKAaHW, CONPOBOXKIAIOIIASCS HAPYIICHHEM BEHTWJISILMU JIETKUX M JPEHAKHON
dbynkuun OponxoB. B cramuio 31mokauecTBEHHOW TpaHc(opMaIlid BO3MOMKHO
npopacTaHue TKaHU JTUM(}Oy3iia B JIETOUHYIO TKaHb U IPOCBET OPOHXOB, YTO HE
XapakTepHo s kiaccuyeckoro Teuenus XJIJI. [ns Bepudukanmuu cuHapoma
Puxtepa HE0OXOIUMO THUCTOJIOTUYECKOE HCCIENOBAaHUE CApKOMHOTpachOopMu-
poBaHHBIX JUM(pOy310B. OnepanoHHas OUOICHs HE MPEACTaBIsAET TPYIHOCTH,
ecnu TpaHchopmalis NPOUCXOIUT B Nepudepruueckux aumpoysnax, 1 OYeHb
3aTpyIHUTENIbHA MPU MOPAKEHUN MEAUACTUHAIBHBIX WM a0JOMHUHAIIBHBIX Y3-
noB. He 3amensist ructonornueckoe uccienoanue, KT mMoxer momMous B Jua-
THOCTHUKE CapKOMHOM TpaHcpopMauuu 1uM(poy3aoB rpyAHON NOJ0CTH. B monb-
3y pa3BUTHUS CUHApOoMa PuxTepa roBOPUT pa3BUTHE KOMIIPECCUOHHOTO CHUHAPO-
Ma B IpYAHOU MOJIOCTH, CBA3AHHOE C YBEIUYEHHBIMU JIUM(PATUUECKUMHU Y3JIaMU
W/WIIH IpOpacTaHueM TKaHU JTUM(Oy3i1a B OKpyxatoliie Tkauu. Pucynok 14 A.

VY GonpHBIX ¢ CHHAPOMOM Puxrtepa BCieACTBUE HApYIICHHs BEHTHIIALIU-
OHHOM (PYHKIIUU JIETKUX W JPCHAKHOW (PYHKIIMU OpPOHXOB HUH(PHUITMPOBAHHE
OpOHXOJIETOYHON CHCTEMBI SIBIISIETCS JOBOJIBHO PAaCIpPOCTPAHEHHBIM U CEPbE3-
HBIM ocJio’)kHeHueM. Ho kpome BocnaiuTeNnbHbIX HHPUIBTPATOB B CTAIUIO 3J10-
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KauecTBEHHOU TpaHchopmarun XJIJI B JerKuX MOXKET MOSIBIATHCA crienuduye-
cKas jeiikemudeckas uHWIbTpanus, auddepeHnranbHas TMarHoCTUKa KOTO-
POl ¢ BOCHAIMTENILHBIMU HH(PHUIbTpATAMK OYeHB 3aTpyaHUTEIbHA (puc. 14 B).

Puc.14 A. bonbHolii A., 67 nem, ¢ cuHOpomom Puxmepa. A — IPTI opzaaHoe 2pydHoli nonocmu (mpaxe-
anbHblii cpes). Onpedensemca npopacmaHue yeenuvyeHHsIX, NA0MHoU KOHcucmeHyuu Aumgoy3106 8
npoceem npomexcymoyHoz2o0 6poHxa cnpasa. b — komneromepHas momozpadpusa (aKcuansvHslli cpes
6a3anbHbix omodenos sez2Kux). Onpedensemcsa cAUBHAA, MHO20GhOKYCHAA UHUAbMpayua Haooua-
cpazmaneHoli 06aacmu nNpasozo ne2Koz0.

Puc.14 b. CuHdpom Puxmepa. A - anekmpo-
peHmaeHomomozpamma 0op2aHo8 2pyOHoii
Knemku (cpeduHHbili cpe3); b — KT-
CKaHUPOBAHUE HUMCHUX 30H Jfe2Kux; B -
aymonculiHblii mMakponpenapam npasozo
ne2Koz0.  YeesnuveHHble,  KameHUcmoli
naomHdocmu, 6poHxonynbMOHANbHbIE
aumdoysnel. LupKyaapHoe cyxeHue npo-
MeXymo4yHoz2o 6poHxa cnpasa. BeepHblii
(om KopHa) mun nelikemu4yecKo2o AUMGpAH-
2ouma. Menkoo4azoeasa u ¢poKycHaa ouc-
ceMUuHauua 3a cyem AayuUHO3HO-00/16K080l
nelikemuyeckoli u 6akmepuanbHoii nHees-
MOHuYecKkoli  uHgpuabmpayuu. [aHHble
aymoncuu (Ha Makponpenapame 6uOHbl
/AIUHeliHble u o4azoeble CMPYKMypbi) NOAHO-
cmoio cosnadarom c pesynomamamu 3PTI u
KT.




B wucnonp3zoBanun KT 3anokeHbl  OOJbIIME€ TIEPCTIEKTUBBI  JJIS
O00BEKTUBU3ALINU PEHTI€HOBCKUX U300paKeHUN u napameTpoB,
XapaKTEpU3YyIOIINX CEJIEKTUBHBIN CTaTyC BEHTWISIMOHHOW (PYHKIUU JETKUX
(ABeprsinoB A.B., ITomuBanos I'.D., 2006; AsepssinoB A. B., 2007; TepHoBoii
C.K., 2002; Boedeker K.I., McNitt-Gray M.F., Rogers S.R., 2004; Bagheri Af.
H., et al., 2006). PenTreHosoruueckre 3akaiOUYCHUSI O COCTOSHHH JIETOYHOTO
pucynka u smbuzeMbl BechMa cyobekTuBHBI (Gevenois P.A., Yernault J.C.,
1995; Kauczor H.U., Heussel C.P., Fischer B., 1998; Coxson H.O., Rogers
R.M., Whittall K.P., 1999). A.B. Jlenmmu (2004) pa3paboTtasi MeTOIUKY
KOJIMYECTBEHHOM  OLIEHKM peHTreHosorndyecknx JaHHeix npu KT ¢
ucnojp3oBanueM mporpammbel  Level Detect kommbroTepHoro TOMorpada
«Hitachi W-800», xotopas mnpemycmarpuBaeT BbiAeleHHe 3amaHHbIXx KT-
IJIOTHOCTEH B 30HE WHTEpeca W aHaau3 (PUKCHPOBAHHBIX JIHAMa30HOB
IUVIOTHOCTEH B MPOILIEHTaX HA  €AUHUIYy  IUIOIIAJd  aKCHAJIbHOIO
tomorpaduueckoro cpesa. HambGosaee onrumanpabiMu A.B. Jlenmun (2004)
CUMTAET Cpe3bl HA YPOBHE OM(ypKalUU TPaxeu, BHIOJHEHHBIE MIPU TIIyOOKOM
BJI0X€ (YpPOBEHb CTBOJIA JIETOUHON apTEepUN).

OnbITHRIM TyTéM mipu obcienoBanuu 100 3mopoBbiX maiueHToB (57 — ¢
XOBJI u 54 — ¢ OpOHXHMATBLHON aCTMOI) aBTOP YCTAHOBWJ, YTO B JHMAaIa3oHE
mwiotHoctedt  —950...— 1000 en. HU BeisiBnsieTcss («KOHTPACTUPYETCS)
sM(puzemMaTo3HO TpaHCPOpMUpPOBaHHAs JErOoUHas TKaHb. [logcueT BbIEICHHBIX
NUKcelled B (DUKCHUPOBAHHBIX (JIOMUHAHTHBIX) OOJIACTAX TOrO WJIM HHOIO
aKCHAJIbHOTO TOMOTPa(UUYECKOro cpe3a MO3BOJIIET MOJTYYUTh KOJTUYECTBEHHbBIC
(B % Ha ef. miIoumaaM) AMArHOCTUYECKUE TeCThl AMpu3eMbl Jerkux (JIeHmmH
A.B., 2004). Hanuas Metoauka Oblia HaMu npuMmeHeHa y 6osnbHbIX XJIJI (puc.
15). B uzyuaemsix rpymnmnax 0onbHbIX XJIJI momyyeHsl ciaeayromuye pe3yabTaThl
KOJIMYECTBEHHOTO oOmpeeieHuss 3mbuzemMbl JErKUX: B | rpymnme mporeHT
sM(pu3zeMaTo3HON TKaHU Ha €]I. IUIOIaAN B cpeiHeM cocTtaBui 27,24+0,24; Bo 1l
rpymre — 34,27 £0,31%; B |1l rpynme — 42,294+0,21%.

Puc.15. KomnotomepHasa momozpadpus, 6ugypkayuoHHbliii cpe3. A - onpedeseHue 3Mmgpu3eMmamosHO
mpaHcgpopmupoeaHHoli ne2o4Holi mkaHu no npozpamme LEVEL DETECT. b — KonuyecmeeHHoe onpede-
neHue smgusembl Ha ed. naouwadu ne2o4Holi mkaHu — 43%
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KonnuectBenHnoe omnpenenenue smouszeMbl jJerkux y OombHbix XJIJI
SBJISIETCSI B@XXHBIM METOJIOM PEHTT€HO(PYHKIHMOHAIBHOTO  HCCIEIOBaHUS,
MOCKOJIBKY € SM(U3eMaTO3HOUW TpaHcopMmaluend JeroyHoil TKaHU y ATHX
OOJBHBIX CBSI3aHBI MHOTHE (DYHKIIMOHANBHBIE HApyIIEHUsS OpPOHXOJIETrOYHOU
cuctembl, a KT sdBasercs OIHMM U3 CaMbIX JOCTOBEPHBIX METOMOB
NPYKU3HEHHON TMarHOCTUKU SM(DU3EMBI.

Pe3romupyst ckazaHHOE, MOKHO CHIE€NIaTh CIEIYIOIEE 3aKIIF0UCHUE:

1. KoMIuieKCHOE PEHTTE€HOJIOTMYECKOE MCCIIEI0BAHUE OPraHOB IPYIHON IO-
aoctu ¢ ucnosibzoBanueM OPTI u KT 3HauMTeNbHO yiydlllaeT ITUAarHOCTHKY
OpOHXOJIErOYHOU MaToNoruu y 6osbHbIX XJIJI

2. Pentrenonoruyeckas AuQdepeHnuanbHas TMarHOCTHKA MEXKy BOCIAIH-
TEIbHBIMU U CHIEUU(PUUECKUMHU JIEHKEeMUYECKUMU UHDUIBTpaTaMU B JIETKUX Y
6ompabIX XJIJI 3HaunTENRHO 3aTpyaHeHa. OJHAKO B MOJABIISIONIEM OOJIBIITHH-
CTBE€ CIIy4acB MPHU PEHTIC€HOJOTMYECKOM HMCCIIEIOBAHNUN BBISBIIOTCA BOCHAJIM-
TenabHble HHPUIBbTpaThl. JIumbouanas unguibTpanus B jgerkux rnpu XJUI pen-
KO JIOCTUTaeT TaKUX pa3MepoOB, KOTJa MOXKET ObITh BBISIBIIEHA PEHTI€HOJIOIHYe-
CKH.

3. KT sBaseTcs JIydimM METOAOM PETUCTPALUU KOMIPECCUOHHOTO CHUHJIPO-
Ma B rpyaHO# mosoctu y OonbHBIX XJIJI B cTajmum 310KauecTBEHHOW TpaHC-
dbopmaruu.

4. Ilpy  UCHONB30BAHMM  METOJAMKM  KOJMYECTBEHHOM  OLICHKH
penTrenonornyeckux naHHbIX npu KT y 6onpnbix XJUJI mo mepe omyxoneBoid
IPOTPECCUH BBISIBJICHO YBEJIMUYEHHE MTPOLIEHTA SM(PU3EMATO3HON TKAHHU.

Mopdghonozuueckoe uccneoosanue OpOHX01€204HO CUCHEMbL
RAYUEeHM 08, YMEPULUX 0Nl XPOHUYECKO20 TUMPOeliKo3a

3a 13-netauit nepuoa ucciuenoBanus y 95 namuentoB XJIJI 611 KoHCTA-
TUpOBaH JeTanbHbIA ucxoj. [IpoBenen ananus jetanbHOCTH O0IBHBIX XJUJI 1
10 JaHHBIM AayTONCUIHOTO Marepuajia U3y4eHbl MOpP(OIIOTUYECKHUE U3MEHEHUS
B JIETKUX, OpOHXaX W IUIEBpE y ITHX mareHToB. TepmunHanbHas ctaaus XJIJI
yaie NposBIsUIach TpaHcpopmalred B KpPYyHMHOKIETOUHYIO JIMMdocapKoMmy,
pa3ButueM kKaxekcuu. [IpomumbonutapHslii KpU3 OTMEUYEH TOJBKO y ABYX Ia-
ureHToB. brmactaeiid kpu3 XJIJI B Hamem uccineoBaHUM HE 3apETMCTPUPOBAH.
HenocpenctBennbie mpuanHbl cMepTu 60mbpHBIX XJ1JI mpuBeaens! B Tabm. 22.

[Ipu rucToNIOrMuYecKOM UCCIEI0BAHUM ayTONICUMHOTO MaTepuaa JuM@o-
uaHas uHGUIbTpanus JErKuX U OpoHXOB Obula OOHapyxkeHa y 43 OO0JIbHBIX
(45%). OgHako TOJIBKO Yy 5 MAIllMeHTOB MMeJIa MeCTO MacCHMBHas JICMKO3HAs UH-
bunbTpalys, BBISIBICHHAS NMPHU KU3HU PEHTTEHOJIOTMYECKHM B BUJIE OYArOBBIX
WM MHOUITBTPATUBHBIX TCHEW, U TO TMAarHO3 ObLI YCTAHOBJICH MPU ITTUTEIHHOM
HAOJIIOJICHUH 32 TUHAMUKOMN 3a00JI€BaHMs U UCKIIOYEHUH IPYTHX JIOKAJIbHBIX
MPOIIECCOB B JIETKUX. Y ATUX Ke O0NbHBIX JumdbounaHas nHGUIbTpaus Obuia
JMarHOCTUPOBAaHA MAKPOCKONMYECKH IIPU ayTOIlCHM. I'mcTosornyeckoe uccie-
JIOBaHME JETKUX B JAHHBIX CUTYallUSX BBISBISUIO TOTaJbHYIHO MOHOMOP(HYIO
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JeMKO3HYI0 MHOUIBTPALUIO M0 X0y MEKaJIbBEOJSPHBIX MEPErOPOJIOK, 3aroi-
HEHHUE MTPOCBETA allbBEOJI M COCYA0B uMporutamu (puc. 16, cM. 1B. BKIAAKY).
Bo Bcex ocranbHbIX ciydasx JduMm@ounaHas WHGUIbTpauus Obula oOHapyX eHa
TOJBKO TPH MHKPOCKOIIMYECKOM HCCIenoBaHUM (puc. 17, cM. IB. BKJIAIKY).
JIumdpongHas MHPUIBTpaMs B JErKUX HOCHIIA MPEUMYIIECTBEHHO MHTEPCTU-
UaNbHbIN XapakTep. YacTo B cTaaiuu 3J10Ka4ECTBEHHOM TpaHchopMaluy nMesia
MECTO TOTaJIbHAsl MH(QUIbTPALUs HHTEPCTULIMATIBHON TKaHU JErKuX. Jlelko3Hast
uHGUIbTpaIs ObllIa OYEHb BBIPa)KEHA MO XOAy OPOHXOB, MEJIKUX COCYJOB U B
MEXalbBEOJSIPHBIX MEPEropoJiKax, 4YacTO HOCWIIA CIMBHOM Xapakrep. HaOuro-
JATUCh KPOBOMBIIMSAHUS B MEXYTOUHYIO U PECIUPATOPHYIO TKaHb C MEPUBACKY-
JSpHBIM OTEKOM. Pexke oTMedanuch oyaru JISMKEMUYECKOM MH(HUIbTpauuu B
pPECIUPATOPHBIX CTPYKTYpaX.

Tabnuua 22
Henocpeocmeennvie npuuunsvt cmepmu 60aonvix XJ1
[TpuunHbl cMepTH KonudecTBo G0JIbHBIX
Abc. % ot o011ero
KOJIM4eCTBa

YMEPIIUX
[TaeBMoOHNHN 54 56,4
JlumdonponudepaTuBHBIN MIEBPUT 3 3,3
Cericuc 1 1,1
I'HOMHBI MEHUHTUT 1 1,1
AHEMHYECKUN CUHIPOM 2 2,1
TpoMOoIMTONEHHS, TEMOpPPAruueCKuit 1 1,1
CHUHIPOM
['enaTaprus BcieacTBUE cEU(PUIECKOTO 2 2,1
TTOPKCHUS TTCUCHU
Octpas noyeyHas HeAOCTATOYHOCTh BCIE- 1 1,1
CTBUE JICMKO3HON MHOUIBTPAIIMH MOYEK
3J10KaueCTBEHHbIE HOBOOOPA30BaHUs 3 3,3
CepaieuyHo — cocyaucThIe 3a00ICBaHMS 18 18,8
TOKCHKO — aJIIEPrUYEeCKUI TenaTUuT 1 1,1
JlexommieHcanus XpOHNYECKOTO JIETOYHOTO 8 8,5
cepaua
Bcero 95 100

IIpu rUCTOIOTMYECKOM HCCIAEAOBAHUM B JETKUX OTMEUEHO PACIIUPEHUE U
MIOJIHOKPOBUE KPOBEHOCHBIX COCYJOB, IPOCBETHI MHOTHX COCYZOB 3arlOJHEHBI
mumborutamu (neiikocrassl) (puc. 18, cm. 1B. BkIaaky). Oco6eHHO YacTo Jiek-
KOCTa3bl BBIBISUIM B COCyAax MeNkoro kanuOpa. CkorieHus: JTUM(OUUTOB B
JAHHBIX CUTYalHUsX MOJHOCTbIO TEPEKPHIBAIA MPOCBETHI MEJIKUX COCYAOB, BbI-
3bIBasl 3HAUYUTEIBHOE HApYyLIEHWE MHUKPOLMPKYIsuuu (puc. 19, cMm. uB. BKIaj-
Ky). ¥ yacTu OOJIbHBIX OTMEY€HAa MHQUIbTPALMS CTEHOK JIETOYHBIX COCYAOB
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OITYXOJIEBBIMU KJIETKAMU M MHOXECTBEHHBIC TIEPUBACKYJISIPHBIC O4Yaru JuMQo-
UHBIX KJIETOK.

VY MHOrux OONBHBIX BBISBICH MEPUOPOHXHUATBHBIN, MEPUBACKYIISPHBIN,
MEXYTOUYHBIN CKJIepo3. MHOKECTBEHHbIE aTeNleKTa3bl JIETOUHON TKaHU Yepeio-
BaJIUCh C y4aCTKaMU M(U3EMATO3HOTO PACHIUPEHUS AJIbBEOJ, a TAK:Ke OTEKOM
U CKJIEPO30M MeXKajabBeoJsApHbIX cenT (puc. 20, cM. 1B. BKIAJKY). Y OOJbHBIX
XJIJI MOKHO BbICKa3aTh MPEIOIOKEHUE O KOMIEHCATOPHOM XapaKTepe JIoKa-
JU30BaHHOM AM(U3EMbI JIETOYHOW TKaHW. B OAHHMX ydyacTKax NpU HaJIUYUHU
muddy3Hoi auMGOUIHON WHQPHIBTpAIMU JIETOYHOW TKAHU W yBEIMYCHUS
OpOHXOMYIbMOHATIBHBIX JTUM(OY3JIOB aTbBEOJBI UCKIIOYAIOTCS U3 BEHTUIISINH
BCJIEZICTBUE aTeseKTa30B. OTMEUaeTcss yMEHbIIEHUE UIOMAIA U BEHTUIISALUOH-
HOM CIOCOOHOCTH APYIMX aJIbBEOJI BCIEICTBHE OTEKa, CKIEPO3a MEKaJbBEO-
JSIPHBIX CeNT, TUMGPOUIHON MHPUIBTPALUUA MEKAIbBEOSIPHBIX MEPErOpOJIOK,
JIeCKBaMalluu aJbBEOJISIPHOTO AIUTENUSA. B COXpaHMBIIMXCSA OTAENax JIETKOTro
KOMIIEHCAaTOPHO TNPOUCXOJIUT PaCUIMPEHHE allbBeoJ. J[aHHbIE W3MEHEHUS B
OombIel cTeneHu BeIpaxkeHbl y 60sbHbIX XJIJI Ha MO3qHUX 3Tanax omyxoJieBon
nporpeccur. ['oBops 00 ambuzeMe serkux y 6oabHbIx XJIJI, Takxke HE0OX011-
MO YYMTHIBATH MOKUIION BO3pacT OOJBIIMHCTBA OOJILHBIX, B JIAHHOM ClIy4ae
MO’KET UMETh MECTO cTapueckas sMpuzema.

Crneundudeckuit umbonpoarudepaTUBHBIN MJIEBPUT AUATHOCTUPOBAH Y
21 6onpHOTO. Y 19 KOHCTaTMpOBaH NeTanbHbIA McXod. Ilpu nuToNIOrMUECKOM
UCCJIEIOBAHUM JKCCyJaTa Y 3THX OOJBHBIX OOHAPYKEHBI B OOJBIIOM KOJUYE-
CTBE TUM(OUUTHI. [ 'MCTOIOrMYECKOE HCCIIEJOBAHUE BBIABIIUIO AUP(DY3HYIO WK
04aroByo JTUM(OUIHY0 HHQUIBTPAIHIO IDIEBPHI (prc. 21, cM. [IB. BKIAJIKY).

IIpu uccnenoBanuu auadparmsl y 45 NalMeHTOB CO 3HAYUTEIbHBIM YBE-
JUYEHUEM MEUYEHHU U CEeJNEe3E€HKH ObUIO YCTAHOBJIEHO Mpeo0sialaHue MUOLUMTOB
CpeHUX Pa3MepoB (ILUIONIAAb HonepeyHoro cedeHus — 501+£14,2 mxm?), HO TpH
TOM HMEJO0 MECTO YyBEJIMYEHHE BHOBb OOpPA30BaHHBIX MHOLIUTOB OOJBIIOTO
(1969+£31 mrm?) u mamoro (286,8+17 Mkm?) pa3mepoB. JIMarHOCTHPOBAHEI
HEKPOOMOTUYECKNE U3MEHEHUSI MUOLIUTOB. Y 3TUX OOJbHBIX OTMEUYEHO 3Hauu-
TEJIBbHOE Pa3pacTaHrue CTPOMBI BOKPYT COCYJ0B U MEKMBIIIEYHOM MPOCTPAHCTBE
(puc. 22, cM. 1B. BKJIEHKY). BbIsSBICHBI OOJIbIIIME YUYACTKH JIUITOMaTo3a (puc. 22,
CM. 1IB. BKJaAKy). K momoOHBIM IUCTPOPUYECKUM H3MEHEHUSIM TPUBOIUT
HapyleHue QyHKIuu auadparmMbl BCIEACTBUE KOMIIPECCUU €€ YBEIUYCHHBIMU
NEYEHBIO U cele3eHKOU. [Ipu rucTonornyeckomM Mccie0BaHuM OTMEYEHA JTUM-
dbounnas nHpmIbTparusa nuadparmel (puc. 23, cM. IB. BKJIAAKY) U JUMEOIH-
TapHbIE CTa3bl B COCY/IaX, YTO TAKXK€ CIIOCOOCTBYET HAPYIUIEHUIO COKPATUTEIb-
HOU crmocobHocTH auadparMbl U AUCTPOPUUYECKUM H3MEHEHUSIM MBIIICUHbIX
BOJIOKOH. Y 30 O0JBbHBIX HE OBLJIO BBISIBJICHO 3HAYUTEIHLHOTO YBEIMYECHHUS eUe-
HU U CeJIe3eHKH. Pa3zMepbl MUOIIMTOB nuadparmMbl y TaKuX OOJILHBIX HE UMENH
CYIIIECTBEHHBIX PA3IMYNi ¢ aHAJTOTUYHBIMU Y TTPAKTUYECKU 3/IOPOBBIX JIHII, 0€3
COITYTCTBYIOITUX OPOHXOJIETOYHBIX 3a00J1€BaHUN M reM00JIacT03a, YMEPIINX OT
TpaBM (96 % coctaBmsuin cpeaaue MuonuThl). OMHAKO Y MHOTUX OOIBHBIX 0€3
BBIPOKEHHOW Tenaro- M CIUICHOMETAJWuW BBIABISUIACH JIUMQpoUIHas UHPUIb-
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Tpauus auadparMbl U CKOIUICHUS JUMQPOLUTOB B MPOCBETax cocynoB. Jlumdo-
uaHas MHQUIbTpauus aquadparMbl HUKOTIa HE TOCTUTalla TAKUX Pa3MepoB, KO-
raa Morjia Obl OMpPEeAeNATbCS MAKPOCKOIUYECKH, 3TO ObUIM TMCTOJIOTUYECKHE
HaXOJIKU.

VYBenuuenue IUMQoy3oB B IpyIHON MOJOCTH BbIsABIEHO Y 73 (76,8%)
ymepmux ot XJIJI (Mo gaHHBIM MPUKUZHEHHOTO PEHTIC€HOJOTUYECKOTro Hccie-
noBanus 228 6oapHbIX XJIJI, yBenuuenue nuMdoy3i10B B TPYIHOM MOJIOCTH JTU-
arHOCTUPOBaHO y 66,7% 00abHBIX). Ilpu 3TOM yBenMueHHE MEIUACTUHAIBHBIX
AUMQOY3JI0B OTMEUEHO Y 65 MalueHToB, OPOHXOMYIbMOHAIBHBIX — B 65, Tyru
aopTsl — B 30, mapaTpaxeanbHbix — B 10, mapasszodaranbHeix — B 8, Oudypkamu-
OHHBIX — B 12 ciryqasx.

Tabauya 23

Yacmoma pa3iuyHwvix MopPhoaocuueckux uzmeHeHuil OpOHX016204Hol

cucmemul 001bHbIX, ymepuiux om XJL/T

Mopdonoruueckue usmMeHeHus Kon-Bo 00bHBIX
abc. %
1. Jlumdbounanas nHGUIBTpALMS TKAHU JETKUX U OPOHXOB 43 45
3. JletikocTassl 57 60
4. Dmduzema JIErKuX 80 84,2
5. Atenekrassl 85 89,5
6. ITneBMoHUHN 54 56,4
7. HGbEKITMOHHBIN TJICBPUT 11 11,57
8. 'HOMHBIN OPOHXHUT 11 11,57
9. YBenmnuenue nMMQOyY3I0B TPYAHON MOJIOCTH 73 76,8
10. «PuxtepoBckas» TpaHchopmarus JIUM(Poy3a0B 14 14,7
CpeIOCTeHUs
11. Jlumbounanast HHUIBTPALIUS TUIEBPHI C PA3BUTHEM 19 20
auMponposudepaTUBHOTO TIIEBPUTA
12. ITueBmockiiepo3 (nuddy3HbIi 1 04aroBbIii) 70 73,7
13. TyGepkyné3 3 3,1
14. Pak nérkoro 2 2,1

VY 14 GonbHBIX yBEIMYEHHBIE OPOHXOIMYJIBMOHAIBHBIE JTUMQOY3JIbl BbI-
TJISIICNIN B BUJIE OOJIBIINX MAKETOB, INIOTHOM, KAMEHUCTON KOHCUCTEHIIMU, ObLIH
CHasiHbl B KOHTJIOMEPATHI ¥ BBI3BIBAIIN ClIaBIIEHUE, UHPWIBTPAIINIO, OTEK JET0Y-
HOM TKaHM W OpoHXOB. ['MCTONMOTMYECKHI aHAMM3 ATUX JUMQPOY3JIOB BBISBUII
MpU3HAKK TpaHCHOpMAIMK B KPYIMHOKIECTOUYHYIO JHUM(pOcapkoMy (CHHIPOM
Puxtepa). ¥ Bcex 3TuX OONBHBIX CMEPTh HACTyMNaa P MPUCOSTUHEHUH TTHEB-
MOHUH. [[7151 OOJIBHBIX, yMepIIUX 0€3 SIBHBIX MPU3HAKOB CAPKOMHOM TpaHcdop-
Maly, KOMIIPECCUOHHBIM CUHIPOM B I'PYAHOM MOJIOCTH HE XapakTepeH. JIlnm-
boy3bl CPEAOCTCHUS, Jaxe MPU UX 3HAYUTEIHLHOM YBEJIWYEHHH, OCTABAIIMCH
MSITKOM KOHCUCTEHIIMM U HE CIABJIMBAIM OKPYKAIOIIUE TKAHHU.
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IIpoananu3upoBaB U CONIOCTABUB JTAHHBIE U3YUYEHUsI PETMOHAPHOW BEHTH-
JSIUUU U JIETOYHOTO KPOBOTOKA C PEHTT€HOJIOTHYECKUMU U MOP(POJIOTUYECKUMHU
HCCIIeIOBAaHUSIMU OPOHXOJErOUHOM cucTeMbl y 001bHBIX XJIJI, caenan BBIBOA O
OpsIMOM 3aBUCHUMOCTU (DYHKITMOHAJIBHBIX PACCTPOMCTB JIBIXaTENbHON CUCTEMBI
OT MOP(OJIOTUUECKUX W3MEHEHUH B JIETKUX, OpOHXaX U nAuadparme y 3TUX Ma-
LMEHTOB HA pPa3HbIX 3Tanax OIMyXOJEeBOW Mporpeccur. B mponecce onmyxoneBou
POrpeccuu reMo0I1acTo3a nosiBisieTcs JuMponaHas UHGUIbTpaLUs JETKUX U
OpOHXOB, B JIETKMX OTMEUYAETCs] IMTHEBMOCKIIEPO3, JIOKATHU30BaHHAs 3MQHU3eMa.
BcenenctBue 5TOro mpoucXoauT MOP(OIOTHUECKOe HW3MEHEHHE albBeod H
HapylIeHHe uX (QYHKIHMOHANIBbHON crmocoOHOCTH. OTMedaeTcss 3HAYUTENIbHOE
HapylIeHue 3HA00POHXUATBHON MUKPOTE€MOLIMPKYJISUNUNA, OAHOW U3 MPUUYHH KO-
TOPOTO SIBJISIETCSI BBICOKUU JICHMKOIIMTO3, CHOCOOCTBYIOLIUHN (HOPMHUPOBAHUIO
JEMKOCTa30B B COCyAax OpOHXOJIETOYHOW cucTeMbl. HapyiieHus: MUKporemo-
HUPKYJSILIUA TPOTPECCUPYIOT MPHU Pa3BUTUM AHEMUYECKOTO CUHIpoma. B pe-
3yibTaTe cTpajgaeT Tpoduka TKaHed. Hapymaercss oOMEH BeIlIecTB B KJIETKaxX
CIIM3UCTON 000510ukH OpoHXOB. [IpoHCXOIUT HCTOHYEHHE, CKIEPO3UPOBAHUE
ciu3ucTol o6onouku. Ha sTom (oHe BeneacTBre BbIpaKEHHOTO UMMYHOAEPH-
UTa MPUCOETUHACTCS BOCHANUTENbHBINA nponecc. Y 60% O00abHBIX ¢ Iporpec-
cupyronuM tedeHueM XJIJI ormedaercs JIAaTEHTHOE TEYEHHE XPOHUYECKOIO
HEOOCTPYKTUBHOTO OpOHXMTA. YMEHBIIACTCS SKCKYpCHs IuaparMbl BCiel-
CTBHE €€ KOMIIPECCHH 3HAYMTEIBHO YBEIWYEHHBIMU NEYEHBIO U CENE3CHKON U
cnenupruyYecKkoro JeiikeMuueckoro nopaxenus. Hapymraercss reMoanHamuka
MaJIoro Kpyra KpoBooOparieHus. Bce 3To0 mpuBOAUT K HApyUIEHUSAM OOIIEH U
pPErMOHapHON BEHTWIALMU W nepdy3uu Jierkux. IIporpeccupoBanuto Hapyuie-
HUW BEHTWISIMU JIETKUX B TEPMUHAIBHOMN cTaguu XJIJI, kpoMe yKa3aHHBIX Ma-
TOT€HETUYECKUX W3MEHEHUH, CIIOCOOCTBYET CapKOMHas TpaHcpopMauus JTUM-
($Ooy31I0B CPEIOCTEHUS C Pa3BUTHEM KOMIIPECCUOHHOTO CUHAPOMA, KPOBOU3JIHSI-
HUS B JISTOYHYIO TKaHb U OPOHXH BCJIEICTBHE PA3BUTHUS TPOMOOIIMTOIICHUHU.

Hapyimenusmu pernoHapHON BEHTUJISIIIUU U JIETOYHOTO KPOBOTOKA 00b-
sacHsieTca yMeHbleHue pO2 B mpoiecce omyxoneBoil nporpeccun XJUJIL. Tské-
J0€ M 3aTSHKHOE TeUEeHUE OOCTPYKTUBHBIX M3MEHEHUN B OpOHXaX, PECTPUKTUB-
HBIX TIPOIIECCOB B JIETKWX, HApyIIeHHE PYHKIUU AuadparMbl ¥ reMOJMHAMUKH
MKK, naTonoruss MUKpOUUPKYJISITOPHOTO pycia CIOCOOCTBYIOT Pa3BUTHIO TH-
MTOKCEMUU U JIETOYHOM THIEPTEH3NH, BCIEACTBUE YETO IIPU NPOTPECCUPOBAHUU
XJUI moBeIIIaeTcst AaBJICHUE B CUCTEME JIETOYHOW apTEPHH.

OCOBFEHHOCTH TEYEHHS ITHEBMOHHH Y FOJTbHbBIX
XPOHHYECKHUM JIHM®OJIEUKO30M

Hapsiny ¢ BbIpa)XKeHHBIM BTOPHUYHBIM WMMYHOJEC(PHUITUTOM BBISIBJICHHBIC
Mopdosiornueckre U (PYHKIIMOHAIbHBIC M3MEHEHUSI CIOCOOCTBYIOT Pa3BUTHIO
WH(DEKITMOHHBIX OCIIOKHEHUN OPOHXOJIETOUHON cUCTEMBI Y 60IbHBIX XJIJI.

[TueBmonuu npu XJUJI 3aciayxuBaroT 0co0O0Oro BHHUMAaHHS, TaK Kak OHH
SBJITIOTCSL Hanbosee CephE3HBIM OCJIOKHEHHUEM, UTPAIOIIMM OCHOBHYIO POJIb B
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ucxoje 3aboneBanusa. M3 95 ymepmmx y 54 genoBek (56,4%) HemocpencTBEeH-
HOM NMPUYMHON CMepTH siBUJIach MHEeBMOHUS. M3 228 oOcrenoBaHHbIX OOJIBHBIX
XJIUI nueBmonum 3apeructpupoBanbl y 103 yenosek (45%). 3aboneBaeMOCTb
MTHEBMOHHUSAMHM 3aBHCENIA OT BBIPAXKEHHOCTHU OMYXOJEBOro mpolnecca. bonbimas
3ab0J1eBaeMOCTh Oblia oTMedeHa y 00sbHBIX |l rpymmsl (58 GONBHBIX), pexe y
oonbHBIX || 1 | rpynm (36 1 9 denoBek COOTBETCTBEHHO). PeruiuBhl MTHEBMOHUU
ObLTM 3aperucTpupoBanbl y 16 6onbpHBIX BO |l u y 45 maruenTtoB B |1 rpymme.
Bceero y 103 6onpHbix XJIJI otmMeueHo 150 ciaydaeB BOZHHKHOBEHUSI THEBMO-
HHU.

[IpenMyIieCTBEHHO MOpa)kajduCh HIKHUE 0K 000X JNETKux. B 6oib-
IIMHCTBE CIy4yaeB MHEBMOHUHM HAUYMHAJINCh KaK O4aroBble, OJIHAKO YacTO MMe-
Jach TEHACHLUA K OBICTPOMY PACHIMPEHHUIO, MOSABICHUIO HOBBIX MTHEBMOHHYE-
CKMX OYaroB, 4acTO CIMBAIOIIUXCS Mexay coboil. B 14 cnyuasx (9,3%) Obuia
JMAarHOCTUPOBAHA J10JI€Basi THEBMOHMSI.

Hozokomuanwsubie nueBmonnu (HIT) Bo3Hukanu B paznuyHoe Bpems y 40
6ompHBIX XJIJI (39% oT 0611ero KonuyecTBa nepeHecmux mnHeBMoHuo). M3 150
ciy4yaeB mHeBMOHUU 54 (36%) HauMHANKCH B cTalioHape. Y OOJNbHBIX C J100-
pokauectBeHHbIM TeueHneM XJIJI HIT ne 3apeructpuposano. Bo Il rpynme HIT
orMmeueHsl y 13 manuentos, B |l rpynne —y 31 yenoseka.

Ananu3 npuyuH Bo3HukHOBeHUs HII mokazan, 4to B OOJBIIMHCTBE CITy-
4aeB OHHM Pa3BUBAJKCH IMOCIE MPOBEICHUS KYpCOBOM ITMTOCTATHYECKON Tepa-
UM, OCOOCHHO TOCJE MOJUXUMHOTEPAIINH, Ha (POHE 3HAYUTEITHLHOTO CHUKCHHUS
KoJuuecTBa JeilkouuToB. KypcoBoe neuenue nukinodochanomM, xjopaMOyiu-
JOM W MOHOTepanusi (prynapabuHOM penKo MPEANIeCTBOBAIN BOSHUKHOBEHHIO
nHeBMOHUU (4, 1 1 3 ciyuas, COOTBETCTBEHHO). ['opa3io yaiie 3ToMy Crnocoo-
CTBOBaJIO JieueHHe (urygapaObuHoM B KomOuMHanusx ¢ purykcumadbom (FCR) (6
ciydaeB) U mutokcantpoHom (FCM, R-FCM) (8 ciyuaeB). KomOunamus ¢iy-
napabuna c nukiodochanoM npemmiecTBoBaia BosHukHoBeHuto HII B 4 ciyua-
ax. [IpoBenenue KypcoB noauxumuoTepanuu mno nporokonram CP, COP, CHOP,
CAP mnpemmectBoBaio BozHukHOBeHUI0 HII B 24 ciiydasx. B ueThipéx ciydasix
HII pa3BuBanuch mocie MPOBEACHUS JOKAIHHOW Jy4eBOW Tepanuu Ha (oHE
PE3KOro CHMXKEHHUSI KOJIMUECTBA JIEUKOLUTOB.

Bo3HukHOBeHHIO  BHEOOJBHUYHBIX  IMTHEBMOHUW  MPEAIIECTBOBAIN
rpunm, OPBU, octpeiii OpoHXUT, 00ocTpeHue xpoHuyeckux uHopekuii JIOP-
opraHoB. Bo3OyauTteneM B OOJIBIIMHCTBE CIIYy4aeB SIBJISUICS MTHEBMOKOKK. Y 12
OO0JBHBIX BHEOOJLHUYHOM MHEBMOHMEN BbICEsiHAa coueTaHHas ¢uiopa. B 45 ciy-
YasX yCTaHOBUTH DTUOJIOTMUECKUN JAMATHO3 MTHEBMOHUHU HE YAaJI0Ch, HECMOTPS
Ha HCIOJIb30BAaHUE COBPEMEHHBIX METOJOB JIA0OPATOPHOM NUArHOCTUKU. MUK-
POOPTraHU3MEbI, BBIJICICHHBIE W3 MOKPOTHI M OpOHXOAJIBBEOJSIPHOTO JIaBaXka
(BAJI) mpuBenens! B Tabnuiie 24.

I'pamoTpumnarenshas daopa cocrabisia 56% o3oynuteneit HIT u 23,6%
BHEOOJIbHIYHBIX THEBMOHH.

['oBopst 0 maGoparopHbIX npu3HaKax nmaeBMonuit pu XJIJI, HeoOxoaumo
OTMETHUTb, YTO B CHITy OCOOCHHOCTEH 3a00JieBaHUsl (JIEHKOIUTO3, aOCOTIOTHBIN
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AUM$OLNTO3) B aHAIM3aX Nepudepudeckoi KPoBH JUId ATUX OOJIbHBIX HE Xa-
pakTepeH HeUTpoMIbHBIN CcIBUT B JelkouuTapHou dopmyne. Hemocrarkom
HelTpoduiioB y 0onbHBIX XJIJI 00BsACHSIETCS OTCYTCTBHME WJIM COMHHUTEIbHBIC
peHTreHojioruyeckue gaHHeie y 10 manueHToB, T.K. HE Bcerga (popMUpyercs
IJIOTHBIN BOCHAIMUTENbHBIN (DOKYC, MAIOMMUA YETKYI0 (PU3MKATIbHYIO U PEHTIe-
HOJIOTHMUYECKYI0 KapTuHy. Y 10 mamueHTOoB ouar B JErKOM ObLI OOHapy>KeH
TOJIBKO TIPU KOMITbIOTEpHOU ToMorpaguu. Jledpuuut HEUTPOPUIOB SBISETCS
BOKHOU MPUYMHON aTUIIUYHOTO TEUEHUS] MTHEBMOHUM Y OOJIbHBIX C TPaHYJIOLH-
TOIICHUEH.

Tabauya 24

Muxkpoopzanusmut, évioenernnvie u3z mokpomst u bAJI y oonvnvix XJII,
OCNONHCHUBUIUMCA NHEEMOHUEIL.

Bo36ynurens BHeOonsHUYHEBIE Hozoxomuanbueie
IMTHEBMOHUH IMHEBMOHUH
Monoun- | Accomma- | MoHOuH- Accomua-
dexiuu 105051 bexnuu 105051
1. | S. pneumoniae 28 30 3 14
2. | Neisseria - 16 - 4
3. | S.aureus 4 - 4 2
4. | Streptococcus - 1 - 2
5. | K. pneumoniae - 4 2 12
6. | Enterobakter spp. - 1 - 2
7. | Escherichia coli - 2 3 4
8. | Proteus - 1 - 3
9. | H. influenzae - 1 2 1
10. | P. aeruginosa - - 3 4
11. | poxokenomo0HbIe - 7 - 10
rpUOBI
12. | Dtuonorus He 34 11
YCTaHOBJIEHA

Baxxnoit ocoOeHHOCThI0O MTHEBMOHUH y O0nbHBIX XJIJI siBnsieTcss BO3HUK-
HOBEHHE BOCIIAJIUTEIHFHOTO OoYara B MecTax JUMGOUTHON HHPUIBTPAIIMA TKAaHH
nérkoro. Y 30 nmauumeHToB, yMepmnx oT XJIJI, BocmaMTenpbHbIA OYar JIOKaau-
30BaJicAd B 00JIaCTH JIEHKO3HOW MHPWIBTPALUU JIEFKOTO. DTO ObUIM MALIMEHTHI B
TEPMHUHAILHOW CTaIuM 3a00JEBaHUs, AJsl BCeX OBUIO XapaKTEepHO UIUTEIBHOE,
peLMIMBUPYIOIIEE TEUCHUE NMHEBMOHHUM, C YacThIM BOBJICYEHHEM B IPOLECC
IUIEBPBI, TPYAHO MOJJAIoNIeecs: aHTUOaKTepruaIbHON Tepanuu. Bo3HUKHOBEHUE
HKCTpaMENyJUISIPHBIX 04aroB KPOBETBOPEHUS SIBIISETCS MPU3HAKOM TEPMUHAIIb-
Hott ctamuu XJIJI (Paitamreiin @.9., u coast., 1987), mo3TOMYy MOCTOSIHHO-
pelMIMBUPYIOIEE TEUECHUE MHEBMOHHM C BOBJEYEHHEM B BOCHAIUTEIbHBIN
MPOIIECC HOBBIX yYACTKOB JIETKOTO OBLIO XapaKTEePHO /I OOJBIIUHCTBA OOJb-
HbIX |l rpynmer (45 denoBek). ¥V OonbHBIX || rpynmnel penuanBupoBaHUE MHEB-
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MOHHI BcTpevasiock pexe (16 mauuenToB). B | rpymnme He oTMEUEHO peluanBU-
PYIOILEro TEYEHUsT THEBMOHMUU.

BaxxHpiM (akTOpoM, CIIOCOOCTBYIOIIMM BO3HMKHOBEHMIO, TSKEIOMY H
3aTSHKHOMY TEUEHHUIO MHEBMOHUH y 00abpHBIX XJIJI sBsieTcst HapylieHue MUK-
POreMOLIMPKYJIALIMY B JIETKUX U OpOHXax B MPOLIECCE OIyXO0JIEBOM MPOTPECCHUH,
COIIPOBOXKAAIOIIEECS HAPYIICHUSIMU TPOPUKU TKaHEW U MECTHOTO OOMEHa Be-
IIECTB, Pa3BUTUEM TKaHEBOW IrMIOKcuu (TaaBa 3).

Tabauya 25
Knunuueckue npoaenenusn nneemonuii y ooavnvix XJLI1
Ne [IposiBenus KosnuectBo ciyuaes
(n=150)
I) | Jleroynpie MpOSIBICHUS ITHEBMOHHHU
1. | Onpimika 125
2. | Kamenp 110
3. | Breinenenne MOKpOTHI 105
a. CIIM3UCTast 30
0. CTM3UCTO-THOMHAs 60
B. «p>KaBash» 15
4, | bomnu npu apIxaHUU 100
5. | JlokanpHble KIMHHYECKUE TMPU3HAKU 110
a. IPUTYIUICHHUE JIETOYHOT'O 3BYyKa 110
0. OpOHXHMATBLHOE TBIXaHUE 65
B. XpHUIIBI 95
I1) | BHenero4ynele MpOSBICHUS THEBMOHHH
1. | Jluxopanka 145
2. | Muanruun 65
3. | T'onoBHas 6011b 75
4. | lmano3 95
5. | Taxukapaus 140
6. | Yckopenne COD 145
7. | I'mnoToHms 90
8. | YromnsemocTh 150
9. | O3HO00BI 85
10. | Hapymenus co ctoponst [THC 25

OCHOBHBIMU KJIMHHYECKUMU CUMITOMaM{d THEBMOHHHM ObLIH: OONb B
IPYAHOU KJETKE Ha CTOPOHE MOpaXeHHs, OJBIIIKA, Kalleldb CO CIU3UCTO-
THOMHOM MOKpOTOM, (QeOpunbHas Temreparypa, TaXuKapus, TUIIOTOHMS,
ocnabJeHHOE JAbIXaHWE, BIAKHbIE WM CyXH€ XpUIbl. MaloCHNTOMHOE, aTH-
NUYHOE TE€UYEeHHE MHEBMOHUI oTMeueHo B 40 ciyyvasx (26,7 % ot ob1iero kosu-
yecTBa MHEBMOHMI). OCOOCHHOCTSIMU TEUEHHUsI MTHEBMOHUN Y STUX HAIlIEHTOB
ObLH: 1) ManoBbIpakeHHast (PU3MKabHAS CHUMIITOMATHKA; 2) 9aCTO€ OTCYTCTBUE
ocTporo Havasia 3aboieBaHus U 00JIEBOro CHHJIpoMa; 3) mpeoliagaHue BHENe-
TOYHBIX MPOSBICHUN MHEBMOHUU B BUJE OaKTEpPUHUATIbHO-TOKCHYECKOIO IIOKA,
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TSDKEIOW MHTOKCUKAINHK; 4) IJIMTEILHOE paccachlBaHUE JIETOYHOTO MH(HIBTpa-
Ta, peuuIMBUpoBaHue 3a0oneBanus; 5) y 10 yenoBek HaOMOAaNACh JIUXOPAJIKA
0e3 PEeHTTeHOJIOTMYECKUX MMPU3HAKOB JIETOYHOT'O BOCIIAJICHUSI.

Tsoxénoe TeyeHne MHEBMOHUM oTMedeHO Yy 75 6onbHBIX XJIJI B 90 cnyda-
X, U3 HUX y 54 4enoBeK KOHCTATUPOBAH JeTalbHbIA Mcxoid. Hambonee vacto
TSDKENIoe TedeHue oTMeudeHo y OonbHBIX |l rpymmer (52 mamuenrta), pexe y
oonbHbIX |l rpynmel (23 manueHTa). Y O0JIBHBIX | TPYNIIBI TSDKEJIOTO TEYEHUS
ITHEBMOHUIN HE OTMEYEHO.

Cpenu JEroyHbIX OCJIOXKHEHUM MHEBMOHUU JIMATHOCTUPOBAIU OCTPYIO
JbIXaTeNbHYI0 HEJOCTATOYHOCTh (45 ciyuyaeB), SKcCyaaTUBHbINA 1eBput (40
cinyyaeB), nectpykuuto nérkux (10 ciayuae), abcuecc nérkoro (10 ciaydaen),
ot¢k n€rkux (38 ciyyaeB). Cpeau BHEIETOYHBIX OCIIOXKHEHUM OTMEYalau HH-
(beKIMOHHO-TOKCHUECKHI OK — 45 ciaydaeB, cerncuc — 15 ciryuaes, nepuxkapIuT
— 11 cnydaes, nncuxo3sl — 7 CiiydyaeB, MEHUHTHUT — | ciydail.

VY Bcex 6onpHBIX XJIJI mpu nmpucoeaMHEHUH MHEBMOHUH OTMEYaloCh
3HauUMTENIbHOE CHUXEeHUE POz KAaMWUIAPHON KPOBU, CHUIYKEHUE HACHIIICHUS Te-
MOTJIOOMHA KHUCIIOPOJOM M OOIIETro cojepKaHus Kuciopoja B KpoBu. CHuKe-
Hue pO; 6osee BbIpaKEHO y OOJNBHBIX C PACTPOCTPAHEHHBIM BOCTIAIUTEIBLHBIM
MIPOIIECCOM JIETOYHOM TKaHW. Y MHOTHUX OOJIbHBIX B TIEPHUOJ] PA3BEPHYTHIX KIIH-
HUYECKUX TPOSIBICHUN MHEBMOHUU HMeEJIa MECTO yYMEPEHHas TUIIepKarHUs.
(Tabauna 26).

Tabauya 26
Junamuxa nokazameneit pCO2 u pO:y ooavnwix XJ1I,
OCJ10HCHEHHBIM NHEBMOHUEIL.

[loka3zaremnp boseasie XJIJI ipy ocnoxHeHNN JloCcTOBEPHOCTH
ITHEBMOHUEN (P)
Octpsiit nepuon | Ilocne paspemienns
pCO2, MM pT. CT. 44,8429 38,0+£2,5 > 0,05
ITa 5985+385 50544332
pO2, MM PT. CT. 61,9+3.4 78,6+3,8 <0,01
I1a 82324452 103744505

llpumeuanue: P — oocmosepnocms paznuuuti mMexcoy NoKa3amenamMu 2a308020
cocmaea Kposu y oonvnvix XJIJI npu pazeumuu nHeéMOHUU U nocie eé paspe-
UieHUsL.

IIpu nevyenun nHeBMOHMM y nanueHToB ¢ XJIJI npuaepkuBanucey OCHOB-
HBIX TPABUJI JICUCHHUS 3TOTO OCJOXKHEHHUS y O0NbHBIX ¢ HeWTponeHusmu (Kis-
coBa I".A., 2003, 2012; Knsacoa I'.A., Criepanckas JI.JI, Muponosa A.B., 2007).
Nmenacey cymectBeHHas pasHuia mexay OombHbiMu XJIJI Tpéx rpymm B pe-
IPECCUH KIIMHUYECKUX MPOSBJICHUN MTHEBMOHUU. bpICTpee MmosioxKuTenbHas au-
HaMUKa oTMeuanach y 00apHbIX | rpynmnbsl. Hu y onHOrO mamuieHTa B 3Toi rpymn-
e He OTMEYaloch 3aTsbkHOe TedeHwe nHeBMoHuH. Cpenu 36 manuenton ||
IPYIIBI 3aTSHKHOE TEYEHUE ITHEBMOHMHM 3aperHMCTPUPOBAHO y 15 wenoBek
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(41,7% ot obmiero xonmuecTBa OONBHBIX MEPEHECIINX, MHEBMOHHUIO B ITOU
rpynne), B 11l rpynne — y 40 yenosek (69%).
VY nanuentoB | u |l rpynn XJIJI He BBISIBICEHO CYIIECTBEHHBIX pa3Inyui
[0 BPEMEHH KYIHUPOBAHUS KIMHUYECKUX IMPOSBICHUN MHEBMOHHUM IO CpaBHE-
HUIO ¢ OOJIBHBIMU MTHEBMOHUEHN 0€3 remobacTo3a (2-s1 KOHTpoJIbHAas rpymnmna). Y
6onpHBIX |l Tpynmbl 3HAUUTENBHO AOJIBIIE COXPAHSIIMCH Kallleb, TOBBIIICHUE
TEeMIIepaTyphl, TaXuKapaus, Xpurbl, yBeauduenne COD, numena MecTo 3aMell-
JICHHAsI peHTTeHoJIoTHYecKas quHaMuka. (Tadmuma 27).
Tabauya 27
Junamuxka Kiunuueckux nposaeneHuil nneemonuu y 6oavnvix XJ1/1
U 60 2-1l KOHMPOJILHOU 2PYnne 8 npoyecce aedeHus (OHu)

Ne | IIposiBnenus | rpynnma | 1l rpyn- Il rpynma 2-51
(n=9) na (n=58) KOHTPOJIbHAS
(n=36) rpymma (N=25)

1. | Opprmka 6,3+1,6 8,5t1,1 10,6+2,4 5,2+1,5

2. | Kamens 7,3£2.4 | 12,1443 | 24,443,6*** 7,3+£2,0

3. | Breigenenue 10£1,4 | 12,3£1,5 12,6+1,7 9,0+1,1
MOKPOTBI

4 bonu npu npixanuu 6,4+0,6 8,3+1,2 13,542 6,2+0,5

5. | Xpunsr 7,5+£1,5 | 14,2+4,0 | 16,6+3,5%* 7,3+1,3

6. | Jluxopanka 5,0£0,4 | 12,6£3,5 | 21,8+4,0%** 6+0,5

7 Muanruu 5,3+1,8 7,0£1,1 10,7+£2,5 5,2+1,7

8. | llmanos 5,0£1,0 | 9,4+3,1 12+3,2 5,0+0,8

9. | Taxukapaus 9,2+1,5 | 12,5£3,5 | 21,0+3,8** 9,0+1,0

10. | Yckopenne COD 22445 | 29,6+3,8 36,7+5,0* 23+3,5

11. | I'unotonwus 3,1+0,5 5,5+1,0 8,0£1,5 3+0,4

12. | PeHTreHomornyeckas 18,54£3,3 | 25,5+5,0 | 35,0+6,98* 17,5£3,2
JUHAMHUKA

Ilpumeuanue: * - docmoseprocms paznuuuii medxcoy noxkazamenamu 6orvruolx X1/ u
2-11 konmpoavHou epynnel <0,05, ** <0,01, *** <0,001.

Ocob6enHocThi0 MHeBMOHMN y 00nbHBIX XJIJI siBNsieTcss MenieHHast peHT-
reHosiorndyeckass auHamuka (MBantok M.H., Bymapun A.M., fkosneBa E.A.,
1998; IItymkun B.B., barupoa H.C., Bonkoa M.A., 1998; Iltymkun B.B.,
Bonkosa M.A., 1998; IIrymkun B.B., baruposa H.C., 2007). ITocne kynupoBa-
HUSI OCHOBHBIX KJIMHWUYECKUX MPOSIBJICHUN MHEBMOHHWHM, Ha PEHTrE€HOTrpaMmax
JUTUTEILHO COXpaHseTCs MHOUIBTPALMS, KOTOpasi pa3periacTcss O4eHb MeIJICH-
HO, HECMOTpPS Ha aKTUBHYIO aHTUOAKTEPUATBHYIO TEPAUI0. ITO 3aCTaBISECT Jie-
YaIiero Bpaya MpoBOJAUTh TU(dHepeHINATBHYIO JUArHOCTUKY MEXIY BOCIAJIN-
TEeLHOW W JehKo3HOM uHuIbTpanueit nérounoi tkanu (YeborkeBnu B.H.,
AGnynkaneipoB K.M., Kaiitamxkan E.U., 1996; YeborkeBnu B.H., Kaiitamkan
E.U., beccmensuieB C.C. 2002). IIpoBectu nuddepeHImanbpHbA 1MarHo3 B JaH-
HOM CHUTyaIliy OYEHb TPYIHO, JIaXKe MCIOIb3Yys COBPEMEHHBIE OPOHXOCKOMUYE-
ckue u pentreHonorunueckue (KT u MPT) meronuku (puc. 24, 25). IlyHkinon-
Hasi OWMOTICUSI oYara MOpPakeHHs B JIETKOM B OOJIBIIMHCTBE CIIy4aeB HE BBIMOJ-
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HUMa BBHUJY HaJIU4usl TPOMOOIMTONEHNH. J[MarHOCTHKE TOMOTaeT PeHTI€HOJIO-
TMYECKOEe MCCIIE0BaHUE B JUHAMMKE, BOCHAIUTEIbHBIN MHPUIBTPAT Ha (poHE
aHTHOAKTEpHAJIbHOM Tepalnuy CO BpEMEHEM paspemiaercs. B ciydasx pa3BuTus
JIETAIBHOIO UCXOJA y BCEX MALMEHTOB C MOCTOSHHO PELUANBUPYIOIINAM, 3aTsIK-
HBIM TEUEHUEM ITHEBMOHHUI BOCHAJIUTENBHBIN OYar BhIBISUIM B MecTax JIUM)o-
IUTApHON MHPUIBTPAIMK, KOTOPYIO YAAJIOCh AMATHOCTUPOBATH TOJIBKO IPHU T'U-
CTOJIOTMYECKOM HCCIICJOBAaHUU.

ATUTIHYHOMY, TSKEIIOMY U 3aTSKHOMY TEUCHHIO ITHEBMOHUN Y OOJIBHBIX
XJIJI criocoOCTBYIOT: BBIPAXKEHHBIN BTOPUYHBIN UMMYHOAC(PHUIIUT, TPOBOANMBIE
3TUM OOJBHBIM KypChl XHMHUOTEpPANUU M TOPMOHAIBHON Tepamuu, MOKHIOHN
BO3pacT OOJBIIUHCTBA OONBHBIX, TUM(ONIHAS HHPMIBTPAIHS JIETKUX U OpOH-
XOB, HapyIIEHUE MUKPOTEMOLMPKYIALINA U TPOPUKU TKAHEH, HAJTUUME COMYT-
ctByromux 3aboneBanuii (XOBJI, UBC, caxapusiii auabet, apTepuaibHasi Tu-
HNEPTEH3Us U T.J.), KOMIIPECCUOHHBIN CUHIPOM B I'PYIHOM MOJOCTH Y OOJIBHBIX C
cuHApoMoM Puxrepa.

Puc. 24. KT opzanoe
2pyoHou nonocmu
(6epxnue 30Hbl N1€2KUX)
oonvnoco XJUI (111
epynna). Onpedensarom-
cA 04a2080-clUBHbIE
(¢poxycnwvie) unghunn-
mpamol O 6cem NoJaAM
oboux nezKux, ycuseH-
Hblil u Oehopmupoean-
HblIL  1€204UHbL  pUCy-
HOK, PeaKkmueHulii
naespum.

Puc. 25. KT opzanos
2pyonou nonocmu
(HudICHUE 30HbL J1€2KUX)
oonvnozo XJUI (111
epynna). Ilpeumyuie-
CMBEeHHO  00]1aK08U0-
Hble uHuILMpamosl 6
napenxume o0béoux Jnez-
Kux.
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OTmeuaeTrcsi BbICOKas yCTOMYMBOCTh MHEBMOKOKKA K T€HTaMUIMHY, Iie-
danexkcuHy, OKCAUWJUIMHY. Y MHOTMX OOJBbHBIX MHEBMOKOKK COXpaHSET YyB-
CTBUTEIBHOCTh K MEHUIWILIMHY, SPUTPOMULIMHY, JTUHKOMUIIMHY, 11eda30auHy,
nedorakcumy. I'emoduiibHass majiouka COXpaHsSeT MUHUMAJIbHYIO PE3UCTEHT-
HOCTh K JINHKOMUIIMHY, 3PUTPOMUIIMHY, aMOKCUIIMJUTMHY, OKCAI[WUIMHY, Leda-
30JIMHY, 1Ie(OTAKCUMY; OTMEYAETCsl 3HAUUTENIbHAsI YCTOMYUBOCTh K TeHTaMUIIHU-
HY, NEHUIIWUIMHY. 30JI0TUCTBIA CTa(QUIOKOKK COXPAHSET BBICOKYIO PE3UCTEHT-
HOCTb K METULIWJUIUHY, IEHULIWIUIMHY, TUHKOMUIINHY, KapOeHumuiuny. Cpeau
rpPaMOTPHUIIATENIBHBIX MUKPOOPTaHU3MOB BCTPEYAETCS BHICOKAS] PE3UCTEHTHOCTh
K TeHTaMUIMHY, NEHUIWUINHY, aMOKCUIMIIMHY. OTMeuaeTcsi BBICOKas 4UyB-
CTBUTEIIHOCTh K IUMPOQIIOKCAuHy, eoTakcumy. BonbIIMHCTBO TpaMOTpu-
[ATEJIbHBIX U TPAMIIONIOKHUTEIBHBIX BO30YyIUTENEeH OKa3aluCh UyBCTBUTEIHHBI-
MU K MeporneHemy, GopTyMmy, eenumy, METULIUIUIUHY.

B JlanbHEBOCTOYHOM PErMOHE B ATHOJOTUYECKON CTPYKType BO3OyAUTE-
Jeil BHEOOJIbHUYHBIX MHEBMOHHUH Yy MOXHUJIBIX OOJBHBIX (HE OOJICIOMIUX JUM-
dbonponudepaTUBHBIMU 3a00JIEBaHUSIMHU) HApsJly C IMHEBMOKOKKOM M T'e€MO-
¢uIbHON mano4ykoil oco00e MECTO 3aHHMMAIOT a’pPOOHBIE I'PaMOTPULATENIbHBIE
oaktepun (20%) u 307M0TUCTBIA cTaduIOKOKK (8,5%); TpaMoTpuIlaTelbHAS
MUKpo(hIopa SBISETCS BEAYIIUM 3THOJOTHYeCKUM (hakTtopoMm B paszputuu HII
(75,5%) (I'epamenko E.N., 2000; 'o6opos H.JI. u coast. 2006). I'pamotpuiia-
TenbHAs (IIopa UrpaeT BaXKHYIO POJb B BOSHUKHOBEHUH THEBMOHUN Y OOJIBHBIX
XJIJI, GONBIIMHCTBO U3 KOTOPBIX JIMLA MOXKHUIIOTO Bo3pacTa. B coOTBETCTBUM C
(akTOM BO3HWKHOBEHHS THEBMOHUH B CTAIlMOHAPE WJIM BHE CTAIlOHApPA, Mpe-
M0JIaraeMbIM BO30YIUTENIEM, KIMHUKO-TIATOTEHETUYECKON CUTyallueldl U Halu-
yreM (POHOBBIX 3a00JEBaHUI COCTABJICH AITOPUTM SMIMPUYECKOTO JICUCHUS
nHeBMOHUN y OonbHbIX XJIJI B mepuoa 10 BbIsIBIEHUS BO3OYAMTENS U ONpese-
JICHUSI €70 YYBCTBUTEIILHOCTH K aHTUOMOTHUKAM, a TAKXKe JJIsl TeX CUTYyalluil, KO-
r71a yCTAHOBUTH STUOJIOTHYECKUI IMarHO3 MHEBMOHUHM HE MPEICTABIIAECTCS BO3-
MOJKHBIM (TabJsmnia 28).

VY 54 nanmentoB XJIJI, 0CIOKHUBIIMMCS ITHEBMOHUEH, OBLIT KOHCTATUPO-
BaH JieTalbHbIN Hcxod. Y 30 u3 HUX NpU NPOBEACHUU THCTOJIOTUYECKOTO HC-
CJIEIOBAHUS BOCTAIUTEIBHBIN Oouyar ObLI BBISBIEH B MeCTaX JTUM(OUTHON HH-
bunpTpanmu n€rxoro. [[HEBMOHMYM, HOCUBIIIKE JIOOAPHBIA XapaKTep, pacrosa-
rajuch B OCHOBHOM B 3aJHUX OTAeNax JErkux. [Ipy MakpoCKOMUYecKoM uc-
CJIETOBAaHUH OJIHA UM HECKOJILKO J0JEH JIErKoro ObUIA YBEIMUYEHBI B pa3Mepax.
Tkanp TOpaXeHHOTO IErKOro Oblla YIJIOTHEHA, CEPOro, CEPO-PO30BOTO HIH
KpacHOro ImBeTa. BrIABIsINCH O0JbIIMe 04ard Oe3BO3MYIIHOW TKaHU C KPOBO-
m3nuaHusIMU. [loBepXHOCTh pa3pe3a Oblia 3epHUCTON WM Tiagkoid. Bo Bcex
Cllydasix UMeJ MECTO IKCCYAaTHUBHBIN TuieBpuUT. [Ipu rucromorunyeckom mccie-
noBaHuu Ha (oHe TuMoruTapHOH MHQPWIBTpAIMM B OPOHXMONAX U aJbBEO-
JSPHBIX XOJaX OOHAPYKUBAIU PHIXJIBIM dKCCYyAaT, COCTOSBIIMM W3 CEPO3HOM
WM TeMOpparuvdeckoit xuakoctu, GpudpuHa u HeTpodunos. Benencrsue oco-
o6ennocrert XJIJI komndecTBO HEUTPODUIIOB B IKCCYy1aTe OBLIO CHIDKEHO.
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Taonuya 28 .

Imnupuueckas anmudaxkmepuaibHan mepanus nHeemonuu y 00avnovix XJ1LI

Oco0eHHOCTH HO30-
JIOTHYECKOM (hOPMBI

Haubonee akry-
ajbHBIE BO30Y/IH-
TENN

[Ipenapats! BbIOOpa

AnpTEepHATUBHBIE NTpENapaThl

BHeOompHIYHBIC
ITHEBMOHWH Y TaIlH-
entoB ¢ XJIJI, Oe3
COITYTCTBYIOIIIUX
3a00JIEBAHU;

S. pneumoniae

AmMoxcunnimH/KnaBynasat, Ledypokenwm,
Knapurpomunus, Azutpomunus, Cnupa-
MuLyH, Jlokcunmkiny, KnuHiamMunux

Hedorakcum, LlebhTpuakcon, JlepoduiokcaruH,
Moxkcudrnokcanux

BueboabHUYHbBIE
MTHEBMOHHH Y MAallU-
eaToB ¢ XJIJI, B co-
yeranuu ¢ XOBJI, y
KYPHJIBIINKOB;

S. pneumoniae,
S. aureus,

H. influenzae,
M. catarrhalis

Ledanocnopunst 111 moxonenus (medorax-
CUM WM 1Ie)TPHUAKCOH) B KOMOMHAITMHU C
MaKpoJIHIaMH (a3UTPOMHUIINH, KIAPUTPOMH-
L[UH, CIUPAMUIIIH, POBAMUIIH)

1) AMOKCHITMIIIIHH/KIIaByJIaHAT B COYETAaHUH C MaK-
ponuIamu;

2) Pecimparopubie HTOpXHUHOIOHBI (JIeBO(IIOKCa-
IIUH, MOKCH(]IIOKCAIINH)

BueOonpHUYHEIC
ITHEBMOHWH Y TTaIlH-
eHToB ¢ XJIJI, Ha
¢done ocTpoil Bu-
pyCHOU MH(EKIHH;

S. pneumoniae,
S. aureus,

H. influenzae,
M. catarrhalis

1) Ledanocnopuns! 111 moxonenus (1edo-
TaKCUM WJIH 11Ie(TPUAKCOH) B KOMOMHAIIUU C
MakKpoIuIaMH (a3UTPOMHULIMH, KIAPUTPOMHU-
[IUH, COIUPAMIIFH, POBAMHIINH ),

2) PeciupatopHblie (hTOPXHUHOJIOHBI (JIEBO-
(bmokcalH, MOKCHU(]IIOKCAIINH);
[TpoTHBOBHpPYCHBIE TpEenapaThbl

[Tpu HaMYMK AECTPYKIMH U abCLeANPOBAHUS —

1) 3amuIIeHHbIN NEHNIWUINH (aMOKCULIMIUTAH/
KJIaBYJIaHAT, THKAPLUIUIMH/KIIaByJIaHAT, TUIepa-
UWJUIMH/ Ta300aKTaM) WIK peciupaTpHbIi Gpropxu-
HOJIOH *+ BaHKoMuluH; 2) nedanocnopu I moko-
JeHus uiam 1redonepason/ Cyap0aKTaM + BAaHKOMU-
IIMH;

[IpoTrBOBUpPYCHBIE TpENapaThl

BHeboabHUYHEIE
MTHEBMOHWH Y MaIlH-
enToB ¢ XJIJI, Ha
dboHe caxapHOTO
nuabera, XpoHUYe-
CKOH aJIKOTOJIHOM
MHTOKCHUKAIIUH,

S. pneumoniae,
K. pneumoniae,
S. aureus,
Enterococcus

1) AMOKCUITMIIMH/KIIaBYJIaHAT;

2) LHedanocnopunst 111 moxonenus (miedo-
TaKCUM WJIH 1Ie(TPHUAKCOH);

3) PecniuparopHblie pTOPXHUHOIOHBI (JIEBO-
(baokcaluH, MOKCU(IOKCAIUH )

[Tpu HamU4IMK NECTPYKITUU U a0CIICTUPOBAHMS —
1) 3alUIIeHHBIN TEHUIWIITAH
(aMOKCHITMIUTHH/KJTaBYJIaHAT, THKAPIIHJI-
JIMH/KJIaByJIaHAT, MUTNIEPAMIIINH / Ta300aKTaM) B
COUYETaHHUH C AaMUKALIMHOM WU (TOPXUHOJIOHOM =+
BaHKOMHUIIVH;

2) Hedonepaszon/cynp0akTaM = BAHKOMUIIUH




Taonuya 28 (npooonsicenue)

Imnupuueckan anmuodaxkmepuaibHan mepanus nHeemonuu y 00avnovix XJLI

Tsoxennie BHEOOIb-
HHUYHbIE [THEBMOHHUH
y OOJIBHBIX €
ObICTpOTpOrpec-
CUPYIOLIIM
Teuennem XJIJI u B
TepMHUHAJILHOM CTa-
MU 3a00JIeBaHus,
JUIATENLHO JI€UYEHBIX
LHUTOCTAaTUKAMH , U
[P HAJIMYUU ayTO-
UMYHHBIX OCIJIO’KHE-
HUM JICYCHBIX TIPE]I-

K.pneumoniae,
S. aureus,
Enterobakter spp.,
Echerichia coli,
Proteus,

H. influenzae,
P. aeruginosa,
S. pneumoniae,
Streptococcus,
Hpoxxenonoo-
HBIE TPUOBI,

1) Hedanocnopunsl (iedhotakcum, Iie-
¢dTpuakcon, nedrazugum, nedenum) B
KOMOWHAIMH C MaKpOJIUAaMu (KJIapuTpo-
MUIIWH, CIIUPAMUIINH; POBAMHIINH; a3HUTPO-
MHIIVH);

2) AMOKCUITMJUTMH/ KJIaByJIaHAT + MaKpOJIU-
Tl

3) Ledanocnopunst 1II-1V noxonenwmii (Lle-
dbrazuaum, Lleponepason, Lleprpuakcon,
Hedenum, Lledomnepazon /cynpbakram) B
KOMOMHAIMH ¢ aMUHOTJIMKO3UIAMH WIJTH Pe-
CIIMPATOPHBIMH (HTOPXHUHOJIOHAMHU (JIEBO-
(bnokcanun, Mokcudiiokcanus); [Ipu Hamu-

I[Tpu nono3penuu Ha P. aeruginosa — aHTHIICEBIO-
MOHAJIHBIH f-akTam (uedTasuanm, nedenum,
UMUIIEHEM, MEPOIIEHEM, IOPUIIEHEM) B COUETAHUHU
¢ IUMPO(IOKCAIITHOM UM aMUKAITTHOM;

[Ipu HaMuMK AecTpyKUUK U abCLeANPOBaHUS —
1) 3aIMINEeHHBIA TEHUIIMUTHH (aMOKCHIIVILINH/
KJIaBYJIaHAT, TUKAPLUJUIMH/KIIaByJIaHaT, TUIepa-
[IWJUTHH/ Ta300aKTaM) WK peCIUpPaTPHBIA PTOPXH-
HOJIOH + BaHKOMMUIIMH;

2) nedanocnopun 111 mokonenus wiu nedorepa-
30H/Cynp0aKTaM + BAHKOMHUIIVH;

HH30JI0HOM; YUU JIPOACKETION00HBIX TPUOOB — aHTUMHU-

KOTHYecKue npemnapatsl (amdorepunut B,

(hyKoHa30J1, BAPUKOHA30JT)
I'ocniuranbHbIe K.pneumoniae, 1) Hedanocnopunsr III-1V nokonennii IIpy HEBO3MOXHOCTH IPUMEHCHHS aMUHOTTHKO3H/I0B
THEBMOHHHU S. aureus, (Uedrasumum, Ledomnepason, [edrpuax- — (uepennm, nedrasuanm, MEPOIICHEM, UMHUIICHEM/ LK~

Enterobakter spp.,
Escherichia coli,
Proteus,

H. influenzae,

P. aeruginosa,
S.pneumoniae,

coH, lledenum, lledonepazon /cynpbakTam)
B KOMOMHAIIMY C aMHUHOTJIMKO3UIaMU (aMU-
KalllH, TOOpaMUIIMH, HETUIIMUIIUH);

2) @TOPXUHOJIOHBI (HUIPOQIIOKCALIMH, JIe-

BO(JIOKCAIIHH,

MOKCHU(DIIOKCAIMH) + aMHUHOTJIMKO3H/T;

JacTaTvH) + (TOPXUHOIOHBI (MUTTPO(IOKCAIINH, JIEBO-
(hnokcanuH, MmokcugaokcanuH); [Ipu yxyamenun co-
CTOSTHHSL OOJIBHOTO U TIOSIBIICHUH HOBBIX 04aroB Ha
pEHTreHOrpaMMax — JOTIONHUTEIbHOE Ha3HAuCHUE BaH-
KomuIHa, amporepurHa B wimm ¢urykonasona; [pu
noJio3peHnH Ha P. aeruginosa — aHTHUIICEBIOMOHA THBIIH
B-nakram (nedrazuanM, nedenum, IMUTICHEM, MepOTIe-

Hp0>K>I<eHO)106HI)Ie AHTUMUKOTHYCCKUEC ITPEIapaThl WA aMUKAIIMHOM; HpI/I HaJU4UU JECTPYKLHUH U a6cue_
rpuObI JIMPOBAHMS —3aALIMINEHHBIN B-TaKTaM =+ BAaHKOMUIIMH

91




OuaroBble, 04aroBO-CJIMBHbIE U MOJUCErMEHTAPHbIE THEBMOHUHM MAKpPO-
CKONMYECKU HAa (POHE BBIPAXKEHHOTO OTEKa JIETKUX BBIMJIAAEIN KaK YYacTKH
YIUIOTHEHUs, pa3MepaMu oT 1 10 5 ¢cM B AMaMmeTpe, OT CEpoBaTO-KPACHOIO JI0
TEMHO-KPACHOI0 IBETa. OTH YYAaCTKU BBICTYIAJIW HaJ MOBEPXHOCTHIO paspesa
n€rkux. [ucronoruuecku B anbBeojax oOHapYKUBAIM IKCCynaT ¢ npeodnaa-
HueM QuOpuHa 1 HEOONbIIOE KOJIMYECTBO HEUTpopuiaoB. OTMeUaauch npu3Ha-
KU HapyILIEHUs] KpPOBOOOpAIEHUsI IO TEpUPEPUN ATIbBEOJI, 3AII0JTHEHHBIX dKCCY-
JTATOM.

Y psga NanMeHTOB JUArHOCTHPOBANIM paccachiBaHue (QUOPUHO3HO-
THOMHOIO 3KcCcyZaTa M pa3pacTaHUE B 3THX Y4YacTKaX TI'PaHYJSALMOHHOM M CO-
eIMHUTEIbHON TKaHW B BUJAE Tenel] MaccoHa (kapHU(UKAIUs, OpraHU3aIus).
N3meHeHns OpOHXOB HOCUJIM JIOKAJIbHBIA XapaKTep B 30HE XPOHUYECKOIO BOC-
nanenus. [Ipeobnaganu nepuOpoHXHANbHBIE W3MEHEHUS: YTOJIICHHE IMepHo-
POHXUMANBHON TKaHHU, AedopMalus U CyKEHHUE OpPOHXOB C HEPAaBHOMEPHO pac-
IMIMPEHHBIMU MpPOCBeTaMU. B ydacTkax kapHU(UKAIMK BBISIBISIN B MPOCBETE
aJIbBEOJI CKOIUICHUS aJIbBEOJSIPHBIX Makpo(aroB M JECKBaMHUPOBAHHBIX ajlb-
BEOJIOIIUTOB 2-TO THIA, (JOPMUPOBAHUE TPAHYISIIUOHHON TKaHU BHYTPH ajbBe-
OJ1 U PECHUPATOPHBIX OPOHXMOJI, 04aroBblil puoOpo3 néroyHoi Tkanu. OpraHu-
3allMsl 9KCCy/AaTa B ajlbBEOJIAX BBIABISUIACh Ha (DOHE BBIpAXKEHHOM MH(UIbTpA-
UM MEXaJIbBEOJIIPHBIX MEPeropoJok auMdountamu. Myl U3 1UMQPOIUTOB
00pa30BBIBAJIUCh BOKPYI MEJKHUX COCYAOB. HacTo OTMEYad MEXJI0JbKOBBIM,
MEXCErMEHTapHbIH, MePUOPOHXUANBHBIA (PUOPO3 U OOIHUTEPALUIO TEPMUHAb-
HBIX U PECHUPATOPHBIX OPOHXHOJ. Y OOJIBIIMHCTBA MALMEHTOB, YMEPIIUX OT
XJIJT ¢ 3aTsKHBIM TEUEHHEM ITHEBMOHMH, IIPU MUKPOCKOITMYECKOM HCCIEN0BA-
HUU BBIBIIUIN TUMGOUAHYIO HHPUIBTPALINIO MEKaJIbBEOSIPHBIX EPETOPOIOK,
MPU3HAKU «OPTAaHMU3YIOIICICS MTHEBMOHUNU» U OOJIUTEPUPYIOLIET0 OPOHXUOIH-
Ta. B KpOBEHOCHBIX COCYyJax pa3IMYHOIO KaJlnOpa OTMedaaH JIEMKOCTa3bl C
uHUIbTpaIMel CTEHOK cocynoB auMmdornutamu. B ouarax kapHupukanuu u
ITHEBMOCKJIEPO3a YaCTO BBISBIISJIN MTOJIOCTH, HUMEIOIINE OKPYIIIYIO WIIH U3BUTYIO
dbopMy. OTH TMOJIOCTH SBISUIMCh OCTPOBKAaMHU COXPaHMBIIMXCS ajbBeos. B
ydacTKax TpaHyJSIIUOHHOM TKaHW OTMEYaloCh 00pa3oBaHME OOJBIIOTO KOJIH-
YyecTBa KaluuisipoB. B oyarax mHeBMOCKiepo3a y psiaa OOJIbHBIX BBISBISUIA pe-
JOYKIIMIO COCYZOB, MOSIBJICHUE apTepUOBEHO3HBIX aHACTOMO30B. Mopdooruue-
CKHE€ W3MEHEHUs B JErkux (aumdoungHas MHOUIABTpALUS MeEXaIbBEOJISIPHBIX
NEPEropoI0K, HAPYIIEHHE MUKPOTEMOLUUPKYISIIUU U TpOo(DUKU TKaHEH, «opra-
HU3YIONIAsCS] MTHEBMOHMUSY, OOJIUTEPUPYIOMINI OPOHXUOJHT) CIOCOOCTBOBAIH
TSKEJIOMY U 3aTSXKHOMY TEUEHUIO MTHEBMOHMM Y ATUX MallMEHTOB.

VY Bcex OonpHBIX XJIJI, ymepmiux mnpu NpUCOESIUHEHUN THEBMOHUU, OT-
MEYaloCh yBEeIMYEHUE JUM(OY3JI0B B TPYIHOM MOJOCTH, Y 14 U3 HUX MMelna
MECTO CapKOMHasi TpaHchopMalusi 3THUX JIUMQOY3JIOB. YBEIUYECHHBIE, cap-
KOMHOTpaHC(OPMUPOBAHHBIE, TJIOTHOW KOHCUCTEHIMH JUMQOY3/bl MPU CUH-
npome Puxtepa caaBnuBaiiv JETOYHYIO TKaHb U OPOHXHU, YTO CIIOCOOCTBOBAJIO
HApYIIEHUIO BEHTWISAIIMOHHON (YHKIMH JETKUX, TpeHaXHOU (DyHKIMM OpoH-
XOB M BO3HUKHOBEHHIO BOCHAIIMTENILHOTO ITPOLIeCca.



B xauecmee npumepa npusooum 06e 8bINUCKU U3 APXUBHBIX UCTNOPULL OO-
JIe3HU.

Buinucka uz ucmopuu 6oneznu Ne 14267. bonvnas I'., 1936 e.p. /luacnos:
XpoHuuecKkuil aumgonetikos, onyxonegas gpopma, cmaousi C no kiaccugukayuu
J. Binet. Juacnos XJIJI evicmaenen ¢ 2002 2., noomeepaicoen OaHHbIMU SUCTO-
JI02UYECKO20 UCCIe008AHUS TUMGDOY3NA U UMMYHODEHOMUNUposanuem iumgo-
yumos nepugepuuecxoii kposu (CD5+, CD19+, CD20+, CD22+, CD23+). Co-
nymcmeyowue 3a001e8anus: uwemuyeckas 001e3Hb cepoya, HeooCmamoy-
Hocmb Kpogoobpawenus |A.

llpu nocmynnenuu ¢ cmayuonap (12.03.2006 2.) ommeuaemcs ysenuue-
HUue IumMgamudeckux y3108 ecex nepughepuieckux epynn 0o 5 — 6 cm. 8 oua-
Mempe NAOMHOINACMUYECKOU KOHCUCMEHYUU, CNAsHbl Medcoy cobol, obpa3y-
10Mm «NaKemvly, C OKPYAHCAIOWUMU MKAHAMU He CNAsaHbl, Oe300e3HenHble. Yepes
nepeoHIo OPIWHYI0 CMEHKY NATbRUPYIOMCS NaKemsl Y8eIudeHHblX ab0oMu-
HanbHbIX TuMpoy3nos. Huowcnuii kpail neuenu nanvnupyemcsi Ha 8 cM. Hudice pe-
oepnoti oyeu. Cenezenxka nanvnupyemcs Ha 13 cm. Hudce 1e8020 pebepHoco
Kpas. B neckux ee3uxynisapHoe Owvixanue, Xpunvl He @vicayuusaromcs. Toubl
cepoya npueiyuiensl, pumm npasuibhsii. Apmepuanvroe dasnenue 150/90 mm.
pm. cm. YCC — 88 yoapos 6 mumymy. Knunuueckuii ananuz xposu (om
13.03.2006): 2emoznobun — 68 2/n, apumpoyumor — 2,7 % 10%/n, netixoyumor —
166,7 x 10%n, mpomboyumor — 90 x 10%n, mumepoyumvr — 98%, cezmenmo-
a0epuvie — 2%, COD — 10 mm/u. KK®I': neckue 6e3 ouazosvix u unguiompa-
MueHvIX meneti, KopHu neekux pacuiupervl. IPTIC — ygenuuenue 1umgpoysnos
cpedocmenus. Ummynoepamma: CDs; — 29,0%, CDs — 19,1%, CDg — 19,0%,
CD4/CDg— 1,0, CD2— 63,1%, CD, — 30,2%, ummynoenobyrunvi: A — 1,1 2/n, M
— 1,0 o/n, G — 8,0 2/n. BonvHotl npogeder Kypc mepanuu ayoapapabunom (npe-
napam ®@nyoapa 6 mabnemxax, 6 0oze 30 me/m?, 1 — 5 Onu) 6 kombunayuu c
yurnogocganom (6 0oze 200 me/m?, 1 — 5 Onu), mpauncgysuu spumpoyumapnoi
macevl u m.0. Ommedena noroHCUmMenbHas OUHAMUKA: JTUMPOY3/bl 6cex nepu-
Gepuueckux epynn ymeHvuunucsy 0o 2 — 2,5 cm. 8 ouamempe. YMeHbUUTUCD
pasmepul neweHu u cenezenku. Huowcnuti kpati newenu gvicmynaem u3-noo Kpas
pebepHou Oy2u Ha 5 cM., HUJCHUL Kpali celle3eHKU NAbNUPYemcs Ha 4 cMm. Hudice
n1e8020 pebeprozo kpas. Knunuueckuti ananuz xposu (om 25.03.2006).: cemoeno-
6un — 104 2/n, spumpoyumut — 3,3 x 10%%/n, netixoyumor — 27,9 x 10%n, mpom-
6oyumor — 100 x 10%n, rumpoyumor — 96%, cecmenmosnoepnvie — 4%, COD —
18 mm/u. BonvHasa ommeuaem ynyyuieHue camouyy8cmeusi, 20mosUmMcs K blnucC-
ke. 28.03.2006 2. snezanno ommeuaemcs nosviuienue memnepamypot 0o 39 °C.
O3106. Taxuxapous 0o 120 yoapos 6 munymy. Buipasicennvie ciabocms, He0o-
Mo2aHue, 00blWKA 8 NOKOE, YY8CMBO Hexeamku 8030yxa. OmmeueHo CHudiceHue
apmepuanvrozo oasierus 0o 100 u 50 mm.pm.cm. Ilpu aycxyremayuu  Hudic-
HUX OmMOenax npasoco 1e2Ko20 BblCIYUWUBAIOMCS 81AXCHblEe Xpunbvl. Beinoineno
penmeernonocuieckoe ucciedosanue aeckux (29.03.2006). 3axntouenue: ouaco-
80-CNIUBHASL NHEBMOHUSL 8 HUJICHEU 00Jle NPaoco 1e2Kko20. B kiunuueckom ana-
ausze kposu om 29.03.2006 2. ommeueno cHudiCeHUe KOIUYeCmed 1euUKoyumos 00
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2,5 x 10%n. KII{C u 2azo6wiii cocmaé kposu: pH — 7,323; pCO, — 48,6 mm. pm.
cm., pOz — 56,6 mm. pm. cm., O a7 — 88%, Os conT— 12,7 V0|/%, AaDO, — 44,9
MM. pm. cm. B nocegax Mokpomul u OPOHXUATILHLIX CMbIBOE 8030Y0UmMeNb 8 Na-
mo2eHHOM mumpe He ebviAsneH. [Ipogoounace smnupuveckas mepanus aHmMu-
ouomuxamu wupoko2o cnekmpa oeticmsus. Ilepgonauanvuo Ovina HazHaueHa
Komounayus yunpogrokcayuna (0,4 x 2 p/cymxu, 6/6 kanenvno) u meooyepa
(2,0 x 2 p/cymku, 6/6 KaneuvHo), 8 NOCIeOCMEUU KOMOUHAYUS CYIIbNEePA30HA
(4,0 x 2 p/cymku, 6/6 kanenvno) u amuxayuua (1,5 2. 1p. 6 cymxu). bvina nazua-
YeHa UMMYHOMOOYIUPYIOWas (UMMYHO2IOOVIUHbL), AHMUMUKOMUYECKas (MUKO-
cucm, Muxkoghnokau) u deauHmokcuxayuonuas mepanus. Iloxazamenu AJ] nop-
MAnU308anUCy Ha nsamvie Cymku, ooviuka Kynuposauna Ha 10-ii OeHv neuenus,
memnepamypa HOpMaiu3o8anacs Ha 18-u Oemv, Xpunvl nepecmanu GblCLyUlU-
samucs Ha 16 denw. Cnabocmo, Heoomozanue coxpausauce. 29.04.2006 2. evi-
NOJIHEH NOBMOPHBLIL PEeHM2EeHOBCKULL CHUMOK Jleckux. Ha KoHmponvHblx penmee-
HO2pAMMax 6 NpsaAMoll U OOKOB0U NPOEKYUAX ONpeoeisioct YMeHbUleHUe NHes-
MOHUYECKOU UH@UABMPAyUU 6 HudxCHem omoele npaso2o neckozo (S 4-5-10).
3axnouenue: nPagoOCMOPOHHASL 04aA2080-CIUBHAS NHEBMOHUS 8 CMaduu paspe-
wenus. 3a 4 Hedenu NHeBMOHUS NOJIHOCMbIO He PA3Peuuiac, NPUHALA 3AMsdic-
Hoe meyeHue. Jleuenue OvlI0 NPOOOANCEHO — KoMOUHayuu gopmyma (22. x 2
p/cymKu, 6/6 KaneivHo) u YUNpo@IoOKCayun 8 npexcuell 0o3e (Yuumsoléas Xopo-
wut 3ghghexm om Haznawenus s3mozo anmubuomuxa). llpodondcena ummyHo-
MOOYIUPYIOWAs U 0e3uHmoKcuKayuonuas mepanus. Ha penmeenocpammax om
13.05.2006 2. ungurompayus nHe onpeoensemcs. Kax ocnosxcnenue ommedeHo
passumue o4az06020 nHeemouoposa. [lonnas nopmanuzayus camoyy8cmeus
(omcymcmeue 6cex 6HeNe20UHbIX NPOAGIEHUl NHEGMOHUU) MAaK Jice Oblla KOH-
cmamupogana 6 nadane mas 2006 2. B oanHom ciyuae umena mecmo Kiaccude-
CKasl HO30KOMUATIbHASL NHe8MOHUs Y bonvrou XJIJI, passuswasca nocie npose-
OeHUsl Kypca NOTUXUMUOMEPANUU, HOCUBULAS MAdCETI0e U 3AMANCHOE medeHue.

Buvinucka uz ucmopuu 6one3nu Ne 4239. boavnoti K., 1955 2.p. /luaenos:
XpoHnuueckuu numghonetixko3, npoepeccupyrowas gopma, cmaoua C no kiaccu-
Guxayuu J. Binet. XJIJI 6vin ouacnocmuposan ¢ 2004 2. Knunuueckuii ananu3s
kposu om 20042. — 2emoznobun — 1352/n, spumpoyumer — 3,9 x 10%%/n, neiixo-
yumul — 35 x 10%n, aumgpoyumor 73%, nanouxosoepuvie — 2%, ceamenmosoep-
note — 20%, monoyumot — 5%, mpomboyumor — 180 % 10°%1. Ummynogernomun
aumpoyumos nepugepuueckoti kposu - CD5+, CD19+, CD20+, CD22+,
CD23+. Buipaowcennoti sxcnpeccuu CD38 6 mo epems ne ommeueno. Ilepuge-
puueckue numgoysavl ecex epynn 6 2004 2. ne npesvrwanu 1,5 — 2 cm., neueno,
ceneseHKa He ysenuuenvl. B mo epems o6vina koncmamuposana cmaous A XJIJ1
no kaaccuguxayuu Binet. B meuenue 08yx nem cywecmeennou npoepeccuu 2e-
Mob1aACmo3a e OMmMeyaIoch, YUMmocmamuyeckas mepanus He HA3HA4anacy, 3d
OO0NbHBIM 8e]10CL OUHamuieckoe Habnooenue. Yxyouwenue ¢ cenmabops 2006e.:
CManu y8emuuusamscs nepugepuyeckue aumpoy3sivl, neuens, ceie3eHKda, npo-
2PeccUBHO YBeaUudUBaICs N1eUKoYyumo3s, Hapacmaiyu aHemus, mpomooyumoneHus.
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Knunuueckuii ananus xkposu: 2emoznobun — 892/1, apumpoyumot — 2,78 % 10%%/n,
netikoyumul — 134,16 < 10%n, numpoyumor 86%, nporumpoyumor — 8%, cee-
Mmenmosoepuvie — 6%, mpomboyumot — 70 % 10%n. Borvnomy 6vina nasnavena
MoHomepanus ¢ayoapaburnom, enocieocmeuu npomoxonr FCR. Ho cmoiikoeo
neuebno2o a¢pexma ne Habaooanocv. B uone 20072. npu KiuHUYECKOM U
DEHMEEHON0SULECKOM — UCCAe008AHUAX — OUACHOCMUPOBAHA — OeCMPYKMUBHAS
nHeeMOHUsL 8 ceamenme Sg cresa. Tybepkynes Jieckux 0vll UCKTIOYeH (MHO2O0-
KPAmHuo ucciedosanvl Mokpoma u oponxuanvtvle cmuigol Ha KYM, KT neexux,
KOHCYomayus pmuzuampa). M3 OpoHxuaivbuvix cmvigo8 gvicesnsl S. pneumoni-
ae u neisseria. Ilpu neueHuu nNHEBMOHUU UCNONB308AIU OO BbIAGIEHUS 8030)0U-
mesi KOMOUHAyUU anmubUOmMuUKo8 WUpoKo20 CneKkmpa 0eticmeaus, nocie 8vlss-
JleHUsi 8030youmeisi aHMUOUOMUKOMEPAnUs KOPPUSUPOBALACL C YUEMOM €20
yyecmeumenvHocmu. Haszunauanace umMMmyHoMoOyIupylowas, aHmMumMuxomuye-
cKas, npomueogocnanumenvhas mepanus. IloaHocmvio Kiunuveckue u penmee-
HoJlo2u4ecKue nposieieHus nHesMoHuu paspewunucy 6 aseycme 20072. 18 ox-
msaops 20072. 6vi1 0ocmasien 8 mepanesmudeckoe omoenenue L[PB (no mecmy
AHCUMENbCMBA) MAUUHOU CKOPOU NOMOWU 6 KpauHe MANCEIOM COCMOSIHUU.
Ommeuanocy nosvlutenue memnepamypol mena 00 39 — 40°C, chuscenue ap-
MEPUATLHO20 0ABIeHUsl, BbIPANCEHHAsT 00blwKa. Knunuueckuil ananus Kpoeu:
spumpoyumel — 2,4 x 10%%/n, 2emoenobun — 67 2/n, netikoyumer — 274 < 10%x,
aumgpoyumot — 87%, nporumpoyumor — 10%, ceemenmosioepnvie — 3%, mpom-
6oyumor — 50 x 10%n, COD — 61 mm/u. [lpu nposedenuu penmzeHoI02U4ecKo20
UCCNe008aHUsL BHOBb OUACHOCTNUPOBAHA NHEBMOHUS 8 ceemenme Sg cresa. He-
cMOmMps HA Npo8edeHUue adeK8amHuol aHMmubaxKmepuaibHoU, NPOMmueo8oCHaIU-
MenbHOl, UMMYHOMOOYIUpYyIoweU, — 0e3UHMOKCUKAYUOHHOU — mepanuu,
20.10.20072. koHcmamuposaH J1emanbHblil UCX0O0 NPU ABNEHUSIX OAKMEePUANTbHO-
moxkcuyeckoeo woxa. Ilpu eucmonocuueckom uccie0o8aHuu mKaHu Sg 18020
JIe2K020 BblABIeHA MUMPOUOHAS UHDUILMPAYUSL JIe2OYHO20 UHMEPCUYUS, 8
AIbBEOIAX OOHAPYICUNU IKCCYOam CO 3HAYUMETLbHbIM npeobaadanuem Guopu-
Ha, HeOoabUIOoe KOIUUeCmeo Helumpo@uios, ckonienus baxkmepuil. B oanHom
cydae ouae 80CNANEHUs JIOKAIUZ08AICA 8 00aacmu TUMPOYUMAapHoOU UHDUIb-
Mpayuu 1ecko2o, Ymo, Hapsioy ¢ 8blPANCEHHLIM UMMYHOOehuyumom 00yciosuio
msdcenoe u peyuousupyroujee medueHue nHeeMOoHUU.

Ha ocHoBaHMM M3y4eHHS] KIMHUKO-MOP(OIOTHYECKUX OCOOEHHOCTEH Te-

YeHUsI THEBMOHUM Y 00s1bHBIX XJIJI MOXKHO cenaTh 3aKIr0YeHue:

1. [THeBMOHUU SIBISIFOTCSL Hanbojiee 4acThiM HMHGEKIIMOHHBIM OCJIOKHEHUEM
XJUJT (103 manuenTa u3 228 obclie1oBaHHBIX, 4TO cocTaBisieT 45%). [1o mepe
nporpeccupoBanus XJIJI 3a60eBaeMOCTh MHEBMOHUSIMU YBEITUYUBACTCS.

2. Y 6onpHbIx XJIJI ycTaHOBJIEH BBICOKHMIA MPOIIEHT BO3HUKHOBEHUS! HO30KOMMU-
aNbHBIX MTHEBMOHUH (36%)).

3. st 6ompubix XJIJI xapaktepHo npeoOnamnanue atunmudHoro (27,6%), Tsoke-
noro (60%) u 3atsxHOro (53,4%) TeueHUs MHEBMOHUM.

4. ITpyuriHaMU aTUMIAYHOTO, TSKEIOT0 W 3aTSKHOTO TEYEHUsI THEBMOHMI MpHU

95



XJUJI aBnstoTCS: @) BBIPKEHHBIM BTOPUYHBIN UMMYHOAE(DUIIUT, B MEPBYIO
ouepenb AeHUIIMT HEUTPOPHUIOB U TUTTOMMMYHOTJIOOYJIMHEMUS, O) MPOBOIH-
Mble 60sbHBIM XJIJI Kypchl XMMHOTEpAnuu U TIIIOKOKOPTUKOUIHON Tepamuu,
yCYTyOoIsifonue UMMYyHOAChUIINT, B) TUMQpouaHAsS HHPUIbTpAIUs JErOYHON
TKaHU U OpOHXOB, T) 3HAYMUTEIILHOE HapYIIEHWE MHUKPOTEMOIUPKYJIALNA B
JEerKuX ¥ OpoHXaxX, J) HapyIICHUHUS JErOYHON BEHTUJIALMH U Tepdy3uu, €)
MOKUJIOM Bo3pacT OoJblMHCTBA O00JbHBIX XJIJI, %K) HamuM4Me COMyTCTBYIO-
nux 3aboneBanuii (XOBJI, UBC, caxapHublii auadeT u T.1.), 3) sl OOJbHBIX
XJIJI B TepMUHANBHON CTaauu 3a00I€BaHMs — HATMYNE YBEIUYECHHBIX OpOH-
XOITYIbMOHATBHBIX JIMM(OY3JIOB, TJIOTHBIX IO KOHCUCTEHIINN, OKa3bIBAIOIITIX
3HAYNTEIHHOE BIMSHUE HA HApYIICHUE BEHTWISIIIMOHHON (YHKIIUW JICTKUX U
JTpeHaKHON (YYHKIIMH OPOHXOB.

. 'pamoTtpunarensHas piopa 3aHUMAaeT BaXXHOE MECTO B sy BO30yauTenen
nHeBMOHUHN y 60sbHBIX XJIJI — 56% oT 0011ero Koam4ecTBa rocrnuTaIbHBIX
nHeBMOHUM 1 26,3% ciiydaeB BHEOOTIbHUYHON THEBMOHUHU.

. B cooTBercTBUM ¢ ()akTOM BO3HMKHOBEHHS ITHEBMOHUHU B CTallMOHApE WIIU
BHE CTalloOHapa, MPEANO0JIaraeMbIM BO30OyAUTENIEM, KJIMHUKO-
MaTOT€HETUYECKON CUTyalue W HaiuuueM (OHOBBIX 3a00JIEBaHHM COCTaB-
JIEH JITOPUTM SMITMPUYECKON aHTUOMOTUKOTEPAIIMU MHEBMOHUN Yy OOJBHBIX
XJUUI B mepuosl 10 BBISBICHHUS BO30YAUTENSI U ONPENENICHUSI €ro YyBCTBHU-
TEJBHOCTU K aHTUOMOTHUKAM, a TAKXKe JIJIsl TeX CUTyallUil, KOrJa YCTaHOBUTH
ATUOJIOTUYECKUH AUArHo3 MTHEBMOHUU HE MPEACTABIAECTCS BOZMOKHBIM.
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I'/IABA 4.
JAUDODOEPEHIINAJ/IBHBIN JINATHO3

HEXO/I’KKHHCKHUE JTUM ®OMbI

JIumMpoMbI - 3TO pa3HOpOJHAs Ipylna OHKOJOTHYECKUX 3a00JIeBaHUIl
AMMQPATUYECKONM TKAHU, XapaKTEPU3YIOIIMXCA YBEIMYEHHUEM JUM(pATHYECKUX
y3JI0B M/WJIM MOPAXECHUEM Pa3JINYHBIX BHYTPEHHUX OPraHOB, B KOTOPBIX MPOKUC-
XOIUT OECKOHTPOJIBHOE HAKOIIJICHUE «OITYXOJIEBBIX» JTUM(POLUTOB.

Kak mpaBumiio, nepBsIM CUMITOMOM JIMM(OMBI SIBISIETCSI 3HAYUTEIIBHOE
YBEJIIMYEHUE Pa3MEPOB JIMM(ATUUECKUX Y3JIOB Ha IlI€€, B MOJMBIIICYHBIX BIa-
JUHAX WU B MaxoBoi obmactu. [Ipu 3ToM, B oT/iMune 0T HHPEKIIMOHHBIX 3a00-
JIEBaHUM, YBEJIMYEHHBIE TUM(AaTUUECKHUE y3Jbl 0€300J€3HEHHBI, HX pa3MeEpPbI HE
YMEHBIIAIOTCA CO BPEMEHEM U NPH JICYEHHH aHTUOMOoTHKaMu. MHorja Bcien-
CTBUE JIABJICHUSI CO CTOPOHBI YBEIMYEHHBIX MEUYEHH, CEIE3EHKH U JIUMQpaTHuye-
CKHX Y3JI0B BO3HHMKAET YYBCTBO NEPEMNOJHEHUS B KUBOTE, 3aTPY/IHEHUS JbIXa-
HUS, pacuparoniye 00JI1 B HUKHEN YaCTH CIIMHBI, OUTYIIEHHUE JTABJIECHUS B JIULIE
WJIM Ha IIee.

JlpyriMy CUMITOMaMH, BCTPEYAIOUTUMHUCS TIPH JIUM(pOME, SIBISIOTCS:

e CJ1a00CTB,

o IIOBBIIICHUE TEMIIEPATYPHI TENA,
e IIOTJIUBOCTH,

o IIOTEpS BeCa,

e HApYIICHMS NUILEBAPEHHUS.

TepMUHOM HEXOIKKMHCKHE TUM(OMBI 0003HAYAIOT JOBOJIBHO OOJIBIIYIO
rpynmy JuM$oM, KOTOpbI€ HE SIBJISIIOTCS 00J€3HbI0 XOMKKHUHA (MuMmdorpany-
jgemMaTo30M). PenieHue o MPUHAUICKHOCTH JTUM(OMBI K IpyIIe HEXOKKHUH-
CKUX JTUM(OM UM K 00s1e3HN XOIKKUHA TPUHUMAETCS MOCJIE€ THCTOJIOTMYECKO-
ro ucciueaoBaHusi oOpasia OMONCUPOBAHHOW TKaHW. Eciu mpu Mukpockonuye-
CKOM HCCJIEIOBAHUU HAXOIAT crienuduueckue aist 600jae3Hu XOMKKUHA KIETKA
bepezosckoro-IlItepubepra-Puna, To crtaBiaT auarno3 6oisie3un XokkuHa. Ec-
JM 3TU crienu(pruYecKue KJISTKU HE HaXOsT, TO JIMM(OMY OTHOCAT K TPYIIE He-
XOJDKKMHCKUX.

HexomxkkuHckue TMMQOMbI UMEIOT MHOTO BapUaHTOB, KOTOPbIE OTINYA-
I0TCS 110 TUCTOJIOTUYECKON KapTUHE, KIIMHUYECKUM MPOSBICHUSAM U IMOAX0aM K
ux jedeHuto. OgHU BUABI JIUM(POM UMEIOT MEAJICHHOE U OJIaronpusITHOE Teue-
HUE, TOPOMl NIIUTENbHOE BpeMs He TpeOyIOT CIEUUabHOTO JieueHus. Takue
TUM(OMBI Ha3bIBAIOT UHJIOJICHTHBIMU. Pan npyrux num@om, HampoTuB, Xapakx-
TEPU3YIOTCA OBICTPBIM MPOTPECCUPOBAHUEM, OOJBIIUM KOJIUYECTBOM CHUMIITO-
MOB U TpeOyIOT HEMEJICHHOIO Hayana jedeHus. Takue JTUM@POMbl Ha3bIBAIOT
arpeccuBHbIMU. BcerpedaroTcss muM(OMBI ¢ MPOMEXKYTOUYHBIMU XapaKTEPUCTH-
kamu. Yarie Bcero aHoMalIbHbIA POCT JTUM(OIUMTOB HAUMHAETCS B JIUMQpaTHuye-
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CKHX y3JaX, MPU 3TOM Pa3BUBACTCS KIACCUYCCKUU BapUaHT JTUM(OMEI, COMpO-
BOXK/IAIONIMIICS yBelMYeHueM JUMpaTHYecKux Yy370B. OJHAKO BCTPEUYAIOTCS
TUM(OMBI, IPU KOTOPBIX TUMGATHUYECKUE Y3JIbl HE YBEJIMUMBAIOTCS, T.K. 3200-
JIeBaHUE MEPBUYHO BO3HUKAET HE B JIUM(PATUUECKOM y3Ji€, a B pa3IUYHBIX Opra-
HaX: CEeJIE3EHKE, JKeNy/Ke, KUIIKE, JerKuX, ToJ0BHOM mo3re. Takue mumdomMbl
HA3bIBAIOT KCTPAHOJATbHBIMH.

Jlosroe Bpemsi BO MHOTHX CTpaHax CYIIECTBOBAIU pa3IMyHbIe Kilaccupu-
Kal[i¥, BKJIIOYAIOIIUE Pa3HbIe HA3BAHUS U TEPMUHBI 1711 0003HAUYECHUSI OJJHOTO U
TOTO K€ BHJa HEXO/KKUHCKUX JTUMQPOM, YTO CO3/1aBajio OOJbIINE TPYAHOCTH,
Kak Jis Bpauei, Tak u Jjis nanuentoB. B 2001 mexmyHapogHoe cO0OIIecTBO
BBIPA0OTANIO €IMHBIE TOAXOAbl K Kiaccupuraruu auMdoM, U ObUTa MPUHATA
eqnHas, TaKk Ha3biBaeMas Kiaccudukamus BceMupHOW opraHu3aiuu 31paBo-
oxpanenus: (BO3), koTopo#i ceromHs Moab3yIOTCS B OOJBIIMHCTBE CTPaH MHPA.
B nanpHeiem 3Ta kiiaccupuKanus moCTOSIHHO JTOTIOJTHSETCS.

Knaccugurxayus nexooorckunckux rmumgpom Becemuproti
opeanu3ayuy 30pasooxXpaneHus
B-xnemounvle onyxonu uz npeouiecmeennuxos B-numgpoyumos:

o B-nmumdobnactHas  numdoma /  deiko3 U3 KIETOK-
npeaecTBeHHUKOB (B-KiIeToYHbINH OCTphIi JIUMQPOOIACTHBIN JIeH-
KO3 U3 KJIETOK-TIPEIIIECTBEHHUKOB).

B-xnemounvie onyxonu uz nepughepuuecxkux (3penvix) B-numgpoyumos:

o XpoHuveckuid JTUM(OUUTAPHBIA JIeWKO3 / JUM@OMAa M3 MaJbIX
muMpouuToB (JiuM@ounuTapHas 1umpoma)

o B-xneTouHslil nponMMQpOLUTAPHBIN JIEUKO3

o JlumdomnazmonurapHas rumpoma

o Cenesenounas aumpomMa MapruHaIBLHOM 30HBI (+/- BOpCHHYATHIC
TUMDOITUTHI)

o BoiiocatokneToyHbIl JEUKO03

o Juddysnas B-knerounas numdoma u3 Maabix JTUMEPOIUTOB Kpac-
HOM ITYJIbIIbI CEJIE3EHKH

o JlumpomnnazmonurapHas mumdpoma

o bosnesHu Tsoxensix neneu

o Ilna3mokneroyHas MueIOMa/mia3mMoOLUTOMA

o OkcTpaHonanbHasg B-kierouyHas naumMdoMa MapruHaIbHOU 30HBI
MALT-tuna

o Hopnansnas B-knerounas nmumdpoma mMapruHaabHOM 30HBI (+/- MoO-
HOIUTOUAHBIE B- mumdounTsr)

o  OommukynspHas TuMpoma

o Jlumdoma u3 KIEeTOK MAaHTHITHOM 30HBI

o Juddysnas B-kpynHoknerounas mumdpoma

o Menuactunansnas quddysnas B-kpynHokierouHas iumdoma

o [IlepBuuHnas skccynaTuBHas TuMdoma

o Jlumdpoma / neitko3 bepkurTa

98



T- u NK-knemounwie onyxonu uz npeouiecmeeHuuxog T-mumgpoyumos

o T-nmumdobnactHas auMdoma/nenko3 u3 KJIETOK-
npeamecTBeHHUKOB (T-KaeTouHbI OCTphId JTUMEGOOTACTHBIN JIek-
KO3 U3 KJIETOK-TPEIIIECTBEHHUKOB)

T-knemounwvie aumgomol uz nepugepuueckux (3penvix) T-mumgoyumos:

o T-xneTounslii MpoTMMEGOIIUTAPHBIN JEHKO3

o T-kyerouHbli J€¥K03 U3 OONBIIKUX TPAHYIAPHBIX TUM(OIIUTOB

o ArpeccuBHblli NK-KI€TOUHBIN JIEUKO3

o T-xnerounas nmumdoma / neitko3 B3pocisix (HTLV1+)

o OxctpanonansHas NK/T-knerounas mum@oma, Ha3anbHBIN THIT

o T-xmerounas muMdoma, acCOITMUPOBAHHAS C SHTEPOIIATHEH

o T'emaronuenansuas T-kneTouHas numpoma

o T-xnerouyHass MaHHUKYJIUTOMOAOOHAS TUMpOMa MOJKOXKHOU KIIET-
YaTKH

o ['puboBumHbIil MuKo3 / cunapom Cesapu

o AmHamuiacThueckas KpynHokierounas nmuMmdoma, T/0-kneTounas, c
NEPBUYHBIM [MOPAKEHUEM KOXKH

o Ilepudepuueckas T-kierounas iumdpoma, HEyTOUHEHHAS

o AnruoummyHoOnactHas T-kiaeTouHas aumpoma

o AmHamuiacThueckas KpynHokjierounas numdoma, T/0-kneTounas, c
MIEPBUYHBIM CUCTEMHBIM MOPAKECHUEM

Craaun iumdbom

Omnpenenenve cTagu JUMQOMBI TOMOTAET MOHTH CTENEHb PACIpPOCTpa-
HEHHOCTH 3a00J1eBaHusA. DTO BayKHAs MHGOPMAIHS ISl TPUHATHS TPABIIIBHOTO
pEIICHNS B OTHOIICHUH TPOTPaMMBbI JiedeHHS. [101X01bI K JICUEHUIO Ha9aJIbHBIX
(7ToKanmbHBIX) CTAAMi M PACIPOCTPAHEHHBIX CTaaUil JMM(OM OOBIYHO OTIHYA-
torcs. [Ipu u3bpanuu nporpaMmbl JICUEHHS] YIUTHIBAIOT HE TOJIBKO CTAUIO, HO U
MHOTHE Apyrue GakTopbl: BUA JIUMQPOMBI, PE3YJIbTATHI JOTOTHUTEIBHBIX UCCIIE-
JOBaHUM (IIUTOT€HETUYECKUX, UMMYHOJIOTHUECKUX, MOJIEKYJISIPHBIX JIp.), COCTO-
siHUE OOJIBHOTO, €r0 BO3PACT, COMYTCTBYIOIINE 3a001eBaHuU U T.1. TeM He Me-
Hee, nH(opMalusa o cTaauu 3a001eBaHUs YPE3BBIUYANHO BaXKHA JJIs pa3paboOTKu
3¢ (HEKTUBHON POTPaMMBbI JICUCHHUS.

B cooTBeTcTBUU ¢ 0OIIETIPUHATON MEXKIyHAPOAHOU Kilaccudukaiuen (ee
Ha3bIBAlOT Kiaccudukanuedn AHH-ApOop (mo HazBanuro ropoga B CIIA, rae
oHa ObUIa MpuHsTA) BeIIEIAIOT 4 cranuu 3adoneBanus: 1, 11, I u IV. K Homepy
cTaguu oObIYHO M00aBms0T OyKkBbl A uin b. C momoiipio 3TuX OyKB yKa3bIBa-
0T Ha HAJIWYWE WIU OTCYTCTBHE 3-X BaXKHBIX CHUMIITOMOB, KOTOPBIE MOTYT
BCTpEYaThCsl y OOJIbHBIX JIMM(POMOMN: JTUXOPAJKH, BRIPA)KEHHON HOYHOM MOTIIH-
BOCTH W CHWKEHHUA Beca. Eciu ucmonb3yroT OykBY A - 9TO 03HA4aeT, 4TO BhI-
IIeyKa3aHHbIE CUMIITOMBI OTCYTCTBYIOT, €CJTH UCTIOJIB3YIOT OYKkBY b - 3TO roBo-
PUT O HAJTMYKUH Y OOJTHLHOTO BBINIEYKa3aHHBIX CHMITTOMOB.
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B knmaccudukanuy BeIIeTIEHO YEThIPE CTaauu 3a00JIeBaHUS, KOTOPBIE MO-
I'yT OBITh YCJIOBHO 0003HAUEHBI KaK MECTHBIE (JIOKaJIbHbIC, OTPAaHUYCHHBIC) - |-51
u II-a craguu u pacnpoctpanennsie - |- u V-1 cragun.

|-2 cmaodus - pomyckaeTcs BOBJICUCHHE B JIMM(OMHBIN MPOIIECC OJTHOM
obsacTu TUMQpaTHYECKUX Y3JI0B

II-2 cmaodus - nomyckaeTcs BOBJIEUEHHE B IMpoliecc ABYX U Oosee o0Oia-
CTel TMMQaTHIECKHUX y3JI0B C OJJHOW CTOPOHBI TUadparmel.

I11-2 cmaodus - nomyckaercst mopakeHue JTUMQPATHUECKUX Y3JI0B C 00euX
CTOPOH Ara(parmbl.

V-2 cmaous - 3aboneBanme pacpOCTPaHIETCS TOMUMO JTUMGPATHIECKUX
y3JI0B Ha BHYTPEHHHUE OPTaHbI: CEP/IIe, IEYCHb, TOYKH, KUIIKY, KOCTHBIN MO3T U

Ap.

Donnuxynapuasn aumpoma.

OomnukynsHas aumpoma (DJI) —oaun u3 Hanbosee yactoix BugoB HXJL
Cornacno kiaccugukauuu BO3, Ha 0OCHOBaHUM TUCTOJIOTMYECKON KApTUHBI BbI-
nemnsitor Tpu tuna (rpaganuu) OJI. Ilpu GJI 1-ro tumna B mose 3peHust oOHapy-
xuBaercs 0-5 nenrpodnactos, npu PJI 2-ro tuna — 6-15 nenrpodractos, OJI 3-
ro tuna — 6osiee 15 nerpodnactoB. ®JI 1-ro u 2-ro Tuna OTHOCATCS K UHAO-
JeHTHBIM JTuMpomam , @JI 3-To Tuna — K arpecCUBHBIM.

@JI — Bropas rucronoruueckas rpymnmna HXJI (mocne mumdpomer bepkut-
Ta), IPU KOTOPOW ObLJIa YCTAHOBJIEHA acCOLMAUS C ONPEIEIEHHBIM [IUTOrEHE-
tryeckuM HapytrenueM 1(14;18)(032;021), yTo NpuBOANT K aKTUBAIIMHA OHKOT'C-
Ha BCL-2, mpoTenH KOTOpOro OIOKHUPYET MPOrpaMMUPYEMYIO KIETOUYHYIO TH-
oeinb (armonTo3) B-mumdouuToB GOUTHKYIAPHBIX LEHTPOB TUM(ATUYECKOTO Y3-
Ja ¥ yBEJIMYMBAET NPOAOJKUTENBHOCTD KU3HU KJIETOK C JAHHOW TpaHCIOKaIu-
eit. Pexe mpu @JI BcTpeuaroTcs Apyrue KOJIMUECTBEHHbBIE (TPHUCOMHUSI XPOMOCOM
X,2,5/7,8,9,12, 17, 18, 20, 21; moTepst MOJOBBIX XPOMOCOM) B CTPYKTYPHBIS
U3MeHeHHUs: Aenerus 64; nzoxpomocomsl i(17) (q10) u i(18) (q10).

Xapakrepubiii ummynodenorun: CD19+, CD20+, CD22+, CD79a’,
CD10+, CD5-

3a0oJyieBaHNE BCTpEUYaeTCs yYalle y MOKUIIBIX JIML (MeanaHa Bo3pacTa 55
net). Knunnuecku ®JI nambonee yacto Manudectupyer JumdaaeHonaTuen u
cruieHoMeranue. Jlokanuzoanusie craauu (1 u Il) BcTpeuaroTes peako,yaiie B
nebroTe 3a00JIeBaHUs YK€ UMEETCS TeHepaliu3alus Mpouecca, B TOM YHUCIE C
MOpPa)KEHWEM KOCTHOTO MO3ra, U Torja KapTHHa nepudepruiyeckoil KpoBH Haro-
muHaetr XJIJI. 3aboneBanune xapakTepusyercss OTHOCUTENBHO MEIJIEHHBIM MpO-
rpeccupoBanueM. Hepenko ®JI tpanchopmupyercs B arpeCCUBHYIO JTUMQPOMY
(muddy3HyI0 KpYyIHOKIETOUHYIO B-KieTounyto 1uM@omy), 4TO COTPOBOKIAET-
Csl SIPKOM KIIMHUYECKON KapTHUHOU (ObICTpOE yBenndeHUE TUMGPATHIECKUX Y3JI0B
C U3MEHEHHEM HUX IUIOTHOCTH, MOSIBJIEHUE CUMIITOMOB OIyXOJIEBOW MHTOKCHKA-
UAA W JOMNOJHHUTEIIbHBIX TE€HETHYECKUX IMOJOMOK). JKcTpaHojaibHas @JI
BCTPEYAETCS PEIKO.
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Huppysnas B-kpynnoxnemounas aumgpoma.

Huddysnas kpynHokierouHas B-knerounas nmumdoma (JIKKJI)- nanbo-
nee 4dactas popma arpeccuBHbix HXJI. Ha momro JIKKJI mpuxoauTcss OKOJIO
40% Bcex B-kmerounbix naumdom. Omnyxosb, BEpOSTHO, MPOUCXOIUT U3 MEPH-
dbepuueckux B-KIeTOK, XOTS TOYHOE €€ MPOUCXOXKJACHHE HE YCTAHOBJIIEHO.
Mopdonornuecku JJKKJI noctaTouno pazHopoaHa U MpecTaBieHa B OCHOBHOM
KPYIHBIMH KJIETKaMU, HATOMUHAIOIIUMU EHTPOOIACThl MM UMMYHOOIACTHI.

[Ipy uuTOreHeTUYEeCKOM HCCieoBaHUU B Kapuotune y 25% OoJabHBIX
obHapyxuBaetcs t(14;18). Uactp 3THX omyxoseil pa3BUBaeTCsa U3 MPEILIECTBY-
romeid OJI, vo 1(14;18) wm ee monekymsipubiid SkBuBaieHT (BCL-2) oOHapy-
xuBaercas u B JIKKJI de novo. BombmmuctBo t(14;18)-mosuruBHbIXx JIKKJI
MMEIOT JOTIOJIHUTENIbHbIE M3MEHEHUSI B KapUOTHUIE. XapaKTepHOU SIBISETCS
t(3;14) (g 27;932), mpu kotopoii onkoreH BCL-6/LAZ-3, pacrioyio)XeHHbBII B
3027,akTUBUPYETCA 3a CUET MEePEMEIICHHS K TeHYy Tskenoun uenu 1g.

NMMyHOGEHOTHIT OIMyXOJIEBBIX KJIIETOK XapaKTEpU3yeTCs IKCIPEcCUuei
CD19, CD20, CD22, CD45; B psane ciiy4aeB MOTYT 3KCIPECCHUPOBATHCS IIO-
BepxHoctHbil 1g, CD5 u CD10.

I'enetnueckuit ananmu3 nokasain, uro JIKKJI Moryt ObITh pasiesieHbl Ha
JIBE TPYIIIIbI, OTINYAOLIUECS M0 KIMHUYECKOMY TeueHuto U nporHo3y: JKKIJI ¢
F€HOTUNIOM TepMHUHOTreHHbIX KIeTOK U JIKKJI ¢ reHOTMnomM akTMBUpPOBaHHBIX
KJ1eTOK. CyIecTBYeT KOPPEesIus MEX1y FT€HETUUECKUM MaTTEPHOM U UMMYHO-
rucroxumuyeckumu  gaHHbiMu:  JIKKJI  u3  TepMUHOr€HHBIX  KIIETOK
(c myummM TporHO30M) Xapaktepusyrorcs UHbIM ¢enotunom (CD10+,BCL-
6+,MUML1-), mexemn JIKKJI u3 axkruBupoBamapix kietok (CD10-,BCL-6-,
MUM1+).

B mnocneanue roapl OTMEUaeTCs OTYETJIMBBIA POCT 3a00J€BAEMOCTH
JKKJI. 3aboneBanre MOXKET BCTpeYaThCs B JIFOOOM BO3pacTe, OJHAKO Yallle
HaOmomaetcs y noxkuibix jull. Knunnyecku JIKKJI xapaktepusyercst ObICTpbIM
POCTOM TMOPAKEHHBIX JTUM(DATUUECKHX Y3JI0B, KOTOPbIE MOTYT JOCTUTATh TH-
raHTckux pazmepoB. KocTHbiii Mo3r nopaxaercs B 10-20% cmydaeB. Hepenko
BCcTpeuaroTcs: nepBuuHble 3kctpanonanbubie JJKKII ¢ mopaxenuem LHHC, xe-
JyKa, KAIIEYHUKA, KOXKU, MOJIOYHBIX JKEJEe3, SIMYEK, KOCTEeH, IUTOBUIHON Ke-
ne3bl. K Hanbosee 4acThiM M MPOTHOCTUYECKH HEOJArONMPUATHBIM MEPBUYHBIM

DKCTPAHOMAJNBbHBIM BapuaHTtaMm oTHocutcs nepBuuHas JKKJI ¢ mopaxenuem
HHC.

Oxempanoodanvrasn B-knemounas aumgpoma mapeunanvrou 3ouvt MALT-muna
Ocob6ennoctrio 3Toro Buma HXJI sgBisieTcs rHCTOIOTMYECKOE CXOICTBO C
aCCOIIMMPOBAHHON CO CIIM3UCTHIMU 000J0YKaMH JTUMGOUTHONW TKaHU: mucosa-
associated lymphoid tissue (MALT). Tepmun «B-knetounas numdoma mapru-
HaJbHOM 30HBD) IMOJYEPKHUBACT I'EHETHUYECKOE CXOICTBO ¢ B-KileTkamMu Mapru-
HaJIBHOM 30HBI (HOJUTUKYJIA TUM(PATHIECKOTO Yy3IIa.
Okctpanonanbabie MALT-1umMbOMBI BO3HUKAIOT B Pa3IMYHBIX OpraHax:
KETyJIKe, KUIMICYHUKE, CIIOHHBIX >Kee3ax, PECIUpPaTOPHOM TPaKTe, IIUTOBU/I-
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HOM Keje3e, BWIOYKOBOH Kejie3e, MOUYEoJIOBOM TpakTe, Koxke u ap. Hambomnee
4acTO ONMyXOJb BO3HHUKAET B JKeNMyake. XapakTepHou ocobeHHocThio MALT-
auM(GOM JaHHOW JIOKANIM3alMU SIBJISIETCA UX AHTUIE€HHAs 3aBUCUMOCThH OT WH-
dbunmpoBaHus ciau3ucTor odonouku xenyaka Helicobacter pylori (HP). Ilepcu-
creHiusi HP B ciioe xeny1o4HOM ClIM3M BelleT K BOSHUKHOBEHUIO OpPTraHU30BaH-
HON JTUMQOUTHON TKaHU B CIM3UCTOM O0O0JIOUKE KeyJKa, a B JaJdbHEUIIEeM K
BO3HMKHOBEHUIO OMYXOJIM, YTO MO3BOJIsIeT paccMmarpuBath HP kak atuosnoruye-
ckuit pakrop MALT-nmumbpomom xemynka.

K paHHMM ULWTOr€HETHYECKHMM HW3MEHEHUsIM Ipu pa3Butuu MALT-
mumpom otHocsTes t(11;18)(q21;921) u Tpucomust 3 - reHETUYECKHE TMOBpE-
JKJICHUS, BO3HUKAIOIIUE BCIICICTBHE I'EHETHUCCKON HECTaOMIIBHOCTH, YTO 000-
3HayaeTCsl aHTIUICKOM abbpeBuaTypoii «replication error repair (RER)», a Tak-
xe myTtanuu pS3 u c-myc. Ha atoit cranuu 3a0oneBanus poct TMMGOMHON TKa-
HU HampsSMYI 3aBUCUT OT B3aUMOJICHCTBUsS onyxojeBbix B-kietok ¢ H. Pylori-
cneruuuHbIMU T-1uMdoIMTaMu, MPUCYTCTBYIOIUMHU B OITyXOJIEBOM CyOCTpa-
Te. B cBsi3M ¢ 3TUM dpanuKaius MUKpoOa MOKET MPUBOJIUTh K PETPECCUH JTUM-
dombr. B pesymprate t(11;18)(g21;21) NPOUCXOAUT IOKCTAINO3MIMS T'CHA
API2(MALT lymphoma-associated translocation gene) na 18-oii xpomocome.
OT0 0AHO M3 Hambojee YacThIX XPOMOCOMHBIX mMoBpexaeHud npu MALT-
aumpome (otmeuaercs B 25-50% ciydaes).

[To3aree moker Bo3HuKaTh 1(1;14)(p22;032), KOTOpass aCCOIUUPYETCS CO
CIIOCOOHOCTBIO OMYXOJIM K ABTOHOMHOMY POCTY, MOTEPENl UyBCTBUTEIBHOCTH K
HP u auccemuHanuu KJIETOK 3a MPEAEIbl KETyIKa WIH KAIIKA. DTO CBA3aHHO C
nepeMeleHremM reHa-cymnpeccopa bel-10, pacnonoxenHoMy B peruone 1p22, k
reHy Tspkenod uenu lg. HapyiieHue omyxoneBoil cymnpeccud CrocOOCTBYET
POrPECCUPOBAHUIO TUM(POMBI.

Tpaucpopmanus MALT-mumboMbI B OMyX0JId BHICOKON CTENEHU 3J7I0Ka-
YECTBEHHOCTH MOXKET OBITh aCCOIIMMPOBaHA TAKXKE C MHAKTHBAIMEH reHa pS3,
nenenyen plo u t(8;14).

Nmvmynodenotun MALT-nmumdom xapakrepusyercs skcnpeccueit naH-B-
KJeTo4HbIX aHTUreHoB (CD19,20 u 79a), mOBEepXHOCTHBIX UMMYHOTJIOOYJTUHOB,
a taxke CD21 u CD35, xapakTepHbIX 1151 B-KJI€TOK MapruHaibHON 30HBI.

MALT-mumdoma xemyaka daile BO3HUKAET Yy JIUI[ 3pEJIoro Bo3pacTa
(menunana Bo3pacta — 50 ner). Paznuuus 3a0051€Ba€MOCTH MEXKY MYKUYMHAMHU U
KEHUIMHAMU He oTMedaeTcs. KinuHudeckas kKapTiHa 3aBUCUT OT CTaJuH 3a0oJie-
Banus. Ha pannux cragusx MALT-numdoma xapakTepusyercss OTCYTCTBUEM
CUMIITOMATUKU UM MUHUMAJIbHBIMU TIPOSIBICHUSIMU TUCTIETICHYECKOTO U 0oJie-
BOTI'O CHHAPOMA M MaJIO OTJIMYAETCS OT JIPYTUX XPOHUUYECKUX OOJIe3HEH Kemy/I-
ka. [lo mepe mporpeccpoBaHHs BO3HHKAET BBIPAKEHHBIN JHUCIETICUYECKHI
CUHAPOM (HM3KOTa, OTPhDKKA BO3AYXOM WJIM THIIEH), HOIOIIME OO B AIUTa-
CTpaJIbHOM 00JIACTH, Yallle HE CBSI3aHHBIC C MMPUEMOM MHINU. boyieBoii cCHHIpOM
OoJbllle HAIOMUHAET XPOHUYECKUH TaCTPUT, YeM sI3BeHHYyl0 0oje3Hb. K oco-
OCHHOCTSIM, OTJIMYAIOUINM KIMHMYECKylo KapTuHy MALT-numdoma xemynka
OT JIpyrux 3a00JIeBaHHUIX 3TOr0 OpraHa (3a UCKJIIOUEHHEM paka), OTHOCITCS: 1)
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YCTOMYMBOCTh CUMIITOMATHKH; 2) dacThie (Jaimie 3 B rox) o0OCTpeHus 00JIe3HU
C IOCTENEHHBIM HAPACTAHUEM KIIMHUYECKUX MPOSIBIICHUN MOPAXKEHUS KEITYIKA.

JHanwsuetimee pa3Butue MALT-mumboMbl KemyaKa COmpoBOXKIACTCS T10-
SABJICHUEM CHMITOMOB, XAPAKTEPHBIX [JISl 3JIOKAUECTBEHHBIX OIMYXOJIEH - CHU-
YKEHUE almeTuTa, Noxyaanue, TuMdaneHonaTus, JUXopajaKka U Ipyrue mpu3Ha-
KU OITyXOJIEBOW MPOrPECCUM.

Jlumpoma uz kiemox MaHmuHou 30Hbl.

Jlumboma u3 kaetok ManTHitHON 30HBI (JIKM3)-oTnenpHbIi BUI TUMQO-
MBI, TOYHAsI UACHTU(PUKAINS KOTOPO BO3MOXKHA MPU COMOCTABIECHUH THCTOJIO-
THYECKHUX JAHHBIX C MUMMYHO(GEHOTUIIOM B MOJIEKYJISIPHON T€HETUKOMN OITyXOJIH.

BreiiensaioT n1Ba OCHOBHBIX ItuToNornyeckux Bapuanta JIKM3: tTunuynsiit
(kmaccuyeckuil) U OJIACTOUTHBIN, XapaKTePU3YIOIIHiics 0ojiee arpecCUBHBIM Te-
yeHueM. B CBSI3M C 3TUM KJIaCCHYECKMH BApUAHT OTHOCAT K WHIOJEHTHBIM
auMdomam, O1acTouaHbIN — K arpeccuBHbIM. B 1iemom JIKM3 kak HO30/M0THYE-
ckas ¢opMa 3aHMMAET IMPOMEKYTOUHOE IOJIOKEHUE MEX]y WHIOJECHTHBIMU M
arpeccUBHbIMU JUM(poMaMHI U 00beIUHSET B ce0e Xy e YepThl 3TUX 3a0oJie-
BaHWI: C OJJHOM CTOPOHBI, OHO HEHM3JIEYHMO C ITOMOIIBIK CTAaHAAPTHONH XUMUO-
TEparnuu, ¢ IPyrol CTOPOHbI, XapaKTepU3yeTcs: 60JIee arpeCCUBHBIM TEUEHUEM U
MEHbIIIEH MeIMaHOW BBKMBAEMOCTU OOJIbHBIX, YEM UHAOJEHTHAs TuMoMa.

Haubonee yacteiM HapymieHueM kapuotuna sisnsercs t(11;14)(q13;q32),
YTO Ha MOJICKYJISIPHOM YPOBHE XapaKTepU3yeTCsl IOKCTano3uiuen Jokyca bel-1
Ha | 1-0i1 XxpoMOCOME C MOCIEAOBATEIBHOCTRIO T€HA TSDKENION 1enu Ig Ha Xpo-
MocoMme 14. DTo NpUBOAUT K HAPYUIEHUIO PETYISINUNA U MOBBIIIEHUIO YKCIPEC-
CUU reHa NUKIMHA D1, KOHTpOJIMPYIOIEro KJIeTOUHbIA [IUKJI.

Xapaktepubli ummynogpenotun: IgM+/IgD+, CD5+, CD10-, CD23-.
Kpome Toro, onpenensiercst akcnpeccusi nan-B-knetounbsix antureHos (CD19,
CD20, CD22).

JIKM3 00bI4HO BCTpEYaETCs Y MOKUIIBIX MAIIMEHTOB (MeIraHa BO3pacTa-
62 rona). Yame 6osetoT MyXK4uHBL. Y OOJBIIMHCTBA OOJIBHBIX B I€0IOTE Ompe-
NeNAIOTCSl YK€ MO31HuEe cTraguu 3aboneBanusd. HauOosee yarne mopaxaroTcs
auMpaTUYeCcKue y3Jbl, CeNIe3eHKa, KOCTHBIM MO3T, KOJbIo Banbaeiiepa, Hepen-
KO - KEJIyJJOYHO-KHUIIEYHbIN TPAKT.

Anannacmuyeckas KpynHOKIEmMouHos aumpoma

Amnamnnactuyeckas kpynHokiaetouHost iumpoma  (AKKIT) - mopdodu-
3MOJIOTUYECKH, UMMYHOJIOTUYECKH U KIMHUYECKH 000cobsenHas rpynna HXJI.
3aboJsieBaHuEe XapaKTepu3yeTcsi OMHOJATBHBIM paclpe/ielieHueM ¢ mpeoliasa-
HUEM MAlMEHTOB MOJIOJI0r0 Bo3pacTa. YacTo BhIABISETCS MHOUIBTPALMS KOXKU
OOJBIIMMU MJICOMOP(HBIMU JIUMPOMHBIMU KJIETKAaMU; B JIMM(PATUYECKUX y3TIaX
TaKhe KJIETKH PACMOJIOKEHbI MPUEMYILIECTBEHHO B CHUHYCaX U MapakOpPTHKaJb-
HBIX oOnacTsx. KocTHbIE MO3r mopa)kaeTrcs OTHOCUTEIBHO PEeNKO, MPOrHO3 3a-
OoneBaHus yyiie, yem npu apyrux B-xinerounsix HXJI.

Pazeutne AKKIJI koppenupyeT ¢ ONpeNesaeHHONM TpaHCIOKAIUeH-
t(2;5)(p23;035). B pesynbrare B3ammoneiictBus rena ALK (anaplastic
lymphoma kinase gene), pacniosiioxennoro B 2p23, u rena NPM (nucleophosmin
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gene), JIOKATM30BaHHOTO B 5(35, skcmpeccupyercs: ruOpuanbiii 6enox NPM-
ALK (p80, uro MokeT BeCTH K OIyxoJieBoi TpaHcopmariiuu. C Ipyroi cTopo-
HBI, t(2;5) U ee MOJEKYJSApHbINA YKBUBAJICHT OOHApYKUBAETCA HE BCETJa, MpH-
yeM ALK-neratuBnas AKKIJI umeer xyamuid mporuo3 1mno cpaBHenuio ¢ ALK-
ITIO3UTUBHOM.

Nmmynodenotunn AKKJI xapakrepusyercs skcnpeccueid CD3, 4To cBH-
JETENbCTBYET O T-KJIETOYHOM IMPOMCXOKICHUU OIyXOJU. XapaKTepHa TaKkKe
skcnpeccuss CD30, EMA, nporenna ALK. He skcnpeccupyrorcs CD20 u CD15.

Jlumgpoma bepxumma

Jluboma bepkutta - arpeccuBHOE 3a00JIEBaHHWE C IKCTPAHOMATBLHBIMU
NPOSIBIICHUSIMU, Yallle BCEro oOHapyxuBaemas y neteil. Boyienstor ase Gopmbl
3a00JIeBaHUs: YHIEMUYHYIO U HEIHJIEMUYHYIO. DHAEMHUYHasi opMa BCTpEUaeT-
Csl B 9KBaTOpHAIIbHON A(pHKe M IPaKTUIECKU BCET/Ia CBsI3aHa ¢ HHPUITUPOBHU-
em Bupycom DoireiiHa-bapp (EBV); npu Hesnnemuunoii popme EBV  o6Ha-
pyxuBaetcsi Toiibko B 20% ciydaeB. [lpu obGeux ¢popmax BBHISBISETCS OYCHBb
BbIcOKas yactota t (8;14)(q24;932) ¢ nepectporikoii reHa MY C. Touku pa3pbiBa
B 1(8;14) npu ’uneMUuHON U HedHJAEeMUYHON Popmax nmumdombl bepkutra pas-
JMYAIOTCS HAa MOJIEKYJIIPHOM YpOBHE, HO HE UACHTUDHUIIUPYIOTCS TPH IIUTOTe-
HETUYECKOM HCCJICIOBAHUU.

Nmmynodenotun xapakrepusyercs skcnpeccuenn CD19, CD20, CD22,
CD79a, CD10 u CD43, B To Bpems kak noBepxHocTHbii IgM, CD5, CD23 u
BLC-2 orcyrctBytot. [IponudeparnBubie nnaekcsl mpudamxaroTcs K 100%.

Kmuanueckn nmumdpoma bepknurra XapakTepuzyeTcs O4YeHb OBICTPHIM Te-
yeHueM (YJBOCHHE OIyXO0JICBOM MacChl MPOUCXOIUT B TeueHue 24 — 48 yacoB) u
TpeOyeT HeMEJICHHOTO JieueHusl. DHAeMUYHas opma XapakTepusyercs: mopa-
YKEHUEM HWKHEH 4YeTrOCTH B BUC KPYITHBIX COJMMIHBIX 00pa30BaHUM, PEKEe Op-
raHoB OprONTHOM TOJIOCTH U sinuek. [Ipu cropanuyueckoi GopMe mopakaroTcs
OpraHbl OPIOITHOM MOJIOCTH, OBICTPO HAPACTAET ACITUT.

Jlumgobracmuasn rumpoma

JInmdobnactuueckne TuMOOMBI OMOJIOTHYECKH U MOP(POTOTUYECKH He-
OTIMYUMBI OT OCTPBIX TuM(poOmacTHbIX Jetiko30B (OJLJI), B cBsa3u ¢ yem B BO3-
KJaccu(UKaIMy TH paHee OTACNIbHBIE HO30JI0THUYECKHEe (POPMBI 0ObETUHEHBI B
onny. Panee 3aboneBanue paciienuBaniock kak OJIJI mpu nepBuyHOM mMOpaxke-
HUM KOCTHOIO MO3ra U nepudepuyeckoid KpoBu U kak Jumpoodmactaas HXJI-
P TIEPBUYHOM MOPAKCHUH JTUM(PATHICCKUX Y3JI0B WIIH SKCTPAHOJATBHBIX Op-
ratoB. B HacTosiee Bpems 11 auM(po01acTHON TUM(OMBI TPUHATHI TAKUE K€
MOAXO0JIbI K JUATHOCTUKE U JIeueHUI0, Kak u st OJIJI.

BOJIOCATOKJIETOYHBIH JIEUKO3

Boiocarokmarounslii J1eiiko3 — XpoHHWYecKoe B-kierouHoe mum@onpo-
mudepaTUBHOE 3a00JIEBaHUE, XaAPAKTEPU3YIOMIEECS HAIWYUEM «BOJIOCATHIX)
TuM(GOIUTOB B MepudepruyecKoil KpOBU U KOCTHOM MO3Te, JIMMQOUIHON WH-
buIbTpanre KOCTHOTO MO3Tra U cene3eHkrn u prudpo3om KocTHOTO Mo3ra. Panee
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3TO 3a00JIeBaHKE paccMaTpuBaioch kak Bapuant XJIJI, Ho mo3aHee ObLIO BBIE-
JIEHO B CAMOCTOSITEIBHYIO HO30JIOTUYECKYI0 (PopMYy.

Yacrora atoro Jneiiko3a He Benmuka (1 — 2% Bcex Jeiiko3oB). CpenHuit
BO3pacT Hayaja 3adosieBanus 55 yner. COOTHOIICHNE MY>KUMH U JKeHIIMH 5:1. B
STWJIOTHH 3a00JIeBaHUSI MUMEIOT 3HAUEHUE XMMUYECKHEe MyTareHbl U reHeThye-
CKasl MPeApacioIoKEHHOCTb.

Knunauueckue mnposiBieHuss 00yCIOBJICHBI HATMYUEM U BBIPAKEHHOCTHIO
MAHIIUTOTICHUU W COOTBETCTBYIONIUX KIMHUYCCKUX CHHIPOMOB (aHEMHUYCCKHA,
reMOpparuveckuii, HHPEKIMOHHBIX OCIOXHCHHI) U CIDICHOMeTann (BCTpeda-
ercs y 90% OonbHBIX). YBeanueHHe nedyeHu BoisBisieTcs y 50% mnaiueHTos,
auMmdaanonaTs He xapakTepHa. Y 20% O0JIbHBIX Pa3BUBAIOTCS ayTOUMMYHHbBIE
OCIIO)KHEHHMS (apTPUTHI, BACKYJIUTHI, y3JI0BaTasi )pUTEMA).

B nepudepuueckoii kpoBu y 70% OOJBHBIX BBISBISETCS MAHIIUTONCHUS,
HEPEJKO OTMEUAETCs TsKenask HEUTPOIEeHUs U TPOMOOUUTONEHUS. 3HAUUTEIBHO
peke OOHApYKMBAeTCsd yMEpeHHBIH neiikonuros (He Gonee 20x10°/m). Ilpn
IPOCMOTpPE Ma3zKka nepudepuueckoi KpoBU OMpPENesieTcs MOIUMOPPU3M JTHM-
GOIMTOB: HapsAy C TUIMUYHBIMU JTUMOOIUTAMU BCTPEUAIOTCS JTUMMOUIHBIC
KJIETKH C «OMOJIOKEHHOMW» CTPYKTYpOH sifipa, a TakKe C XapaKTePHBIMHU BBIPO-
CTaMM IUTOIUIA3MBI («BOJIOCKH» WJIH «BOPCHUHKH») (pUC. 26, CM. IIB. BKJIAJKY).
«Bounocateie» muM@ounTtsl BecTpeyaroTes B 90% ciaydyaeB U Jiydllle BBISBISIOTCA
pu (pa30BO-KOHTPACTHOM U IJIEKTPOHHON MUKPOCKOIHH.

[Ipu mccremoBaHMM MUEIOTPaMMBbI Ha (JOHE MaJOKJIETOUYHOTO KOCTHOTO
MO3ra BBISIBIIIETCS. YMEHBIIICHUE KOJHMYeCcTBa rpaHynouutoB (mo 15-20%) u
TUM(OITUTO3 C HAJTUYHEM «BOJIOCATHIX» KJIETOK. Hepemko momyduTs acmupar
KOCTHOT'O MO3Ta He yAaeTcs B CBs3H C ero (pudpozom. bonee napopmaTtuBHO B
ATUX CIy4asix SIBJSIETCS TPEMaHOOMOICHSI, TIPU KOTOPOM OOHApPYKMBAETCS BbI-
pakeHHbIN PrOPO3 KOCTHOTO MO3ra U TUMMOUTHAS METaTIa3us.

JIJisi TMarHOCTUKYA MMEET 3HAYEHUE XapaKTePHbIH MMMYHO(GEHOTHI OITy-
xoneBbix kietok Slg+, CD19+, CD20+, CD22+, CD25+, CD79a+, CD5-,
CD10-, CD23-. TloaTBepxaaeT AMArHO3 ITUTOXMMHUYECKOE HCCIICIOBaHHUE (Sp-
kast quddys3Has peakius Ha KUCIyr0 ¢ocdaTtazy, He TMOMABISIONIAsCA TapTpa-
ToM HaTpus). Crneuuduyeckue U3MEHEHUS KapuUOTHIIa OTCYTCTBYIOT. Y 50 —
75% mnanueHToB HaOMIOAaeTCs TUNepIKcnpeccus nukinHa D1, He accoruupy-
fomasicss ¢ nuroreHtudeckumu [(t(11; 14)] uaum MoneKyasipHO-TEHETUYCKUMHU
HapyuieHusiMu (peapanxepoBka BCL-1), Gonee xapakTepHbIMH ISl TUMQPOMBI
13 30HBI MAHTHUH.

JlnuTenpbHOE BpeMsi OCHOBHBIM METOJIOM JICUCHHsI ~ BOJIOCATOKIIETOYHOTO
neiiko3a Obiia crieHIKToMUs. CyIEeCTBEHHOE YITYUIICHUE WM HOPMAaU3aIus
reMaToJIOTUYECKHUX ToKaszaresiel mociie clieHdkToMun Hadmomaetcs y 70-80%
MAIMEeHTOB, OJTHAKO B OOJIBIIMHCTBE CIy4aeB IIUTEIHHOCTh PEMHUCCUH HE TIpe-
BBIIIIAJIA IBYX-TPEX JIET.

[Ipu ayTOMMMYHHBIX OCJOKHEHHSIX XOPOIIHi 3P(HEKT OKa3bIBAIOT TIIO-
KOKOPTUKOCTEPOUIbI, HO WX JJTUTEIHHOE NMPUMEHEHUE HE yJydIllaeT OTJajIcH-
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HBIX PE3YyJbTATOB JICYCHUS W OJHOBPEMEHHO YBEIIMYMBAET YHUCIO WH(EKIMOH-
HBIX OCJIOKHEHHUM.

ITIporpamma coBpemenHoit Tepanuu BKJI BeIMISIAUT chnemyromumM obpa-
3oM: 1-1i oman. «a —Hnmepgepon. llpumensiercst obsi3aTenbHO 3 - 4 Mecsila B
CTAaHJAPTHOM 03¢ 3 MIIH €1 X 3 pas3a B HEIENM0 NOoAKOKHO. [lo3Bomnser nocre-
MIEHHO CHU3UTh 00HEM OIyXOJICBOM MACChl C OJJHOBPEMEHHBIM MTPUPOCTOM HOP-
MaJbHOTO TeMOI033a M M30eKaTh arpaHyJIOIMUTO3a MPU MCTIOIB30BAaHUH aHAJIO-
TOB MypHUHA.

2-ti oman Ilypunossie ananozu.

1) 2-CdA xmampubun: 0,1 wmr/cyr B/B kameiabHo 7 nguedt wam 0,14
MT/KT/CYyT B/B KaIl 5 THEH.

2) DCF nenrocratun 4 Mr/m? nosepxHocts Tena,l pas B 2 negemu Ne§.

3-ti oman. Pumyxkcuma6. Y NalMeHTOB C BBICOKMM PUCKOM paHHETO pe-
IMIMBa TpeThbUM dTanoM Teparnuu BKJI seisercs purykcumab B 103€ 375 mr/m?
noBepxHocTH Tena 1 p B Hemento Ne8 (yepes mecsill mociie Kypca KiaapuounHa).

XPOHHUYECKHE T-KTETOYHBIE JIEHKO3bI

XpoHndeckue T-KJIETOUHBIE JIEMKO3bl OTHOCATCS K MOCTTUMHUYECKUM
JIeK03aM, TOCKOJIbKY SIBJISIFOTCS HETaTUBHBIMH 110 TEPMHHAJIBHOMN J1€30KCUHYK-
neorununtpancepaze (TdT) m antureny CDla, xapakTepHbIM JJii paHHUX
sTanoB auddepenuupoBku T-muMponUTOB, Npoucxonammx B Tumyce. OHH
BCTPEUYAIOTCS OTHOCUTEIBHO PEAKO M MPEJCTABISIIOT COO0H Ipynily HapylIECHH
C BBIP@KEHHOW IeTePOr€HHOCTHIO KIIMHUYECKUX, MOP(POJIOTUUECKUX U UMMYHO-
JIOTHYECKHX XapaKkTepucTHkK. [IpoBeneHne "MMYHO(EHOTUITHYECKOTO aHAJIU3a C
IIOMOILBIO IPOTOYHON HUTOMETPHUH UIPAET CYLIECTBEHHYIO POJIb B JUATHOCTUKE
XpOHUYECKHX T-KJIETOUHBIX JEMKO30B, YTO MO3BOJISIET MPOBECTU AU HEepeHIIN-
poBanue Mexay Jnerkozamu T-kierounoro (CD3+) u NK-kneTrouHnoro mpowuc-
xoxaeHus (CD3-CD16+CD56+), a Ttakxe KiIacCUPUIMPOBATH pa3IUYHbIE
dbopmbl 3TUX 3a0oneBaHuii. AbeppantHoe cootHouieHne CD4/CD8 u oTHoie-
Hue TCRof/TCRyS He MOryT OBITh MCNOJIB30BAHbI JJI MOATBEPKIACHUS KIIO-
HaJbHOCTH. TeM He MeHee NocTylHble B HacToslee Bpemss MKA VB, Vy u Vo
JAI0T BO3MOXXHOCTBH omnpeaensatb MoHotunuuHbie TCRPB u TCRYd, uTo B cBOMO
ouepe/ib MO3BOJISIET CHENAaTh MPEANOJ0KEHHE O KIOHAIBHOCTH 00pa30BaHMUS
(Brinkman K., et al., 1998; Langerak A.W., et al., 1999; Van Dongen J.J.M., et
al., 1996). Onnako (opMaabHOE MOATBEPIKIACHUE KIOHAIHLHOCTH MOXKET OBIThH
IIOJIYYE€HO TOJIBKO I1OCJE MPOBEAEHUS MOJIEKYJIIPHBIX UCCIEA0BAHUM.

3JI0KaYEeCTBEHHBIE KIIETKH NPH XPOHUYECKOM T-KIETOYHOM JIEMK03€ MO-
I'yT OBITh JIUIIEHBI OJHOTO WM 00Jiee MapKepOB, UX IKCIPECCHUS TAKKE MOMKET
OBITh PE3KO CHI)KEHA, HO 3TH M3MEHEHHs HE SIBISIOTCSA CHEHU(UUHBIMU IS
JIEMKO3HBIX KJIETOK, TOTOMY YTO OHH BCTPEYAIOTCS B PEAKTUBHBIX T-KIETOUHBIX
NOMYJISHUAX.

T-knemounwiti npoaumgoyumapusiii aevixos (T-11J11) nomydaun onpene-
JIeHUE KJIMHUYECKH arpecCUBHOTO JIEHKO3a ¢ BhIpaXeHHBIM JuMdoruTo3om. [1o
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kpaitneit mepe B 70% caywaeB kietku npu T-IUIJI umeror ¢enorun
CD3+CD4+CD8-. T-ITJIJI MOXXHO UMMYHOJIOTHYECKH OTIMYHUTH OT APYTUX BH-
0B CD4+ T-kjIeTOUHBIX JIEMKO30B MO BBICOKOM miaoTHOCTH aHTureHa CD7, a
TaK)Ke IO OTCYTCTBUIO WM ciaboMy B3aumojelctBuio ¢ MKA K aHTHUTeHy
CD25. Nmmynodenotunsl T-knetounoro Jeikosa B3pocibix (TKII/JIB) u T-
kierouHoit muMdomsl koxu (TKIIK) umetor muoro obiero. [lpu Toit u npyroi
T-keTouHON ManUrHU3anuu o0bIYHO 3Kcipeccupyetrcst antureH CD4. Tem He
MeHee, B oTiMune oT cinaboi skcnpeccun antureHa CD25 mpu TKIIK, npu
TKJI/JIB oGHapy>keHa BbIpaskeHHasl SKCIIpecCcHst TaHHOTO aHTureHa. Kpome sto-
ro, 1yt moaTBepkaeHus auarnosa TKJI/JIB tpeOyercst oOHapykeHHE B KpPOBU
Bupyca HTLV-I nnu antuten k Hemy.

Jletiko3 u3z 6onvwux epanyisapusix aumgoyumos (JIBIJI) nmeer cBoeoO-
Pa3HyI0 KIMHUYECKYIO0 KapTUHY 0o0jie3HH: 3TO cBoiicTBeHHO kak CD3+ JIBI'JI,
tak 1 CD3— NK-JIBI'JI. ¥V 85-90% mnamuentoB peructpupytorcs T-JIBI'JI, u
tonbko B 10-15% cnyuaeB mmarnoctupyrorcss NK-JIBI'JI. BonemuucTBo T-
JIBI'JT neitko3oB siBisitoTcst CD4—/CD8+, onHako B psifie cilydaeB OTMEYaeTCs
koakcnpeccus antureHoB CD4 u CDS8. B OonbmunacTBe citydaeB mipu T-JIBI'JI
skcrpeccupyerca antureH CDS7, B ToO BpeMsl KaK NO3UTUBHASI SKCIIPECCUS aH-
tureHoB CD16 u CD56 nabmtoiaercs Juillb y HEOOIBIIIOTO YUCia MalieHTOB €
T-JIBI'JI. bonwmas yacte T-JIBI'JI siBnsiercs TCRaf+, u Tonbko B 10-15% ciy-
yaeB nipu T-JIBI'JI skcnipeccupyercss TCRyS, moUTH MCKITFOUUTENBHO UCTIOJIB3YS
nomeH Vol. NK-JIBI'JI ouens penko nmo3utuBHbl 1o antureny CDS. Ilpu stux
dbopmax JelKkeMuil Yalle BCero perucTpUpyeTcsl HeraTuBHAs SKCIPECCHUST aHTH-
renoB CD4 u CD8. O6suno Bce NK-JIBI'JI umeroT xapaktepHblii UMMyHO]e-
HoTull CD16+CD56+ u npuOIu3UTEeNbHO MOJOBUHA U3 HUX TAKXKE MO3UTHBHA
no antureny CD57.

[Tpu T-xnerounom Bapuante JII'BI" cpennuii Bo3pacT GOIBHBIX COCTABIIA-
et 55 ner, npu NK-knerounom - 39 ner. i T-KiI€TOYHOTO BapuaHTa Xapak-
TEpHBI CIJICHOMETAJIUsl M BBIPAXKCHHAs HEUTPOMEHUS, KOTOPOU OOYCIOBIICHBI
yacThle OakTepuaibHble MHGEKIuU. [I[pumMepHO TpeTh OOJBHBIX CTPalacT PEB-
MaTOMJHBIM apTPUTOM, U3-3a 4ero T-KJIETOUHBIN BapUaHT JIeWKo3a U3 OOJIBIITUX
IpaHyJSIpHBIX JTUM(ONUTOB HamomMuHaeT cuHapoM @Dentu. [IporHo3 otHoCH-
TenapHO OnarompusiteH, 60% OOIBHBIX KUBYT JOJIbIIE 2 JIET MOCJE MOCTAaHOBKH
nuarHo3a. NK-kIeTouHblii BapMaHT 4acToO MPOSBISIETCS JUXOPAAKOW B OTCYT-
CTBUE NPU3HAKOB MH(MEKIMHU, a TaKK€ BBIPAKEHHON TIeNaToCIUICHOMETranuei.
HeliTponenus He Takas r1yOoKasi, Kak npu T-KJIETOYHOM BapHaHTe, a aHEMUS U
TPOMOOIIMTONIEHUSI, HA000pOT, Oojiee BbIpaxeHbl. CyCcTaBbl HE MOPaXKaroTCs.
OnyxoJb yCTOMYMBA K IUTOCTATUKAM , IPOTHO3 KpaiiHe HEOIaronpusi THhIN.

B mpouiom pacno3naBanue JIBI'JI kak 3m0KayecTBEHHOTO HOBOOOpa30-
BaHUs ObLIO 3aTPYJHEHO M3-3a KaXKYIIErocs 100poKaueCTBEHHOTO KIMHUYECKO-
ro TEYEHHs M OTCYTCTBHMS METOAMK IOATBEPKICHHs KIOHAJIBHOCTU. Bce 3T0
CHOCOOCTBOBAJIO TMOSIBJICHUIO PA3IMYHBIX Ha3BaHUM JaHHOrO 3a0oJeBaHMUS,
Harpumep, T-y-mumdonuTos, xpoHnunueckuii T-KJI€TOYHBIA JUMQPOIUTO3, XPO-
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Hudeckas T-nmumdouuTtapHas neiikeMus U TUMQOnpoarudepaTuBHOE HAPYILICHNE
I'PaHyJISIPHBIX JTUM(OLUTOB.

B 6onpmuHcTBe cinydaeB auardo3 JIBI'JI MoxeT ObITh MMOCTaBJIEH Ha OC-
HOBAHUU CIIEIYIONINX KIMHUYECKUX U JTA0OPATOPHBIX KpuTepuen: 1) mumdboriu-
103 Gonee 2 x10%n uam uMMyHO(EHOTUIIMYECKAS MJIM MOJICKYJIApPHAs OYEBH/I-
HOCTb dKcnancuu otaeiabHor JIBI'JI monynsiuuu, nepcucTUPYIOIEH B TeUeHuE 6
Mec. U 0osee 0e3 BUAUMOMN NMPUUUHBIL; 2) Mopdosiorus JuM@OIUTOB nepudepu-
yeckoi kpoBu (rutomopdonorus kietok mpu JIBI'JI HecymecTBeHHa, HO MOXKET
MCIIOJIb30BaThCA KaK JOMOJHUTEIbHBIN KPUTEPUI I MOATBEPKICHUS TUAarHO-
3a); 3) HEUTpONEHUs1 WM KaKoW-HUOyAb APYrod BHJ LUUTONEHUU IPHU OTCYT-
CTBUU BBIPQKCHHOW WHQPUIBTPAIIMH KOCTHOTO Mo3ra; 4) TOMUHHUPOBAaHHUE OT-
nenbHOM crienupuyeckol T-KIETOYHON CyONmOmyssny, BBISIBICHHOW MyTEM
UMMYHO(EHOTHITMYECKOTO aHaln3a MeMOpaHHBIX MapkepoB (Hampumep, CDS,
CD16, CD56, CD57 u HLA-DR). Hapsny ¢ uMMyHO(DEHOTUITMPOBAaHUEM HEOO-
XOJIMMO TPOBEAECHUE MOJIEKYJISIPHBIX HCCIEIOBAaHUM NI MOATBEPKACHUS KJIO-
HaJIbHOCTH HAa OCHOBE OILICHKH MPOLIECCOB peapaHKUPOBKU pa3IMUHbIX Lernen T-
KJIETOYHOI'O PELEnTopa.

CHH/IPOM CE34APH

Cunapom Cezapu — 3710KaU€CTBEHHOE MOPAKEHUE KOXKH, 00YCIOBICHHOE
omyxoyieBoi Tpanchopmanuei T-muMpOIUTOB U MPOSIBISAIONICECS TPUATON TH-
MAYHBIX KJIMHUYECKUX MPU3HAKOB: SPUTPOJIEpMUEH, TuMdaaeHonaTuen u npu-
CYTCTBHEM B KPOBHU CIEM(UUECKUX KIETOK, UMEIOIIUX CKJIayaThIe sSapa.

[Ipemsputponepmudeckuii nepuona cuHapoma Ce3apu MOKET MPOTEKATh
no-pazHomy. [Ipu nepBom BapuaHTte 3a00JI€BAaHUE MOXKET HAYMHATHCS C MOSBIIC-
HUS PACCESHHBIX BBICHITIAHUN IPUTEMATO3HO-CKBAMO3HOTO WJIM 3K3€MOIOA00-
HOI'0 Xapakrepa, KOTOPbIE A0 PAa3BUTHUS SPUTPOAECPMHUN MOTYT CYLIECTBOBATH OT
HECKOJIbKMX HEJENb 0 HECKOJbKUX JieT. [Ipu BTopom BapuaHTe TE€YEHUS CHUH-
npoma Ce3apu, KOTOPbIA OTMEYAETCS 3HAYUTEIBHO Yallle, POLECC pa3BUBACTCS
aKTUBHO, HA KOXE OBICTPO BOZHUKAIOT OYaru SpUTEMATO3HO-UHPUIBTPATUBHOTO
XapakTepa, KOTOpPbIE CIMBAIOTCS, BBI3bIBAs 3a OTHOCUTEIBHO KOPOTKOE BpEMs
TOTAJIBHOE MOPAXKEHUE KOXKHU — 3pUTPoJepMHUI0. leprnon paccessHHbIX BBICHINA-
HUN, TPEANICCTBYIOIIUX IPUTPOJAECPMUU, TP TAKOM BapUAHTE Pa3BUTHUsS 3a00-
JIEBaHUS IPAKTUYECKU OTCYTCTBYET.

Oputpoaepmus SBJISIETCS OCHOBHBIM KJIMHUYECKUM CHUMIITOMOM 3a0oie-
BaHus. [[BeT moOpaxxeHHOW KOXU OOBIYHO SIPKO-KPACHBIM WJIM 3aCTONHO-
CUHIOIIHBIN. MHpUIbTpanus KoXH, Kak MPaBUIIO, HOCUT BbIPAKEHHBIM Xapak-
Tep, BCIAEJACTBUE YEro KOXKa BBITJISIUT TPyOOi, YTONIIEHHON U ¢ TPYIOM COOU-
paerca B ckiaaky. CyXoCTh U LICNYIIEHUE KOKU B TOW WJIM MHOW CTENEHU OT-
MeYaroTcs y Bcex OoibHBIX. [10 CpaBHEHHIO C KIMHUYECKUMH CHUMITOMAMH
OOJBHBIX IPUTPOJICPMUUYECKON (POPMON TPUOOBUIHOTO MHKO3a Yy OOIBHBIX C
cuaapomom Ce3apu vaiie ¥ B OOJIbIIEH CTETEHU OBIBAIOT AMCXPOMHH KOXKH B
BUJIE TUIEPNUTMEHTAIMN, ACNUTMEHTAUNM, MTOMKUIIOAEPMUH, THUIIEPKEPATO30B
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JaJioOHed W TIOJOIIB, AJOMENHNH, OHUXOAUCTPO(HH, SKTPONMHOH. B 1enom xe
KJIIMHAYECKHUE TIPOSBIICHUS 3TUX 3a00JIeBaHUM BecbMa CXOJHbI. PucyHok 27, cm.
IB. BKJIAJIKY.

BripaxkenHast nuMdaieHonaTus 0TMEYaETCsl Y BCeX OOJbHBIX. Y BEIMYEH-
HbI€ TIaXOBbIE, OCJPEHHbIC, MMOAMBIIICYHbIC, KyOUTaIbHble TUMPATHUECKUE Y3-
Jbl TAJBIUPYIOTCS B BHUJIE MAKETOB IJIOTHOAIACTUYECKOW KOHCUCTEHIIMHU, HE
CHasiHbl C OKPYXAIOIMMHU TKaHsIMHU, 0€300JIe3HEHHBI. ['enarto- u crieHoMeranus
onpenensitores y 25-30% G6onpHbIX ¢ cuHapoMoM Cezapi.

Hanbonee TMOMYHBIMU CYOBEKTHUBHBIMU CHUMIITOMaMH 3a00JI€BaHUS SB-
JISTIOTCSI YIIOPHBINA 3y KOXKH, JKKEHUE U MoKaybiBaHue. OO0Iee cOCTOSTHIE 00ITb-
HBIX TSDKEJIO€, OTMEYAIOTCS CHUJIbHBIE O3HOOBI, HApYIICHHOE IMOTOOTHCICHUE,
nobeMbl Temnepatypsl 10 38-39°C, BblpakeHHas: clabOCTh, MAaTOJIOTUYECKUE
OTKJIOHEHHSI CO CTOPOHBI CEPACYHO-COCYUCTON CUCTEMBI.

Cunnpom Cezapu sIBIsieTCS JEHKEMHUUYECKUM BAapUAHTOM TPUOOBUIHOTO
MHKO3a, B YaCTHOCTHU 3puTpoaepmuueckoii popmel Hallopeu. B ocHoBe pa3Bu-
TUS TUX 3a00J€BaHUM JEKUT TIposiudepanus B KOKe, a 3aTEM B pETHOHAPHBIX
TUM(ATUYECKUX y3JIaX ATUMUYHBIX JTUM(OIMTOB ¢ MO3TOBUIHBIMHU SIpaMU -
kietok Ceszapu.

MAKPOIJIOBY/TUHHEMHUA BA/IB/IEHCTPEMA

[lox TepMUHOM «MaKpOIIOOYJIUHEMHUS OOBEIUHEHBI KIMHUYECKUE CO-
CTOSIHUSI C HAJIMYMEM MOHOKJIOHAJIBHOI'O MAaKpOIJIO0YyJMHA, KOTOPBIA MPOIYLIH-
pyetcst B-nmumdbouHbIMU 371IeMEHTaMu, OTBETCTBEHHBIMU B HOPME 3a CHHTE3 M-
rno0ynuHa. MakpornoOynunaemus Banpnencrpema (MB) Berpeuaercs B 10 pa3s
pexe, UeM MHOXECTBEHHas MHUeJIoMa, Yaille y Myk4uH. Bo3pact 0onbHbIX 0T 30
1o 90 nert, cpennnii Bo3pact okoino 60 ner (AngpeeBa H.A., banakupesa T.B.,
2003). I'eneTnueckas mpeapacnoioKeHHOCTh K MB moarBepkaaercs ciydasMu
CEMEHHON MaKporiIo0yJIMHEMHUH, UMMYHOTJIOOYJIMHOBBIX aHOMAJIUN y HEKOTO-
PBIX POJCTBEHHUKOB OOJIBHBIX MakporioOynuHemueit. O0cyxmaercs poib BOC-
MAJUTENBHBIX TPOIECCOB W HEOIUIa3M B Pa3BUTUU MakporiodynuHemuu. MB
BCTPEYACTCS M30JIMPOBAHHO M B COUETAHUU CO 3JI0KAYECTBEHHBIMH JIUM(POMaMHU,
HEOTUIACTUYECKUMH TPOIECCAaMU, HEKOTOPHIMH WH(DEKIIMOHHBIMU U BOCIAJIH-
TEJIbHBIMU 3a00JI€BaHUSAMHM, a TAKXKE KaK CTaOWJIbHAs CEpOJIOTMYecKas aHoMa-
JUSl TP OTCYTCTBUU MPHU3HAKOB 3JI0KAYECTBEHHOI'O WJIM APYroro 3a00JI€BaHUS
(Tak Ha3pIBaeMasi 1OOPOKAYECTBEHHAS] MOHOKJIOHAJIbHASI TaMMAIaTHs]).

Knunuueckaa xapmuna MB. 3ap0onro 10 TOSIBICHUS BBIPAXKEHHBIX KIIH-
HUYECKUX CHUMITOMOB OOJbHBIE OTMEYAIOT HEIOMOTaHue, cliabocThb, MOXyxda-
HUe, Hepeako y Hux noBeimeHa COD. 1o Mepe mporpeccupoBanus 3ab0jeBa-
HUS Pa3BUBAIOTCS TEMATO- U CIJICHOMETAJIMs, YBEJIMUNBAIOTCS JTUM(ATUUECKHE
y31bl. B maronoruueckuil npouecc BOBIEKAIOTCS JIETKUE, MOYKH, LIEHTPaIbHas
HEpBHAsI CUCTEMa, CTEHKA KHUIIIEYHHKA; KOCTHBIE O0JIM HE SIBJISIOTCS JOMUHHPY-
IOLIUM CUMIITOMOM, TU((QY3HBIM 0CTEONOPO3 Yalle CIYKUT OTPaXKECHHUEM BO3-
pacta OONbHBIX. MOXET pa3BUBATHCS MOYEKHCIAs HeDpOmaTvs W OKKITFO3US
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TJIOMEPYJISPHBIX KaWUIPOB. AMUIIONI03 MEPBOHAYAIBLHO OOHAPYKHUBAETCS B
MEYEHU U CEJIe3CHKE, ONKMCaHa aMUJIoOnIHas apTponatus. UMMyHone pUITMTHBIN
CUHAPOM KJIMHUYECKH TPOSBIISAECTCS MOBBIIIEHHON HAKJIOHHOCTBIO OOJIbHBIX K
MHDEKIMOHHBIM 3a00s1eBaHuaAM. CUHAPOM, OOYCIOBICHHBIN MOBBIIIEHHON BSI3-
KOCTBIO CHIBOPOTKH KpPOBH, HaOtogatomuicsa y 1/3 60abHBIX, XapaKTepu3yeTcs
nepedbponaTreii, peTuHONnaTue U KPOBOTOUMBOCTHIO. ['eMopparnyeckuii CHH-
JIPOM B BHUJIE HOCOBBIX, JIECHEBBIX, KHIIIEYHBIX KPOBOTEUEHUN U METEXUH HA KO-
K€ SABJISIETCS CIEICTBUEM MOBBIIICHHON KOHLIEHTPALUK MAKpOrIo0yJnHa, KOTO-
PBIiA TTIOKPBIBAET MMOBEPXHOCTh TPOMOOITUTOB, U3MEHSSI aKTUBHOCTH 3-TO (haKTO-
pa TpPOMOOLIUTOB, a TAKXKE PE3yIbTaTOM 00pa30BaHUsI KOMIUIEKCOB MEXKIY MakK-
pornobymuaoM u VIl dakropom cepreiBanus. B crtaguu mporpeccupoBaHus
3a00JIeBaHuUs Pa3BUBACTCS aHEMUs, HAOIIOJaeTCsl HEUTPOTICHHU S, TAHIIUTOTICHUSI.
B remorpamme y 4actu G0JBHBIX yBEIMYUBAETCS MPOIEHT TuMponuToB. B 50%
CJIy4aeB BBISBIISCTCS TPOMOOIMTONEHUs. MOKeT HaOII0JaThCsl TUIIEpYpPHUKE-
mus. JlumpornuTo3 B myHKTaTax KOCTHOrO Mo3ra orMmeyaercss y 90% OOoJbHBIX.
OcHoBHOI KIleTOUHBIA cyOcTpar MB mpencraBieH manbiMd JUMQOIUTAMH,
UMEIOIIUMH Y3KYI0 30HY IIUTOIIA3MBbl, Yaile 6a30(uIbHOM.

Mopgonocuueckue u nabopamopHvle danuvie. ' UcTONOTNYECKAsT KapTHUHA
KOCTHOTO MO3ra M JUM(ATHYECKUX Y3JI0B Xapakrepusyercs nud@y3Hor wim
y3J0BaTOM nposudepanueit TMMPOUTHBIX KIETOK U HAIUYUEeM 0elnKoBbIX, PAS-
MOJIOKUTENBHBIX (DIOKKYJISTOB B LUTOIUIA3ME KIETOK, MEXKJIETOYHBIX MpO-
CTPaHCTBaX, NPOMUTHIBAHUEM OEIIKOBBIMU MAacCaMHU CTPOMBI U CTEHOK COCYJIOB.
OpHuM U3 TIEPBBIX JTAOOPATOPHBIX MPU3HAKOB OCIIKOBBIX HAPYIICHUHN SBIISCTCS
YBEJIMYEHHE CKOPOCTU OCEHaHUsl SPUTPOLUUTOB M OOpa30BaHUE «MOHETHBIX
cTosioukoBy. [Ipu anexTpodopese OEIKOB CHIBOPOTKH KPOBH BBISIBISIETCS TOMO-
reHHbId UK (M-TpagueHT) ¢ 3JIeKTpOoPOPETUIECKON MOABUKHOCTBIO B 30HE Oe-
Ta WiIK Tamma. J(uarHo3 moATBEP>KIAETCS UMMYHORJIEKTPOdOpe30oM, Mpu KOTO-
pom ycrtanaBnuBaerca IgM-mpupona mapanporenna. MakporinoOynuH conaep-
KUT JIETKUE Ienu. YJIbTpareHTpudyrupoBanre OOHAPYKUBAET TOMOTEHHBIM
IgM ¢ koncranroit cenumentanmu 19S. IgM cocrasnsier ot 20 1o 70% o61iero
Oenka rmua3mbl. MoHOKIIOHANBHBINA IJM BBISBISIOT UMMYHODITFOOPECIICHTHBIMU
METO/IaMH B LIUTOIUIa3ME MPOIYIIUPYIONMIUX KIETOK U Ha TIOBEPXHOCTU OOJIBIIICH
JacTy JTUM(OUIHBIX 2JIeMeHTOB. ModeBol npotenuH beHc-JI)koHca BBISBIISAECTCS
y 1/3 GoNBbHBIX U UICHTUPUIIUPYETCS KaK JEerkue nenu M-KOMIOHEeHTa.
Juacnocmuueckue kpumepuu 0151 NOCMaHo8KU ouazrHoza MB:

1. Mopdoorudyeckoe ucciaeoBaHue KOCTHOTO MO3ra — JJaHHbIe, MOoJTy4e-
HbIe MIpU TpenaHoOuoncuu, Oosnee MHOOPMATUBHBI, YEM PE3yIbTaThl UCCIENO0-
BaHUS CTEPHAJIBHOIO MyHKTaTa — KOJUYECTBO JTUM(OUMTOB B KOCTHOM MO3I€
oonee 20-30% u mazMaruyeckux kietok o6omnee 10-15%.

2. CuHTe3 MOHOKJIOHAJIBHOTO MMMYHOTIJIOOYJIHHA (MakporjioOyanHa)
M 6onee 30 1/11, u/vunm ero HapacTaHue MPU TMHAMHUYECKOM HAOJIOICHUH.
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Hmmyuod)enomun OnyxoJiegovlx KiemoK npu XxpoHu4eCKux Jlumd)onpwlud)epamuenbtx 3a00.1€6aAHUAX

Taonuua 29

3aboiieBanue Mapxep

CD19 |CD20 |CD5 | Slg |CD10 | CD22 | CD23 | CD25 | CD38 | CD79b | CD103 | FMC-

7

B-XJIJI ++ -+ ++ -+ - -[+ ++ -+ -[+ - - -
B- ++ +++ | o[+ | +++ | [+ ++ -+ +/- +/- ++ - +/-
poJIUMQOITUTAPHBII
auMdoIeikos3
BosocaTokieTouyHbId +++ +++ - +++ - +++ - +++ -[+ ++ +++ ++
JIEUKO3
Jlumpoma cenesenkn | ++ ++ | -+ |+ | -+ ++ -[+ +/- -[+ ++ +/- +
C BUJIJIC3HBIMHU JTUM-
dbonuramu
CDQHHI/IKyJI;IpHa;I ++ ++ - ++ - ++ - - -[+ ++ - ++
aumpoma
MauTuiino- ++ ++ ++ | ++ - ++ - - - ++ - +
KJIeTOYHast TuMpoma
MakpornoOyauHemus |+ + - ++ - + - -[+ + | CD79a - +
Banbaenctpema
Jlumdpoma Mapru- + + - ++ | -+ +/- +/- - CD79%a - +
HaJIbHOM 30HBI




HHOEKITHOHHBIH THM®OILIUTO3

Nudexumonupii 1uMEponuTo3 — oCTpoe T00POKAYECTBEHHOE SIHJIEMHU-
yeckoe 3a0oJieBaHME, MpoTeKarolee C JMMQOLUUTO30M, MPEUMYILECTBEHHO Y
neteit B iepBbie 10 set sxu3Hu. Bo30ynurens 3a00ieBaHus - SHTEPOBUPYC U3
rpynmbl Kokcaku 12-ro tumna. B nepudeprdeckoit KpoBU — BBIpaKEHHBIHN JICH-
kormTo3 7o 30 — 100 x 10%n 3a cuéT yBelMyeHHs KOIMYECTBA COJAEP/KAHUS
aumdonutoB 10 70 — 80%. B 30% cinyuaeB oOHapyXuBaroT 303uHO(PHIB (6-
10%), monucerMeHTanuio siaep HeUTpOoPUIBHBIX TPaHyIONUTOB. B Muenorpam-
Me muMOnIHAs MeTaruia3usi oTcyTcTByeT. Cene3eHka U TUM(ATUIECKHUE Y3IIbI
HE YBEIWYCHBI. Y B3pOCIHBIX AU EepeHITNaIbHBIN JUarHO3 MPOBOAUTCS C XPO-
HUYecKuM JuMdoreiiko3om B 0 craaun 1o kiaccudukanuu K. Rai et al. (1975)
¥ MOKET TIPEJICTABIIATh TPYAHOCTH. brIcTpas HOpManm3amus KapTHHBI Tiepude-
pUYECKOM KPOBU MpU UHPEKIIMOHHOM JTMM(OLIUTO3€E pa3peniacT COMHEHHUS.

HH®EKI[THOHHBIH MOHOHYKJIEO3

Nudexumonnsiii mononykieo3 (MM) (cuHoHumsbl: Goine3nr duiiatosa,
JKeJe3uCTasl JIMXOopaJKka, MOHOIMTapHas aHruHa, OojesHp [ldetidepa) - 6o-
JIe3Hb, 00YCJIOBJICHHAsI BUPYCOM OminTeiiHa-bapp, xapakTepu3yercst JIuxopa-
KO, TeHEepaIn30BaHHOU JMM(aIeHONaTHEe, TOH3WLINTOM, YBEIMUYCHUEM Iie-
YEHU U CEJIC3CHKHU, XapaKTePHBIMH U3MCHCHUSIMH T€MOTPAMMEI, B PSJIC CITyJacB
MOKET NMIPUHUMATh XpOHUYECcKoe TedeHue. McTounnk nHpeKIuu - 00IbHOM de-
JIOBEK, B TOM uHciie U O0JbHbBIE CTepThIMU (popMamu 0osie3HU. 3a00JIeBaHUE Ma-
JokoHTarno3Ho. [lepenaya WHQEKIIUN TPOUCXOIUT BO3AYITHO-KAMECIBHBIM ITy-
TE€M, HO Yallle CO CIIOHOM, BO3MOXHA Tepenadya MHPEKIUU Mpu NepesuBaHusIX
KpoBH. Bupyc BhiensieTcsi BO BHEIIHIOW cpeny B TeueHue 18 mec. mociue nep-
BUYHOM uHPeknuu. Ecnu B3sSTh CMBIBBI M3 POTOTJIOTKH Yy CEPOMO3UTHUBHBIX
30pPOBBIX JiHIl, TO y 15-25% Ttaxke oOHapykuBaercsi Bupyc (Bopobses A.U.,
2003). Ilpu OTCYTCTBMM KIIMHUYECKHX IPOSBICHUNA BUPYCHI BBIACISIOTCS BO
BHEIITHIOK Cpely MepuoAnveckd. MakcuManbHas 4YacToTa WH(EKIIMOHHOTO
MOHOHYKJIE03a Y JIEBOUEK OTMEeYaeTcs B Bo3pacte 14-16 yer, y MaJlbuuKOB - B
16-18 ner. Ouens peako O6omnerot auna crapiie 40 jier.

[Ipu monmaganum Bupyca DniureiiHa-bapp co ciitoHO BopoTaMu HH(EK-
IIMA ¥ MECTOM €T0 PEIUTUKAIMK CITY>KUT POTOTIoTKa. [IpoaykTuBHYIO MH(DEK-
U0 TOAJCPKUBAIOT B-TUMOOIUTEI, KOTOpHIC SBISIFOTCS CIMHCTBEHHBIMH
KJIETKaMH, UMCIOIUMH TTOBEPXHOCTHBIC PEIENTOPhI I BUpyca. Bo Bpems
ocTpoil ¢a3bl OoJie3HH cnelupUYECKUe BUPYCHbIE aHTUI€Hbl OOHAPYKUBAIOT B
sapax 0onee 20% uupkyaupytomux B-mumdormro (Bopooser A.M., 2003).
[Tocne ctuxanust HGEKITMOHHOTO MPOIECCa BUPYCHI MOKHO OOHAPYKUTH JIHIIIH
B €IMHUYHBIX B-1uMdOIUTax ¥ SMUTeIHaIbHBIX KiIeTKax HocortoTku (BopoOn-
eB A.M., 2003). YacTs mopakeHHBIX KJIETOK MOTHOAeT, BBHICBOOOKIAFOIITUICS
BUpYC MHGUIIMPYET HOBBIC KJIETKU. Hapyiaercs kak KJIETOYHBIN, TaK U TYMO-
paNbHBIA UMMYHUTET. DTO MOXKET CIIOCOOCTBOBATH CynepHH(EKIINH U HaclIoe-
HUIO BTOpuuHON mHpexnuu. Bupyc Dnmreiina-bapp obnamaer cmocoOHOCTHIO



n30MpaTeNbHO MOpaxkaTh TUMGOUIHYIO U PETUKYIISPHYIO TKaHb, YTO BBIpaXka-
€TCsl B T€eHepaIM30BaHHON JTMM(aeHONATUH, YBETUUCHUN IEYEHHU U CEIE3EHKH.
VYcunenue MUTOTHYECKOW AaKTUBHOCTH JMM(OUTHON M PETUKYISPHOU TKaHU
OPUBOAUT K TOSIBICHUIO B MepUPEepUUecKO KpOBU ATUIMUYHBIX MOHOHYKIIE-
apoB. MHQuIbTpanys oJHOSACPHBIMU 3JIEMEHTAMU MOXET HaOII0AaThCsl B TIe-
YEeHH, Celie3eHKe U Apyrux opranax. C runepruiazueil peTUKyJIIpHO TKaHU CBsI-
3aHbl TUNIEPraMMarioOyJIMHEMUs], a TaK)Ke MOBBIIICHUE TUTPA reTepPOPHUIbHBIX
aHTUTEN, KOTOPbIE CHUHTE3UPYIOTCS aTUIMMYHBIMK MOHOHYKJeapamu. MMyHH-
TET NMPU WHPEKITMOHHOM MOHOHYKJIC03€ CTOWKHMA, peMH(EKIINS MPUBOIUT JTUIIIH
K MOBBIIICHUIO TUTPA aHTUTEN. KIMHUYECKU BBIPAKEHHBIX CIIY4aeB MOBTOPHBIX
3a0oneBaHuil He HaOmogaercsa. HeBocnpuUMUYMBOCTE CBSI3aHA C AHTUTEIAMHU K
BUpycy OmteitHa-bapp. Undekuus nmeeT mmmpokoe pacnpocTpaHEeHHE B BUJE
OECCHMITOMHBIX M CTEPTHIX (JOPM, TaK KaK aHTUTENIA K BUPYCY OOHAPYKHUBAIOT-
csi 'y 50-80% B3pocnoro Hacenenus. [[nurenbHoe NMepcUCTUPOBAHUE BUpYcCa B
opraHu3Me 0OyCJIOBIIMBA€T BO3MOXKHOCTh (POPMUPOBAHUSI XPOHHUUECKOTO MOHO-
HYKJI€03a ¥ peaKTUBAllUU MH(EKIMU TpU ociaablieHnu UMMyHUTeTa. B marore-
He3e MH(EKIMOHHOTO MOHOHYKJIE03a UIpaceT poJib HACIOCHHE BTOPUYHOU WH-
dbexun (cTapUIOKOKK, CTPENTOKOKK), 0COOCHHO y OOJIbHBIX ¢ HEKPOTHYCCKHU-
MU U3MEHEHUSIMHU B 3€BE.

NukyOannonusiii nepuoa ot 4 no 15 nueit (dame okosio Hegenu). 3abo-
JIeBaHUE, KaK MpaBuiio, HauuHaeTcst ocTpo. Ko 2-4-my aHI0 00JIe3HU TMXOpaiKa
Y CUMIITOMBI OOIIIe MHTOKCUKAIIMU JOCTUTalOT HauBbICIIECH BbIpaxeHHOCTH. C
MIEPBBIX JHEH MOSBIISIOTCA CJ1a00CTh, FOJIOBHAS 00JIb, MUAITHS U apTpaITus, He-
CKOJIBKO TI03€ - 00Ju B Topie mpu riotaHuu. Temmeparypa tena 38-40°C.
TeMneparypHas KpuBasi HEIPaBUIBHOTO THUIIA, HHOT/IA C TEHACHIUEH K BOJHO-
00pa3HOCTH, IITUTEIBLHOCTh JUXOpaaku 1-3 Hex, pexxe goJbiie. TOH3UIIUT MO-
SBJISICTCSI C TIEPBBIX JHEW OOJIE3HH WJIM TMOSBISAETCS MO3HEE Ha (DoHEe JTUXOopa/l-
KU U IPYTUX MPU3HAKOB O00Jie3Hu (¢ 5-7-10 aHs1). OH MOXKET OBITh KaTapaabHbIM,
JaKyHapHBIM WA SI3BEHHO-HEKPOTHYECKUM C oOpa3oBaHueM (HUOPUHOZHBIX
IJICHOK (HalOMHMHAIOMIMX UHOTIa qudTepuiinbie). HekpoTnueckrue usmMeHeHus B
3eB€ BBIPA)KEHBI OCOOCHHO CHIIBHO Y OOJBHBIX C arpanyionuTo3oM. Jlumdane-
HOmaTHsl HAOJIOaeTCs TOUYTH y Bcex OonbHBIX. Yarie mopakaroTcs yriiode-
JIIOCTHBIE U 3a/IHEIICHHbIE TUM(ATUYECKUE Y3IIbI, PEKE - TIOMBIIICUHBIE, TTaXO0-
Bble, KyOuTanbHbie. [lopaxkatoTcst He TOJbKO nepudeprueckue TuMpaTUIecKue
y37bl. Y HEKOTOPBIX OOJIbHBIX MOXET HaOJI0JAaThCs JTOBOJIBHO BbIpaXKEHHAs
KapTUHA OCcTporo MezaaeHuTa. ¥ 25% O00apHBIX oTMeuaeTcs dk3aHTemMa. Cpoku
MOSIBJICHUS U XapaKTeP ChIMU MU3MEHSIOTCS B IIUPOKUX mpenenax. Yaiie oHa mo-
aBysieTcs Ha 3-5-i IeHb 00JIe3HU, MOXKET UMETh MaKyJoMamnyJje3Hblil (Kopermno-
JOOHBIN) XapaKTep, MEJIKOMSATHUCTBINA, PO3€OJIC3HBIN, MaMyJe3HbIN, MeTeXHalb-
HBII. DJIEMEHTHI ChIlK Jepkarcs 1-3 mHg u OecciaeaHo mcyezaroT. HOBBIX BHI-
ChIlTaHU# 0OBIYHO HE ObIBaeT. [leyeHb U cene3eHka yBeTUUYEHb! Y OOJIBIIMHCTBA
OonbpHBIX. ['enarocruieHoMeranust MosBIsAETCA € 3-5-T0 THS OOJE3HU U IEPKUT-
cst 10 3-4 Hen u 6onee. OcOOEHHO BHIPAYKEHBI U3MEHEHHS TIEYSHU TIPH KEJITYIII-
HBIX (popMax MHQPEKIIMOHHOTO MOHOHYKJIE03a. B 3TUX ciyuasx yBenuuuBaeTcs
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COJIEp>KaHUE CHIBOPOTOUYHOTO OMIMPYOMHA W TMOBBIIIAETCS aKTUBHOCTH aMUHO-
tpaHcdepas, ocooenno AcCAT (BopoorseB A.U., 2003). Ouenb yacTo aaxe mpu
HOPMAJIbHOM COJIepKaHWK OWIMpyOMHA TOBBIMIAETCS AKTUBHOCTBH IIEIOYHOM
docdarassl (Bopoorer A.U., 2003).

B nepudepudeckoii KpoBH oTMeudaeTcs JelikoruTos (10 20x10%1, unorna
oosbiie). B mepBbie 1HU 00J€3HN MOKET HAOII01aThCsl HEUTpoduies ¢ rnajaoy-
KOSJIEpHBIM cIBUrOM. B nanmpHeliieM B KpoBU Mpeo0IiajlaloT MOHOHYKIIEAPHI,
UMEIOIINE MIUPOKYIO IUTOIIA3My C HECKOJBKO (PMOJIETOBBIM OTTEHKOM, C Iie-
pPUHYKJICApPHBIM IIpOCcBeTIIeHHeM (puc. 28, cM. 11B. BKIaAKy). Dopma KIETOK pas-
JUYHAas, OT KPYTJION 10 HENMPABUIBHOW, CBOMCTBEHHONM MOHOLIUTAM. Slpa Takxke
OJTHU KpyTJble, pyrue moaumMopdHbie, MOHOIUTONON00HBIE. CTpyKTypa saep
JUIIeHa rpyOoi IIbI0YaTOCTH, CBOMCTBEHHOW 3pEIIbIM JTUM(POLUTAM U MOHOIIH-
TaM, npuomkaercs k romorenHon. M.A. Kaccupcekuit (1970) HaswsiBasl 3TH MO-
HOHYKJIEAPbI «BUPOLIMTAMIY, OTUYEPKUBAs BUPYCHYIO MPUUYUHY UX HEOOBIYHOM
¢dopMbl. PaHee 3TH KJIETKH 4acTO Ha3bIBAIU «JIUM(OMOHOIIMTAMUY, TIOCKOJIBKY
OHHM JCHCTBUTENBHO MOX0XKH U HA T€, U Ha APYrue OAHOBpeMEeHHO. OIHAKO 3TO
Ha3BaHHWE HE TOYHOE, T.K. 3TU KIETKU He rudpuj aumMQonuTa U MOHOILMTA, a
auM@ouutsl. [Ipy MHPEKIMOHHOM MOHOHYKJIE03€ B NEepUPEpPUUECKONl KpOBU
YBEJIIMYUBAETCS KOJIMUYECTBO MOHOIIMTOB, 03MHO(DUIIOB, MHOT/Ia yAaeTcs OOHa-
py)uTh mnazmarndeckue kinetku. COD Bcerna ysenuunBaeTcsi. MOHOHYKeap-
Has peaKkuys MOKET COXPaHATHCS 3-6 MEC M AK€ HECKOJBKO JIET. Y PEKOHBa-
JIECLIEHTOB TMOCJH€ HWH(PEKIMOHHOIO MOHOHYKJE€O3a Jpyroe 3a0ojeBaHUE,
HaIpuMep, OCTpas AU3ZCHTEPUs, TPUII U JpP., MOXKET COMPOBOXKAATHCS 3HAUM-
TEJIbHBIM YBEIIMYEHUEM YHCIIa OJTHOSIEPHBIX JIEMEHTOB.

B penkux cnywasx UM, yame y nereu, MOTYT HIPUHSATH 3a OCTPBIN JIEHKO3.
DTO BO3MOXXHO JIMILIb MPHU aHaJU3€ IJIOXO MPUTOTOBJIEHHBIX MAa3KOB KPOBHU: Y
JieTel HepeaKO MOHOHYKJIeapbl HH()EKIIMOHHOTO MOHOHYKJIE03a COJEpKaT HYK-
neosibl. Ho B MpaBUIIbHO NPHUTOTOBJIEHHOM MAa3Ke MPH MOHOHYKJIEO03€ HUKOTAA
HET 00s13aTeNIbHBIX JJISl OCTPOro JieHKo3a 0J1acTHBIX KieToK. KapTuHa KOCTHOTO
Mo3sra rmpu MM He nmeeTr AMarHoCTUYECKOro 3HaYEHHUS: MOKHO HAUTH yBeJIUYe-
HUE TEX K€ KJIETOK, YTO U B KpOBH. [lonbITKa OTBEPTrHYTh OCTPBIN JIEUKO3 C I10-
MOIIbI0 KOCTHOMO3TOBOM MYHKIIMM MOXET ellle OoJiblle 3aTpyAHUTH JIUarHo-
CTHKY, TaK KaK KOCTHBIN MO3I TIOKaKET «OJACTHYIO METAaIlJIa31I0», €CIIA KIETKH
UM yxe ommO0OYHO OBUIM pacLEHEHbl KakK «0jacTel». B KOCTHOM Mo3re 3TH
KJIETKM MOTYT OBITh elle MoJioke, yeM B KpoBu (BopoOber A.M., 2003;
['punammyn JI.., [TuBauk A.B., 2012). JIns nuaraoctuku UM noctaTo4HO U3Y-
YeHus1 Maska nepudepuyeckoil KpoBU U MPOBEAEHUS psiia cenu(pUUECKUX pe-
akuuii. buorncus nuMmdaTuyeckoro ysjaa He XkejiaTelibHa, T.K. B THCTOJOTHYe-
CKOM KapTHHE OyIyT U3MEHEHUS, CBOMCTBEHHbIE UMMYHOOJIACTHBIM JHUMpase-
HUTaM. B 1MTONIOrMYecKoM M TUCTOJIOTHYECKOM MpenapaTax JuMQoysia Haps-
Iy C MUMMYyHOOJAacTaMH, MO3BOJISIONIMMH 3aM0A03PUTh CapKOMY HIIM OCTPBIN
Jeiiko3, 00s13aTeIbHO OyAyT TMPHUCYTCTBOBATH 3pEIble JIMMQPOIUTHI U TPOTUM-
¢douuThl. B COMHUTENBHBIX CIIy4asiX BCSKas MOIMBITKA JEUUTh MOA03PEBAEMBIii
JENKO3 MPEAHU30JIOHOM WM LHUTOCTaTUYECKMMH IpenaparamMu Hexomycrumal
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[IpaBUIbHBIN TMAarHO3 YCTaHABIMBAKOT IPHU IMOBTOPHBIX MCCIEIOBAHUAX KPOBH,
B KOTOpOW NpU HHPEKIMOHHOM MOHOHYKJIE03€ MPOUCXOAUT 3aKOHOMEpPHAs
MOp@oJIoTUYecKasi BOJIIOIUS: IHUPOKOIUIA3MEHHBIE KJIETKHA CTAHOBATCS Y3KO-
IJIa3MEHHBIMHU, XPOMAaTUH sJiep MPUOOpPETaeT MEHEEe TOMOTEHHYIO CTPYKTYpY.
[Tpu octpom neliko3e 01acTo3 B KpOBU OBICTpO HapacTaeT. Bo Bcex moaoOHbIX
cllydasix 00513aTeIbHO COXPaHEHHE MAa3KOB JI0 OKOHYATEIbHOTO YCTaHOBJICHUS
JINarHo3a.

[Tpn MH(EKITMOHHOM MOHOHYKJIC03€ OCJOKHEHHS BO3HHKAIOT HE OYCHD
4acTo, HO MOTYT OBITh OUYEHb TSDKENBIMU. K reMaTomorndeckum OCIOKHEHUSIM
OTHOCUTCS ayTOMMMYHHasi T€MOJINTHYECKasi aHEMUs, TPOMOOIIMTOIIEHHS U Tpa-
HyJoUMUTONEHUs.. MHOTOOOpa3Hbl HEBPOJOTUYECKUE OCIOKHEHUS: SHIIC(AIIUT,
napajJiiyv YepenHbIX HEPBOB, B TOM UYHKCJE Mapanud bemna win napajindy MUMHU-
YECKOM MYCKyJIaTypbl, 00YCIOBIECHHBIN MOPaKEHHUEM JIMIIEBOTO HEpBA, MEHUH-
rosunedanut, cuHapoM [uiieHa-bappe, NMONMHEBPUT, IMONEPEUYHBIH MHEIHT,
1cuxo03. MOXeT pa3BUTHCS IENaTUT, a TAKKE KapIUOJIOTHYECKUE OCIOKHEHHUS
(nepukapaut, Muokapaut). Co CTOpOHBI OPraHOB JbIXaHHs MHOTAA HAOII0JaeT-
Csl UHTEPCTUIIMAJIbHAS THEBMOHUS M OOCTPYKIIHS IbIXaTEIbHBIX MyTEH.

Huarnoctuka UM ocHOBBIBaeTCs Ha BEAYLIMX KIMHHUYECKUX CHMIITOMAax
(Iuxopanka, AMMQaneHonaT!s, yBEIUYCHUE MEYEHH U CEJIE3€HKH, U3MEHEHMS
nepudepudeckoid Kpou). bosbiioe 3HaueHnE UMEET reMaToJIOTHUYECKOE HCClie-
JoBaHUE. XapaKTEpHbI yBEIMUEHUE yucia auMdonuToB (cBeime 15% mo cpas-
HEHUIO C BO3PACTHOW HOPMOH) W TOSBJICHHE ATUIMYHBIX MOHOHYKJIEapOB
(cBbrmie 10% Bcex JIEMKOIUTOB).

JUIsi TMarHOCTUKM MH(EKIMOHHOTO MOHOHYKJIEO03a HCIOIb3YIOTCS CEepo-
JIOTUYECKUE PEAKLMU: OINpEIeSICHNe aHTUBUPYCHBIX aHTUTEN Kiacca IgM u pe-
aKLMsl arrIIOTUHALMU SPUTPOLIMTOB OapaHa WM JIOIIAIU ChIBOPOTKON OOJIBHO-
ro, BBIABISIOLIAS reTepouibHble aHTUTENA (T.e. aHTUTENA K «IIOCTOPOHHHUM»
aHTUreHaMm) no4TH B 95% ciiyuaeB MH(PEKIIMOHHOTO MOHOHYKJIE03a U OINHUCaH-
Hast B 1932 r. Paul, Bunnell. Tutp anTuTen MOXeT COXpPaHATCS MOBBIIICHHBIM
Ooznee roja, YTo UMEET OOJIbLIOE 3HAYEHHE B PETPOCIEKTUBHOM JHMArHOCTHUKE
MH(PEKIHMOHHOIO MOHOHYKJI€03a, KOrjia MOp(oIoruueckue N3MEHEHNs B KPOBU
NOTEPSUIM XapaKTepHBIE YEPThI, a YBEITUUYECHUE IUMPATHUECKUX Y3JI0B UM Celle-
3€HKH ocTaeTcsi. Beicokuii TUTp reTepoUIbHbIX aHTUTEN SIBJISIETCS CIEICTBUEM
Hecneun(puueckol CTUMYJIALMKM BUPYCOM ONIUTEWHAa — bapp pa3iauyHbIX KIO-
HOB aHTUTEJIIPOIYLUPYIOIIUX KIETOK. JIOMOMHUTENbHBIM HH(POPMATUBHBIM TeE-
CTOM SIBJISIETCSI MICHTU(UKAIIMA B CHIBOPOTKE KPOBH BUpyca DmiTeiina — bapp
¢ nomowro ITLP.

Cneunansnoit Tepanuu MM He Tpebyerca. HeoOxomumbl nomMamiHuit
(Jydiie MOCTENbHBIN) peXUM B TiepBblie JHU Oosie3Hu. [lpu Tspkenol aHTHHE,
OCIIO)KHHBIIICHCS KOKKOBOW MH(EKIINEH, MPUMEHSIOT aHTUOMOTUKU U OaKTepH-
HUAHBIE PAcTBOPHI A Mojockanus. Ha3zHauath mpeaHU30JI0H HEOOXOIUMO
JUIIb [PY PA3BUTUHU UMMYHHBIX OCJIOKHEHUM, IPU ITTUTEIbHON TUIIEPTEPMUN U
TSKEION KPAITMBHULIE.
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I'JIABA 5. JEYEHUE XPOHUYECKOI'O
JINM®POJIEUKO3A

OCHOBHDIE IIPEITAPATBI, HCI10/1b3YEMBIE JlVIA IEYEHHUA
XPOHHYECKOI O JIHM®OJIEUKO3A

Dnayoapaoun (¢payoapa). AuTUMETAOOIUT, OTHOCUTEIBLHO YCTONYMUB K J1€3-
aMUHUPOBAHUIO aJieHO3uHAe3aMuHa3oi. [Ipumensiercs B Bume Quygapabuna
docdara, npencTaBisAONIEro co00i BOAOPACTBOPUMBIN MPEANIECTBEHHUK (DITy-
napabuna. MonekyspHas Macca ¢ynapabuna gocdara — 365,2.

dnynapadbuna dochar (2-prop-apa-AMD) OvicTpo nedochopunupyercs (B
TEYECHUE HECKOJBKMX MHUHYT Tocie B/B  wmH(Y3uu) g0 2-¢Top-
apabuHOopypanosmnaneHnna (2-grop-apa-A). Buyrpu xierku pedochopunupy-
eTCsl JC30KCUIIUTUIMHKNHA30M 10 aKTUBHOTO Tpudocdara (OCHOBHOTO MeTabo-
muta). Ilocnennuii uHrnbupyer pudbonykieotuapenykrasy, JHK-nomumepasy
(anmba, nenpra u sncunon), JAHK-npaiimasy, JIHK-nmurasy u 650kupyeT cuHTe3
JIHK. Yactuuno cesaseiBaeT PHK-momumepasy II m Topmosut cuHTe3 Oelnka
(rmaBHBIM 00pa3zoM B S-¢aze KJIETOYHOIo IMKIA). AKTUBUPYET MEXaHU3M
¢parmentanuu JITHK u amonto3 numdonuToB (MOKa3aHO B UCCICAOBAHHSIX IN
Vitro Ha muMdormTax 00JbHBIX XPOHUYCCKUM JTUM(OICHKO30M)

Oxka3bIBaeT HUTOTOKCUYECKOE, IMMYHO/IETIPECCUBHOE ACHCTBUE, yTHETAET
reMOI033.

[IpoTuBONOKa3aHUs: TUTIEPUYBCTBUTEIBHOCTD, HApyIIeHUE QYHKIIUU T10-
yek (Cl kpearunnna menee 30 MII/MHH), JEKOMIIEHCUPOBaHHAs T€MOJUTHYECKAs
aHemusi, 0EpEeMEHHOCTh U TIEPHOJ KOPMIICHUS TPYABIO.

IToOouHBIE IEHCTBUS:

Co cmoponbl Hep8HOU cucmemMbl U OP2aHO8 Yy8Cma: YTOMIISIEMOCTb, Clla-
00CTh, TPEBOKHOCTb, HapyUIEHUE CO3HAHUSA W/WIM 3peHud, nepudepudeckas
HelponaTus; B PEIKUX CIydasXx — HEBPUT 3PUTEIHLHOTO HEPBA, 3pUTEIbHAs
HEWpONaTHs WIH CIIETOTA.

Co cmopomubl cepoeuHo-cocyoucmou cucmemsl U CUCmeMbl KpOsU. Mue-
Jocymnpeccusi (HEUTpOTEeHUs, TPOMOOIIMTOIICHUS, aHEMUs); B PEIKUX Ciyda-
X — CeplieuHas HeJJOCTATOYHOCTb, APUTMHUSL.

Co cmoponbl pecnupamopHoti cucmemsl. OTEK JETKUX WK Tudy3HbIH
WHTEPCTUIMAIBHBIA THEBMOHUT C PEaKIMel TUIIEPUYBCTBUTEIHHOCTH (Kallleh,
MOBBINICHHAS TEMIIEpATypa Teja, OJBIIIKA).

Co cmoponwl opeanos KKT: TouHOTa, pBOTA, AHOPEKCUS, TUAPESL, KEITY-
JIOYHO-KHIIIEYHOE KPOBOTEUCHHE, MEHEE YacTO — CTOMATUT WJIU BOCHAJIICHHE
CIIM3UCTON 00OJIOUKH MOJIOCTH PTa.

Co cmoponbl obmena seujecma: peIKO — CUHAPOM JIM3KUCa OMYX0Jiu (THU-
NepypUKEMUs, TeMaTypus, y4alleHHOE MOuYeHcIyckanue, rumnepdocdaremus,
THITOKATBIIUEMHUS), METa0OINYECKUI aIuI03, TUTIEPKAINEMHs, KPUCTAILTypus,
MOYeYHAast HEJJOCTATOYHOCTb.
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Co cmoponbl MOuenono6ol cucmemvl. PEIKO — TeMOpPParnyecKuii 1u-
cTUT. CO CMOpPOHBI KOMCHLIX NOKPOBOG: KOXKHAS ChIlb; B PEIKUX CIydasX —
cunapoM CtuBeHca — J[)KOHCOHA UM TOKCUYECKUN MUIEPMATbHBIA HEKPOJIU3
(cunapom Jlaiienna).

IIpouue: uHOTAA — CHIKEHHME TOJIEPAHTHOCTH K MHGPEKIHAM, OTEKH (0Teu-
HOCTH CTOII U JIOJDKEK); MEHEE YaCTO — BBIMNaJCHHUE BOJIOC.

Pumykcumaé (madmepa). XvimepHoe MOHOKJIOHAJIBHOE AHTUTEIO MbI-
II1/4€JI0BEeKa, KOTOPOE CHENU(UIECKH CBSI3bIBACTCS C TPaHCMEMOpPaHHBIM aH-
tureHoM CD20. DTOT aHTUT€H PacHojioKeH Ha npe-B-mumdonnrax u 3penbix
B-numdonunTtax, HO OTCYTCTBYeT Ha CTBOJIOBBIX T€MOMOATHUYECKHX KIETKaX,
npo-B-kieTkax, HOpMaNbHBIX IIA3MAaTUYECKUX KJIETKaX, KJIETKaX JPYTUX TKa-
Hel | dKcnpeccupyerces 6osee yeM B 95% ciydaeB npu B-KIIeTOUHBIX HEXOJK-
KHHCKUX JuMpomMax. DKcnpeccupoBaHHbiil Ha kieTke CD20 mocie cBsS3bpIBaHUS
C aHTUTEJIOM HE MHTEPHAIM3YETCS U MEPEeCcTaeT MOCTYNaTh C KIETOYHOH MEM-
OpaHbl BO BHEKJIETOUHOE MTpocTpancTBO. CD20 He mUpKyIupyeT B IJIa3Me B BU-
Jie CBOOOJHOIO aHTUI'€HA U MTO3TOMY HE KOHKYPUPYET 3a CBA3bIBAHUE C aHTHUTE-
oM. Putykcumabd csaswiBaetTcsi ¢ antureHom CD20 na B-numdonurax u uHu-
UUPYET UMMYHOJIOTHYECKHAE PEAKIMH, OIoCpenyromue au3nc B-kierok. Bos-
MOYHBIE MEXAHU3MbI KJIETOYHOr'O JIN3UCA BKIIOYAIOT KOMILIEMEHT-3aBUCUMYHO
HATOTOKCUYHOCTb, aHTUTEJIO-3aBUCUMYI0 KIIETOYHYIO LIUTOTOKCUYHOCTh M HH-
OYKUUIO anonTo3a. Purykcuma® MOBBIIAET YYBCTBUTEIBHOCTh JUHUN B-
KJIETOYHOM JIUM(OMBI YEJIOBEKA K HUTOTOKCHYECKOMY JEHCTBUIO HEKOTOPBIX
XUMUOTEPANeBTUYECKUX MPENapaToB in vitro.

Yucno B-kierok B mepudepuueckoid KpOBH IOCJIE MEPBOTO BBEICHUS
npernapara CHU)KAeTCsl HUKE HOPMbI M HAYMHAET BOCCTAHABIMBATHCS Y MALIMEH-
TOB C I'€MAaTOJOTMYECKUMHU 3J0Ka4eCTBEHHBIMH 3a00JieBaHUsIMU uepe3 6 mecs-
LEB, JOCTUras HOPMAJIbHBIX 3HAYEHUW 4yepe3 12 mecdAleB Mociae 3aBepUICHUs
Teparuu, OJHAKO B HEKOTOPBIX CIy4asix MPOJIOKUTENBHOCTh IEPUOIA BOCCTA-
HOBJICHHS KOJIMuecTBa B-KIeTok MokeT ObITh OOJIbIIIE.

IIpomueonoxaszanus K npumeHnenuro. I'NIIEpUyBCTBUTENBHOCTh K PUTYK-
cuMaly WM K O6elkaM MBI, BUPYCHBIN renatuT B, (rematut C - oTHOCHUTENB-
HOE MPOTUBOIOKA3aHUE), BHIPAKEHHBI MEPBUYHBIA WM BTOPUYHBIA UMMYHO-
nedunuT, octpble HHPEKIIMOHHBIE 3a00JIEBaHMsI, TEPUOJ TPYTHOTO BCKApMITHU-
BaHUsI, OEPEMEHHOCTh, TSDKENas ceplieyHas HeIOCTaTOUYHOCTh MPU PEBMATOU/I-
HOM apTpute. OrpaHUYeHUs] K IPUMEHEHUIO: ONyXoJieBasi MHPWIbTpalus JIer-
KHX, BBICOKas OIyXOJeBas Harpys3ka (pasmepsl ouaroB 6oisiee 10 cMm), cepueyno-
COCYIUCThIE 3a00€BaHus (ApUTMUSL, CTEHOKAPAUsl ), JJ€royHasi HeAOCTaTOYHOCTh
B aHaMHe3e, TshKeJas TPOMOOIIUTONCHHS] 1 HEUTPOTIEHUS!.

Ilo6ounvie deticmsus pumykcumaoa.

Opeanuzm 6 yenom: NUXOpaaka, 03HOO, MH(EKIMSA, aCTCHHS, TOJIOBHAs
060nb, abgomMuHaNBHAS 00JIb, 0OJIb B CHUHE, pa3pakKCHHE TJIOTKH, MPHIUBHI
KkpoBu K Jyany. Cepodeuno-cocyoucmas cucmema: TUNOTEH3US, THIEPTEH3US,
(daTanbHas cepAeyHas HEIOCTATOYHOCTb, apUTMHUsl, CTeHOKapaus. [luwesapu-
menvHas cucmema: TOIIHOTA, IUapes, 3amop, pora. Kposemseopenue: nATone-
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HUS, BKJIIOYas JIUMQOTCHUIO, HEUTPOIICHUIO, JIEHKOIICHUIO, aHEMHIO, TPOMOO-
UTONEHUIO, TPOJOHTMPOBAHHAS TAHLIUTONEHUS, TUMOILJIA3HsI KOCTHOTO MO3ra U
no3Hss1 HeuTporneHus. CrelemHo-MbluleyHas cucmemd: MUAITHsL, apTparusl.
Hepeénas cucmema: ronoBOKpyKeHHE, TPeBOra, CUHAPOM oOpaTHUMOM sHIeda-
JIOTIATUM C TIOPAKEHUEM 3aJHUX OTJIEJIOB TOJIOBHOTO MO3ra /CMHIPOM OOpaTu-
MO JieliKo3HIIeanonaTui ¢ MOPaKEHWEM 3aJHHUX OT/EJIOB T'OJOBHOTO MO3Tra
(HapyIlIeHus 3peHus, roJIoBHas 001b, CyJJOPOTH, ICUXUUECKHE HapylIieHus ). Pe-
cnupamopHas cucmema. YCUICHUE Kalulsl, pUHUT, OpoHXOCHa3M, AUCIHOD, CH-
HYCHT, OOJUTEPUPYIOMNN OPOHXHOIUT, THEBMOHUT (BKIIIOYAst MHTEPCTUITHATb-
HBI THEBMOHUT). Koowca u ee npudamku: HOYHOM NOT, ChIIlb, 3y[, KpallMBHUIIA,
NapaHeoIyIaCTUYEeCKasl IMy3bIpyaTKa, JUXCHOUJIHBIN aepMaTUT, cuHIpoM CTH-
BEHCA-/[)KOHCOHA, TOKCHYECKHN 3NUACPMAIBHBIA HEKPOJIN3, BE3HKYJIE3HO-
Oysuie3HbIN AepMaTuT. [Ipoyue: axxutanus, apTPUT, KOHbBIOHKTUBUT, aHOPEKCHS,
Jenpeccusi, 3/1IeMa, TUIePKUHE3UsI, TUCTICTICUsI, TUTIEPTEH3Us, TUIIeCTe3Us], 00JIb
B MECT€ WMHBEKIIMH, TUIOTJIUKEMHUs, THCOMHUS, HEJOMOTaHUE, Pa3ApaKUTEb-
HOCTb, HAPYLICHHUE CIE300TIACICHUS, HEBPUT, NapeCTE3usi, COHJINBOCTh, HEUPO-
NaTusl, BEPTUTO, MOHUKEHUE MACChl Teja, aHTHOdeMa, TUIIEPIIIMKEMUs, TIepu-
dbepudeckuil OTEeK, MOBBIINICHUE AKTUBHOCTH JIAKTATACTUIPOTE€HA3bl, TPUIIIIOINO-
NOOHBIE CHUMIITOMBI. HMMYHHbIE/AyMOUMMYHHblE HeXHCeNamelbHble DPeaKyuu.
YBEUT, 3PUTEIIbHBIA HEBPUT, TJIEBPUT, CHIBOPOTOUHASL OOJIE3Hb C MOJUAPTUKY-
JISIPHBIM apTPUTOM, BACKYJIUT C CHITBIO.

BoNbIIMHCTBO CEphE3HBIX MOOOYHBIX SIBICHUN, KOTOPHIE BBI3BBHIBAIOTCS
PUTYKCUMaOOM, BKIIIOUAET: CUHAPOM JIM3HCA OMYXO0JIM, UHPY3UOHHBIE PEAKIIUH,
pEaklMh CO CTOPOHBI CIM3UCTBIX 000JOYEK U KOXKH, PEAKI[MU TUIEPUYBCTBU-
TEJIbHOCTH, CTEHOKAp/AMIO, CEPACUYHbIE apUTMHH, TOYEUYHYIO HEAOCTATOYHOCTb.
Ungy3uonnvle peakyuu: nuxopajaka U 03HOO/IPOXb, TOIIHOTA, 3y, aCTCHUS,
AHTHOHEBPOTHUYECKUN OTEK, THIOTEH3Usl, OpPOHXOCMAa3M, ToJioBHAs 0OJb, pas-
JpaKeHUE B TOpJie, PUHUT, ChIb, KPANMBHUIIA, PBOTA, MUAJTHS, TUIIEPTEH3HS,
rOJIOBOKpYXKeHHUe; ¢aTanbHbie WH(Y3UOHHBIE PEaKlUu: KOMIUIEKC HMH(Y3HUOH-
HBIX PEAKIUi, KOTOPBIM BKIIOYACT MHPMIBTPAIIUIO JIETKUX, TUTIOKCUIO, OCTPHIi
pPECTIUPATOPHBINA JTUCTPECC-CUHAPOM, (GUOPWILTALUIO SKEIIyJA0YKOB, HH(APKT
MUOKap/ia, KapJAuOoreHHbl mok. Cunopom nuzuca onyxonu: OCTpasl MoveyHas
HEJI0OCTAaTOYHOCTh, TUMOKAIBIIUEMHUS], TUTIEPYPUKEMUS, TUTIEPKATUEMUS, TUTIEP-
bocharemus. Hughexyuonnvie ocnodichenus: GakTepuaibHble, BUPYCHBIC, TPUO-
KOBbl€ MH(DEKIMH, NH(EKIIMN HEU3BECTHOW 3TUOJIOTHH, CEPbE3HbIE CIIy4au HH-
(dek1mii, BKItoYas Cerncuc, peakTupauus renatura B.

Huxknogochpamuo (yuxknogocgan). O61anacT BoIpKECHHON ITUTOTOKCH-
YECKOM, MPOTUBOOIYXOJEBOM U MMMYHOIEIPECCUBHON aKTUBHOCTHIO. [IpoTu-
BOOITYXO0JIEBOE JCHCTBUE €r0 pealin3yercs HEMOCPEACTBEHHO B KJIETKaX OMyXO-
m, rae mukiaodochamua Guotpanchopmupyercs moxa aercteuem (ocedaras c
o0pa30BaHHEM aKTUBHOTO METa00JIUTa, AEUCTBHE KOTOPOTO OOYCIIOBICHO aJIKu-
nvupoBaHueM CTpykTypHbIX 31neMeHToB JJHK n PHK, uro npuBoaut x Hapymie-
HUIO JKU3HENESITEIIbHOCTH KJIETOK U OJIOKUPOBAHUIO WX MHUTOTUYECKOTO Jeje-
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HUSA. Sapa KIeTOK TUIepIIa3upOBaHHBIX (OMyXOJIEBBIX) TKaHEH U JTUMQpOUTHAS
TKaHb 00J1a/1aI0T BBICOKOW YyBCTBUTEIBHOCTHIO K JEHCTBUIO HUKIO0Pochamua.

Dapmaxoxunemuxa. Ilocne mapeHTEpaIbHOTO BBEJICHHS MaKCHUMallbHas
KOHIIEHTpAIUsl AaKTUBHBIX IUTOTOKCUYECKUX META0OJUTOB JOCTUTAETCS B IUIa3-
Me yepe3 2 - 3 yaca. C OenkaMu IJ1a3Mbl IIpenapatr CBA3BIBACTCS HE3HAYUTEb-
HO. [lepnon nomyBbIBEIEHNS U3 IIa3Mbl KPOBH MOCIIE BHYTPUBEHHOTO BBEIAECHUS
Yy B3pOCJBIX B CPEJHEM COCTABIIAET 7 4acOB U y JIETEH - 0KOJIO0 4 yacoB. BriBo-
JIATCSA C MOYOH U KEITYBIO.

Ilpomueonoxazanus k npumereHuro. I uepuUyBCTBUTENBHOCTD, TSXKEIbIC
HapymieHuss (DYHKIMM TOYEK, THMOIUIA3Ws KOCTHOTO MO3Ta, arpaHyJIoIHTO3
U/AIU TPOMOOITUTOTICHMSI, BEIpAKCHHAS aHEMHUSs, BBHIPAKCHHAS KaXEKCHUS, Tep-
MUHAJBHBIC CTAIUN OHKOJIOTHYECKHUX 3a00JIeBaHUM, OEPEeMEHHOCTh, KOPMIJICHHE
TPYJbIO.

llo6ounvie oeticmsus. Co cmoponul opeanos JKKT: aHOpeKcHsl, CTOMATHT,
CYyXOCTh BO PTy, TOIIHOTa, pPBOTA, AWapes, OO0JIb B JKEIyAKe, >KEeIyJI04YHO-
KHUIIEYHbIE KPOBOTEUCHHS, T€MOPPArMYECKUil KOJUT, TOKCHYECKWW TEMaTHT,
xentyxa. Co cmopoHvl HepeHOU cucmemMbl U OP2aHO8 Yy8Cme: aCTeHHUS, TOJIOBO-
Kpy>KEHHE, TOJIOBHAs 00Jib, CIyTaHHOCTh CO3HaHUS, HapylieHue 3peHus. Co
CMOPOHBI CEPOSUHO-COCYOUCMOU CUCEeMbl U KPOBU: MUEIOJEIPecCHs, JeiKo-
MIEHUs, arpaHyJIONUTO3, TPOMOOLIUTONIEHUS, AHEMUS, KPOBOTCUEHUSI M KPOBOU3-
JUSIHUS, TIPWIMB KPOBU K JIUILY, KapJAHMOTOKCUYHOCTh, CEpACUHasi HEAOCTaTOU-
HOCTb, cCepJleOueHre, reMopparudeckuii MuornepukapauT, nepukapaut. Co
CMOPOHbI PECRUPAMOPHOL CUCMEMbl: OJbIIIKA, THEBMOHUT, WHTEPCTULUAIb-
HBI MTHEBMOCKIIEPO3. Co cmOopoHbl MOUEN0080U cucmemyvl: TEMOPPArndeCcKuin
LUCTUT, YPETPUT, (PrUOpPO3 MOUEBOTO IMY3bIPs, ATUMHS KIETOK MOYEBOIO MY3bIPS,
reMarypusi, ydaiieHHOe, OOJIe3HEHHOE WM 3aTPyJAHEHHOE MOYCHUCHYCKaHUE,
TUIEpypUKeMHUs, HeporaTrs, OTEKH HIDKHIUX KOHEUHOCTEH, THIIEPYPUKO3YPHS,
HEKpO3 MOYEYHBIX KaHAJBIIEB, aMEHOpEs, yTHETeHHE (PYHKIIUU SHUYHUKOB, a30-
ocuepmusi. Co cmopoHvl KOMCHO20 NOKpO6a: Aanolelus, TUMEePIUTrMEHTalus
(HorTEel Ha maybllax PYK, JAJOHEH), B/K KPOBOM3JIUSHUS, TOKPACHEHHUE JIUIIA,
ChIIlb, KPANTUBHUIIA, 3Y/[l, TUTIEPEMHUS, OTEYHOCTb, 00JIb B MECTE€ MHBEKIIUU. [Ipo-
yye: aHaUIAKTOUIHBIC PEaKINK, 00JIeBOW CUHIpPOM (00Jib B CIIMHE, OOKY, KO-
CTSIX, CyCTaBax), JIMXOPAJOUHbIN CUHAPOM, 03HOO, pa3BUTHE HHGEKINM, CHH-
JIpoMm HeaaekBaTHOU cekpeunu AJIl', Mukcenema (OT€YHOCTh T'y0), TUIEPTIIU-
KEMHUsl, TOBBIIIIEHUE aKTUBHOCTH TPAaHCAMHUHA3 B KPOBH.

Xnopamoyuun (neiikepan, xaopoymun). ApoMaTHUYECKOE MPOU3BOIHOE
U3 TPYNIbl a30TCOACPIKAIIECTO UIPHUTA, OUPYHKIIMOHAIBHOTO AJKUIUPYIOIIETO
TUIA, HUKIOHecTienuduyeckoro neucTBus. ['maponusyercs B Boae. benblit wim
Oelblil co cl1ab0-pO30BbIM UM KPEMOBBIM OTTEHKOM KPHUCTALIMYECKUN MOPO-
oK. [IpakTuiecku HepacTBOPUM B BOJIE, JIETKO PACTBOPUM B CIIUPTE.

®apMaKoJIOrM4eCKOe JICUCTBUE - MPOTUBOOMYXOJEBOE, ANKWIHPYIOIIEE,
HUATOCTAaTUYECKOE, UMMYHOAEeNpeccuBHOE. CBS3BIBAETCS ¢ HYKJIEONMPOTEUIaMHU
KJIIETOUHBIX siiep. Bo3nelictByer Ha nenu JAHK nyrem ankunupoBanust nocpen-
CTBOM 0Opa30BaHMs BBICOKOAKTHUBHBIX DPAJUKAIOB JTUJICHUMOHUS, BBI3BIBACT
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cluuBKy miM paspbiBbl HUTEN [IHK m mHapymaer ux permmmkanuio. B menbpmen
creneHu u3Mmensier cuaTe3 PHK. Oka3biBaeT TokcHueckoe BIMSHHE Kak Ha Jie-
JSUIMECs], TaK U Ha HEJEJSIIUecs KISTKUA. YTHETAIOIIEe BIUSIET Ha OMYXO0JIEBYIO
U KPOBETBOPHYIO TKaHb. bonee wu30uparenbHO ACHCTBYET Ha JIUMGOUAHYIO
TKaHb, YeM Ha TpaHyJIOUUTApHBIC 3JIeMeHThl. Knuundeckuii 3ppext nposBuser-
cst uepe3 3 — 4 Hen. MakcumanbsHO nepeHocumast go3a — 400 mr/m 2, Jlo3o3a-
BUCHUMO U HEOOPATUMO (IIPH MPOJOJDKUTEIHHOM JICYEHUH, a TAKXKE MPHU HUCTIONb-
30BaHHH B MPEIyOEPTATHOM BO3pACTEe) yrHEeTaeT (DYHKIIUIO MOJIOBBIX JKEJIE3, BhI-
3bIBasi aMEHOPEIO0 WM a300cnepmuio. JIHTeNbHOE NMPUMEHEHUE MOXKET BBI3bI-
BaTh Pa3BUTHE BTOPUUHBIX 3JIOKAYECTBEHHBIX OMyXOJIeH (OTHaNeHHBIN 3 deKT).

brictpo u nonHocThio abcopobupyercsa uz XKKT. CasaspiBaercs ¢ Genkamu
wia3mMel Ha 99%, mpeuMyIiecTBeHHO ¢ ansOyMuHoM. Pacnanaercst 1o ¢peHMIyK-
CYCHOKHCJIOTO HUIIpUTa (OCHOBHOIO META0O0JIMTA), COXPAHSAIOIIEr0 MPOTUBOOIY-
XOJIEBYIO aKTUBHOCTh W LUPKYJIHMPYIOUIETO B KpoBU B 1,6 pasza mojblie, yeM
xjopaMOy1mia. C_max gocturaercs B teuenue 0,25-2 u. T _1/2 coctaBnser 1,5 u
(xmopamOytwn) u 2,5 9 (akTUBHBIA MeTab0nuT). [IpoXoauT rucToreMaTuyeckue
Oapbephl, BKJIIOYAs TUIAIEHTAPHBIN. XITOpaMOyIUI U €ro aKTUBHBIM METa00JIUT
(AUC nocneanero npessimaer B 1,33 AUC xnopamOynuiia) COHTaHHO Mpak-
TUYECKU MOJTHOCTBIO MEPEXOAAT B MOHO- U IUTUIPOKCUIIbHBIE IPOU3BOIHBIE U B
HE3HAYUTEILHOM KoJinuecTBe (MeHee 1%) AIKCKPETUPYIOTCS ¢ MOYOM.

llpomusonoxazanus. 1'unepuyBCTBUTEIBLHOCTD, B T.U. K JPYTUM aJKUJIU-
PYIOIIUM Tpernaparam, TUMOIIa3usi KOCTHOTO MO3ra, SMUJICTICUs, ToYeqyHasi He-
JIOCTATOYHOCTh, TSOKEJbIE HapylleHUs QYyHKUMM NeueHu. Ozpanudenuss K npu-
MeHeHUl0. OIleHKa COOTHOILICHHS] PUCK-TI0JIb3a HEOOX0AMMa MPU Ha3HAYCHUH B
CHEAYIOIINX CIy4asix: BETpsiHAs OCIA, OMOSICHIBAIOIIMM JIMIIANM U JPYTHUE CH-
CTEMHbIe MH(EKIMU, YTHETeHHE (PYHKIIUU KOCTHOTO MO3Tra, MpelIecTBYIOIIas
[IUTOTOKCUYECKAsl WM JIydeBas Teparus, nojarpa, MouyekaMeHHasi 00Jie3Hb, TU-
nepypuKkeMusi, HapylieHne (PyHKIIMU MEYEeHU U MOYeK, TpaBMa TOJIOBBI, CYJI0-
POXKHBIE PACCTPOMCTRBA.

Ilobounvie oOeticmeus. Co cmoponvl opeanos KKT: xemymodHo-
KUIIIEYHbIE KPOBOTEUCHHMs, a(TO3HBIA CTOMATHUT, TOIIHOTAa, PBOTa, JUapes,
HapylieHne (QyHKIUU TedeHu (HeKpo3, nuppos), xenryxa. Co cmopouwl cu-
cmeMbl Kposu: MUEIONETPECCHs] — JIEUKOTICHUsI, TPOMOOIIUTOTICHHS, aHEMUSI,
auM@orneHusi, KPOBOTCUCHUSI U KPOBOU3NIUSIHUSA. CO cmopoHbl pecnupamopHoll
cucmembyl: Kallelb, OJbIIIKa, THEBMOCKIIEPO3, MHTEPCTUIIUANIbHAS TTHEBMOHHUS.
Co cmoponbl Mouenonogou cucmemvl: OOJIE3HEHHOE, 3aTPYIHEHHOE MOYEHC-
MyCKaHUe, reMaTypusi, TUIIEPYPUKEMUS, aCENITUUYECKUN IIUCTUT, OTEKH, aMEHO-
pes, azoocniepmusi. Co cmopoHbl HEpEHOU CUCMEMbL U OP2AHO8 YYECME: TPEMOD,
MBIIIIEYHAs! APOXKb, BO3OYXKJIEHUE, HAPYIICHUE CO3HAHUSI, aTakCus, nepudepu-
Yyeckass HeWpomaTusi, BSJIbIC Mapajuydd, TaJUTIOIMHAINHN, TaplHUalbHbIE W/ UIH
CUCTEMHbIC SIUJIENTUYECKUE NpuUnaaku (Heidporokcuueckoe paeicteue). Co
CMOPOHbL KOJNCHO20 NOKpOB8a: MHOTO(MOPMHAs SpUTEMA, TOKCUYECKHM dITH-
JepMalibHbI HEKPO3, cuHIpoM CTuBeHca - [[?>KOHCOHA, ChIlb, IEPMATUT U APY-
rue KOXHBIE ajuiepruueckue peaxknuu. IIpouue: OGoneBoit cuHapoMm (00IH B
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CIHMHE, CyCTaBax), pa3BUTHE MH(EKINH1, MOBBIIIEHNE TEMIIEPATyphl Tea, 03HOO,
BTOPHUYHASI MAJIMTHU3ALIMSL.

Mumoxcanmpon. IIpoTUBOONYXO0JI€BOE CPEACTBO, aHTUMETAO0OIUT (U3
IpyNIbl CHHTETUYECKUX AHTPALMKIUHOB). MexaHu3M JEHCTBUS CBSA3aH C TOp-
moxenneMm cuHte3a PHK u JIHK, marubupoBanueM mporecca mutosa (jei-
CTBYET KaK Ha MpoiudepHupyronme, Tak 1 Ha HenpoJudepupyromme KIeTKH).
HauGoiee akTuBeH B no3nHen craauu S-¢asbl, HO He sBisieTcs gaszocnenuduy-
HBIM TpenapaToM. He mposiBisieT mepeKkpecTHON pe3nCTEHTHOCTH C OOJBIINH-
CTBOM ITUTOCTAaTHKOB. In vitro monasnsier mpoaudepanuto T- u B-mumdonuros,
Makpodaros, HApyIIAET MPOIECC AHTUTCH-TIPE3CHTAIIUH, a TAK)KE CEKPEIUIO UH-
tephepona ramma, DHO-anbda, uaTeprelikuHa-2. MHUEITOCYyIpeCCUBHOE NICH-
CTBHE MAaKCUMAaJbHO IposiBisieTcs yepe3 10 nHen nocne BBeNeHUs, pereHepanus
HACTYIAeT NPUOIU3UTENIHHO Yepe3 21 1eHb.

Dapmaronoeuueckoe oelicmeue. BcTpanBaeTcs MeXy MmapamMud OCHOBA-
nuit JIHK, napymaer ee crpyktypy u pynkiuto, uaruoupyer cuare3 PHK u
MUTO3 (MPEUMYIIECTBEHHO B MO3AHEH cTaauu S-¢a3zbl). JlelcTByeT Kak Ha mpo-
mudepupyrolre, Tak U Ha HenpoauQepupytonme KIeTku. beicTpo npoHUKaeT B
TKaHW, HECKOJIbKO MEJJIEHHEe B TOJIOBHOM M CIMHHOM MO3r, ria3a. Haubonee
BBICOKME KOHIICHTPALIMU CO3/Ial0TCS B IIUTOBUIHOM XKeEJe3€, JIETKUX, NEUYECHHU,
cepaue u spurpounrtax. J[0303aBUCHUMO U HEOOPATUMO (TIPU MPOJOJIKUTEIEHOM
JICYEHUH) YTHETAET (DYHKIIMU TOJIOBBIX KEJIE3, BbI3bIBas aMEHOPEIO WIIM a300C-
nepmuio. JuTeapsHoe MPUMEHEHNE MOKET CIIOCOOCTBOBATh Pa3BUTHUIO BTOPUY-
HBIX 3JI0KQYECTBEHHBIX OMyXoJjel (oTaaieHHbIl 3PheKT).

CasasbiBaetcd ¢ Oeakamu miasmbl Ha 78%. BeiBogurcs mMemineHHO: T1, B
mnasme — 2,3-13 gueii. CtabunbHblil 00beM pacrpenenenus 1000 n/m2. B ne-
YEHU OKHUCISETCS M 00pa3yeT MpPOM3BOJHBIE MOHO- U JUKAPOOHOBBIX KHUCIOT.
DKCKpeTupyeTcs uepes remnaroomimapuyo cucremy (25% 10361 0OHApYKUBAeT-
csl B Kajie 4yepe3 5 AHell mociie B/B BBeNeHUs) U nmouku. Hapymenue dyHKmu
MEeYEHU Cpe/IHeW cTerneHu (KOHIeHTpalusa Ounupyouna 13—34 mr/m) He compo-
BOXK/IA€TCSI M3MEHEHHEM (PapMaKOKHHETUYECKUX CBOMCTB, O0jiee BBIPAKEHHOE
n3MeHeHue (KOHIeHTpamus OuwnnpyouHa Oosnee 34 Mr/i) mMpUBOAUT K MOHUXKE-
HUIO TIa3MEeHHOTro KiupeHca u yBenudennio AUC (Heobxoamma KOppeKIus
pexkuma J03upoBaHus). BriBeieHHe MOYKaMH JIMMHUTHPOBAHO: TOJIbkOo 6—11%
J103bI MOSABIISIETCS. B MOYe uepe3 5 qHel npuema (65% — Hen3MeHeHHbIN npena-
pat, 35% — 2 HEaKTUBHBIX KHCJIOTHBIX META0OMUTa U WX TIIIOKYPOHHIBI).
Bonbiias 9yacTe 103kl aKTUBHO CBSA3BIBAETCS B TKAHSX M BBICBOOOXKIAETCS TO-
CTENEHHO, OOYCIIOBIIMBAsI TEHACHIUIO K KyMyJauuu. [Ipaktnuecku He yaanser-
Csl IPY TEMOANAIIN3E WIIA IEPUTOHEAIBHOM JUAJIH3E.

Ilob6ounoe oeticmaue. Co cmoponbl HEPEHOUL CUCTNEMbL U OP2AHO8 U)BCMEB:
rosoBHast 6016 (10%), cynoporu (4%), cnabocts, yromisieMocTb. Co cmopoHubl
cepOeuHO-coCyOUCMOLL CUCTEeMbl U CUCmeEMbl KpOS8U. CEepAeYHas HeJ0CTaTou-
HOCTh (5%), aputmus (3%), Taxukapaus, 00Jb B TPYIHOU KIIETKE, MPEXOSIINE
u3meHenus Ha DKI', ymenbiienne (pakiuu BHIOpOCa JIEBOTO JKEIyJA04YKa, MH-
bapkT MuUOKapaa, TUIIOTeH3Us, (GIEOUT, CO CMOPOHbL cucmeMbl KPosu: KPOBO-
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TEUYEeHHUsI, ICHKOTICHHsI, TPOMOOIIUTONIEHUS, SpuTporuTonenus. Co cmopomwl op-
eanoe JKKT: noteps anneTuTa, TOIHOTa U pBoTa (72%), auapes (47%), croma-
TUT (29%), skenyaouHo-kuieunsie kpoBoreueHnus (16%), 6oib B xuBote (15%),
xenryxa (3%), s3Bbl B MOJIOCTU PTa U Ha T'y0ax, HapylieHus: PyHKIUU TIEYCHH
(nmoBblllIeHUE YpOBHS OmnnpyouHa, usmenenue akrusHoctu ACT, AJIT), 3anop.
Co cmoponbl kodcHo2o nokposa. anoneuus (37%), rpuOKOBbIe TOPAKEHUS KO-
xu (15%), merexun/>xkxumMo3HbIe BoIChINanus (7%), Chilb, kKpanuBHULA, 3yA. Co
CMOPOHbL  PeCRUPAmopHOl  cucmemvl. TPUMNONOA0OHBIN cuHIpoM (78%),
onbiika (18%), kamens (13%). Co cmoponsbt Moueno1060u cucmemsl.: TATIEPY-
pUKeMUsi, TOUYEYHAsi HEIOCTATOYHOCTh, aMeHOpesl, azoocnepmus. [lpouue: paz-
BuTHE WHPeKuid — 66% (B T.4. cerncuc — 34%, TpuOKOBBIC WHPEKIINA —
15%, nueBMoHUS — 9%, HH(DEKIMH BEPXHUX ABIXATEIbHBIX MyTe — 7%), MO-
BBIIICHUE TeMIIepaTyphl Tejia, ajuiepruyecKkue peakiuu (aHaduiakcus u J1p.),
KOHBIOHKTUBUT (5%), pa3apakeHne B MeCTe BBEJCHUS, HEKPO3 MOJKOXKHOM KH-
POBOI KileTUaTKu (IIpH MOMaJaHUM MOJ KOKY U B OKOJIOCOCYAMCTOE MPOCTpaH-
CTBO).

benoamycmun (puéomycmun). IlpoTUBOONYyXOJEBBIM Tpemnapar ¢ Ou-
GYHKIMOHATBHOW aJKUJUPYIONIEH aKTUBHOCThIO. MexXaHu3M JeHCTBUS TIpe-
UMYILECTBEHHO CB3aH ¢ 00pa30BaHUEM NEPEKPECTHBIX CIIMBOK MOJIEKYJ OJHO-
uenoyeyHoil u aeyxuenoyeyHot JIHK BcnenctBue ankunupoBanus. B pe3yinb-
taTe 3Toro Hapymaercs MarpuuHas ¢ynkuua JJHK u ee cuntes. CyiiecTByroT
Tak)Ke TAHHBIE O TOM, YTO OCHIAMYCTHUH O0JIalaeT JOMOJIHUTEIHHBIMU aHTUME-
Ta0OJIMYECKUMHU CBOMCTBaMU (3((eKTOM ITypUHOBOI'O aHAJIOTa).

AHnTuHeonnactTuueckuii 3¢ (dekT OeHIaMyCTMHA ObLT TOATBEPKIEH B
MHOTOUYHCJICHHBIX MCCIIEIOBAHMUIX 1N Vitro Ha pa3IHMYHBIX OIyXOJEBBIX KJIETOY-
HBIX JINHUAX (paK MOJIOYHOM >KeJe3bl, HEMEIKOKIETOUHBIM U MEIKOKJIETOUHBIHI
pakK JIETKOT0, paK SIMYHUKOB M Pa3UYHbIC BUJBI JIEHKO3a, a TAK)KE PaK TOJCTOM
KHIIIKH, MEJIAaHOMA, MIOYEYHOKJIETOYHAS KapIIMHOMA, 3JI0Ka4e€CTBEHHbIE HOBOOO-
pa3oBaHUs TMPEACTATEIHLHOM JKeJe3bl U TOJOBHOTO MO3Ta) M in Vivo — Ha pas-
JUYHBIX IKCIIEPUMEHTAIBHBIX MOJCNAX OMyXOoJied (MelaHOMa, PaK MOJOYHOM
JKeJe3bl, capkoma, TuMdoMa, JIeHKo3 U METKOKIETOUHBIN pak jierkoro). benma-
MYCTHH HE JIEMOHCTPHUPYET WJIH JEMOHCTPUPYET JIMIIb B HE3HAUUTEIBLHOUN CTe-
NIEHU MEPEKPECTHYIO PE3UCTEHTHOCTh B YEJIIOBEYECKUX OIMYXOJIEBBIX KJIETOYHBIX
JVHUSIX C Pa3IMYHBIMA MEXaHU3MaMU YCTOWYMBOCTU. DTO YAaCTUYHO OOBSICHS-
ercsa B3aumozerctaueM ¢ JIHK, kortopoe, Mo cpaBHEHHUIO C IPYTUMHU aJKUIUPY-
IOLIUMH CPEJICTBAMU, JJIUTCS HoJibine. KpoMe Toro, B KIMHUYECKUX HCCIIEI0Ba-
HUSIX OBIJIO OOHApPYXKEHO, YTO HE CYIIECTBYET IMOJHOW TMEPEKPECTHON pe3u-
CTEHTHOCTH MEXIy OCHIaMyCTUHOM M aHTPAIMKJIMHAMY WM ATKHJIaTaMU.

Dapmaroxunemuxa.

[Tocne omHokpatHOU 30-MHHYTHOH B/B MH(Y3UU OCHIAMYCTHHA B J103€
120 mr/m? mosepxnoctu Tena Gera-dasa snmumubanmu (Tizp) cocTaBmser 28.3
MuH. Vg ipu 30-MuHyTHOU B/B MH(Y3UM coctapisieT 19.3 1, mpu mocieayomem
CUCTEMATUYECKOM BBEJCHUU W JOCTIKCHUHM PABHOBECHOW KOHIIEHTpAIUU Vg
cocraisieT oT 15.8 10 20.5 1. B cucteMHOM KpOBOTOKE OEHIAMYCTHH aKTUBHO
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CBsI3BIBacTCS ¢ Oenmkamu TuiasMbl (> 95%), riiaBHBIM 00pa3oM, ¢ albOyMHHOM.
CnocoOHocTh O€HJIaMyCTHMHA K CBSI3BIBAHHUIO C O€JIKaMH IJ1a3Mbl KPOBU HE
HapyIIAeTCsl MPU HU3KUX KOHILIEHTpAIUsAX albOyMHHA B IJIa3Me KPOBH, Y Mallu-
€HTOB B Bo3pacTe ctapiuie 70 JeT U Mpu NO3AHUX CTAUAX OIyXOJeH.

bennamycTtuHa THUAPOXIJIOPUT METAOOIUZUPYETCS MPEUMYIIECTBEHHO B
neyeHu. OCHOBHBIM IMyTEM BBIBEICHUsI OCHIaMyCTHHA THAPOXIIOpUJIA U3 Opra-
HU3Ma SIBJISIETCSl €r0 THUAPOJIN3 C 00pa3oBaHUEM MOHOTHUAPOKCH- U JUTHUJIPOK-
cubenmamyctuHa. B oOpaszoBannm ramma-rugapokcubdenmamyctuaa (M3) u N-
necmetunoennamyctuaa (M4) B meuenu 3azeiictBoBan uzopepment CYP1A2
utoxpoma P450. In vitro 6ennamyctun He uHrubupyer CYP1A4, CYP2C9/10,
CYP2D6, CYP2E1 u CYP3AA4.

Cpennee 3HaueHue oOuiero kiaupenca mnocie 30-MUHYTHON B/B MH(Y3UH
npemnapara 12 cyobexram B 103e 120 Mr/M? moBepXHOCTH Teja COCTaBuIo 639.4
mi/MuH. Okosno 20% BBeIEHHOW J103bI MpenapaTa 3KCKPETUPOBAIOCh MOYKAMHU
Ha MPOTSKEHUHU 24 4.

KonnuecTBo 3KCKpeTHpyeMOro ¢ MOYKaMyU HEM3MEHEHHOro OeHJamMyCTH-
Ha U ero MeTaboJIUTOB pacrojaraeTcsi B mopsake yObIBaHUS CIEIYIONUM o0Opa-
30M: MOHOTHJIPOKCUOEHIAMYCTHH > OEHJaMyCTHH > TUTHAPOKCUOCHIaMYyCTHH
> OKHCIIEHHBIN MeTabomuT > N-gecmeTmnOeHgaMycTiH. C KeTubio BBIBOJSTCS
MIPEUMYIIIECTBEHHO MOJISIPHBIE META0OIUTHI.

Dapmaxoxunemuxa 8 ocobwix kiunuveckux cayuasx. lpu 30 — 70% omy-
XO0JICBOM TMOPAXEHUM TMEUCHU W HE3HAUYUTEIBHO CHIDKEHHOW (PYHKIHMH MEUYCHU
(ceIBOpOTOUHBIA OnnupyOouH <1.2 mr/mm), papMakOKMHETHKA HE MMeJla 3HA4M-
MBIX Pa3JIU4hid OT TAaKOBOW y MAllMEHTOB C HOPMAJIbHOW (DYHKLHMEH MEYEHU U
no4yeK B OTHOMEHUH Cmax, Tmax, AUC, Ti/2p, Vg 1 BoiBenenus. apmMakokuHeTH-
yeckue napameTpsl y namnueHToB ¢ KK > 10 mMi/MuH, B T.4. HaXOASIIUXCS Ha
JMan3e, He OTJIMYAIIUCH CYIIECTBEHHO OT TAKOBBIX Y MAIMEHTOB C HOPMAJIbHOM
¢yHkueit noyek B OTHOWEHUH Cmax, Tmax, AUC, Ti/2p, V4 1 BeIBeI€HUS.

Ilepeoosuposka

[Ipy nprMEHEHNH MAaKCHMMAJIBHOM OJHOKPAaTHOM 1036 280 Mr/M? mosepx-
HOCTH Teja y ManueHToB Ha 7 — 21 nenp HaOmoganuch HapymieHus Ha OKIT,
BKJItOYas ymuinHeHnue uatepsaia QT, CHHYCOBYIO TaXxUKapAWIO, U3BMEHEHUS CEr-
menta ST u 3yb6ma T u Omokamy mepenHel BETBU JIEBOM HOXKM mydka ['uca
(Leoni L.M., et al., 2008; Dennie T.W., Kolesar J.M., 2009). Cnemududeckunii
aHTUAOT HEU3BeCTEH. B ciydyae BO3MOXKHOU Mepeo3UPOBKY Mpenapara cie1yeT
TUIATENbHO HAOIIONATh 32 MAlMEHTOM, BKIIIOYAash MOHUTOPUHI TeéMaTOJIOTHYe-
CKuX Tokaszatenieit u nokazarened OKI'. JIleuenue cumnromarnyeckoe. Juanus
Mano3ppeKTUBEH.

llo6ounvie oeticmsus

[Tpu ananm3e maHHBIX 1O 0E30MACHOCTH B 3aBHCHUMOCTH OT T0JIa UJTU pa-
ChI HE OBLIO BBISIBJICHO KIIMHUYECKH 3HAYMMBIX Pa3THUUNA.

HexenarenbHble peakiuu MEPEUUCIIEHBI MO0 YacTOTE€ UX PErHCTpalluu B
COOTBETCTBHH CO CIEMyrolIel rpagamueit: gacto (ot > 1/100 mo < 1/10), Heua-
cto (ot > 1/1000 no < 1/100), peako (ot > 1/10 000 mo < 1/1000), yacToTa He-
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U3BECTHA (MMEIOLIMECS JaHHbIE HE MO3BOJISIOT ONPEAEIUTh 4acToty). Co cmo-
POHBL CUCEMbl KPOBEmMBOpeHUsl: OYEHb 4YacTO - JICMKOIECHHS, HEUTPONEHUS,
TUM(GOIUTONCHUS, aHEMHUS, TPOMOOILIUTONIEHHUS; YaCTO — KPOBOTECUEHUS; OUEHb
penko — remonus. Co cmopoHvl nuwesapumenbHol Cucmemsl. OYE€Hb 4acTo —
TOIIHOTA, PBOTA, aHOPEKCcHUsA, Bocnasienne ciau3ucthix odosoyek XXKT, 6onb B
YKUBOTE, AUCIENCHS; YacTO — JAMapes, 3amop, ractpossodareanbHblii pediitokc,
CYXOCTh BO pTy, noBbliienre aktuBHocTH AJIT, ACT, II|®, koHeHTpauuu Ou-
JUpYyOMHA; 0YCHBb PEIKO - TeMOPPArudecKuii 330(aruT, KeIyI0IHO-KUIIICUHOE
kpoBoTeueHue. Co cmoponwvl cepoednHo-cocyOucmou cucmempl. 4acTo - apuT-
MUsl, TaXUKapus, CHIbKeHUue AJl; HedacTo — BBINIOT B MOJIOCTU MEpUKapAa; pel-
KO — OCTpasi COCYJIMCTasi HEJOCTATOYHOCTh;, OYCHb PEAKO - MH(APKT MHUOKAp/a,
CepICYHO-JIErOYHasi HEAOCTATOYHOCTD, (edut. Co cmopoHvl ObixamenbHOU Cu-
cmeMbl. 4aCTO — HapylieHne (YHKIMH JIbIXaHUs, KaIlelb, OJIBIIIKA, CBUCTSIICE
JbIXaHue, Ha30(hapuHTUT; OYEHb PEAKO - PUOPO3 JTETKUX, IepBUYHAS ATUITUYHAS
nHeBMOHUA. Co cmopoHbl Hep8HOU cucmeMbl. OY€Hb YacTO — TOJIOBHAs OOJb,
TOJIOBOKPYKEHHE, 0ECCOHHUIIA; YacTO — HapYIIEHUs BKYycCa, TPEBOXKHOCTb, Jie-
IIPECCHsl; PEIKO — IMOBBIIICHHAs COHJIMBOCTh, a)OHUS; OYEHb PENIKO - MmapecTe-
3usi, mepudepuyueckas CEHCOpHash HEBpOMaTHusi, AHTUXOJWHIPIUYECKHM CHUH-
JIPOM, aTakcus, SHLeQanut. /Jepmamonocuueckue peakyuu: 04eHb 4aCTO — ajo-
MELHS]; YaCTO — KOXKHAs ChIllb, KOXKHBIN 3y, CYXOCTh KOXH, OBBIIICHHAs HOY-
Has MOTJUBOCTb, TUIIEPTUIPO3; OUCHBb PEIKO — IpUTEMa, IEPMATUT, 3y, MAKY-
jomnamyne3Has cbiiib. Co cmopoHbl KOCMHO-MbIUIEYHOU CUCMeMbl. OYEHDb YacTO
— 00JIb B CIIMHE; YacTO — apTpayirus, 00Jb B KOHEUHOCTSIX, 00JIb B KOCTSIX. A/-
JlepeulecKue peakyuu: 4acto — peaklud T'MIepYyBCTBUTENBHOCTU (ajiepruye-
CKHMI JepMaTUT, KpallMBHUIIA); PEAKO — aHa(pUIAKTHUYECKUE/aHA(DUIaKTOUHBIC
peaKkIuy; O4YeHb pellko — aHaduiIakTudeckuil mok. Co cmopoHvl nONI060U CU-
cmembl: 4aCcTO — aMEHOpesl; OUeHb peliko — Oecruioaue. Mecmuule peakyuu. 4a-
CTO — 0O0JIb B MECTE MHBEKIINH, SPUTEMA; PEAKO — HEKPO3 OKPYKAIOIIHNX TKAHEH.
Ilpouue: oueHb 4acCTO — TOBBIIICHUE TEMIIEPATYPhI Teja, 03HOO, ycuieHue 00-
Je#, ¢1aboCTh, MOBBIICHHAS YCTAIOCTh, CHUKEHUE MACChl Tela, JAeTuipaTalus,
MPUCOEIMHEHNE BTOPUYHBIX MH(EKINH, TUIIEpYPUKEMHUS; YacTO — nepudepuye-
CKHE OTEKHU, TUIIOKAINEMUS; PEIKO — CEICUC; OUYEHb PEIKO — CUHIPOM JIHM3HCA
OITYXOJIH.

Illpomusonoxasanus
— YMEpEHHas U BhIpAXKEHHAS TIEYCHOYHAs! HEJJOCTATOYHOCTb;
— JKENTYyXa;
— TSIKEJIbIE TPOMOOIUTONIEHUSI U HEUTPOTICHMUS
— XUPYPTrUYECKHE BMEMIATEIbCTBA MEHEE YeM 3a 30 AHEN 10 Hadalla Tepaliny;
— UH)EKIUHU, 0COOEHHO COMPOBOXKIAIOIINECS JECHKOIIUTOIICHUEH;
— JIETCKH BO3pacT (OTCYTCTBHE NaHHBIX MO 3 (HEKTUBHOCTH U OE30MMACHOCTH);
— OepEeMEHHOCTb;
— HepuoJ JakTauu (TpyJHOTO BCKAPMJIMBAHUS );
— TOBBIIIIEHHAS! YYBCTBUTEIBHOCTh K AKTUBHOMY BEIIECTBY WJIU JIIOOOMY U3
BCIIOMOTaTENIbHBIX KOMIIOHEHTOB WJIM UX HETIEPEHOCHUMOCTb.
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C OCTOpPOXXHOCTBIO CIIEYyET Ha3HauaTh MpernapaTr NpU JErKoW MeYyeHOoU-
HOM HEJAOCTAaTOYHOCTH, MPHU HapylleHUusx GyHkiuu nodek. [lanueHTts! ¢ Hamu-
YleM B aHaMHE3€ CEPbE3HbIX KapIHOJIOTHYECKUX 3a00JieBaHUM (MHPapKT MHUO-
KapJa, SMU30/bl UIIEMHUH, apUTMHUSI) HYXKJAIOTCS B TIATEILHOM MOHUTOPHUHTE
BOJIHO-3JICKTPOJIUTHOTO OanaHca, B OCOOCHHOCTH Kanusi, U KoHTpoie DKI' B
npoliecce Tepanuu puOOMYCTHHOM.

Anemmysymaéd (kamnac). Ilpencrapnser coO0l TeHHO-UHKEHEPHBIE Ty-
manusupoBanHble [gG1 xanma MOHOKJIOHATbHBIE aHTUTENA, CIICUPUIESCKH CBS-
3pIBaOIIMECS ¢ MHKonpoTenHoM (D52, KOTOpBIM 3Kclpeccupyercs Ha Io-
BEPXHOCTH HOPMAJIbHBIX M MaJUTHU3UPOBAHHBIX B- u T-mumMdponuToB KpoBwu.
AnemTy3ymMad TMOJydeH B pe3yibTaTe BKIIOUCHHS 6 BapuaOCIbHBIX PETHOHOB
(ompeaensronmx KOMIUIEMEHTAPHOCTh YYACTKOB) KPBICMHOTO MOHOKJIOHAJIBHO-
ro antutena [gG2 B monekyny yenoBedyeckoro IgGl. AHTUTENA NPOTYITUPYIOT-
Csl HAXOJSIICHCs B MUTATEIBHON cpejie CyCleH3uel KIETOUHON KYJIbTYyphl Mile-
KOIUTAIOMIETO (KJIETKH SIMYHUKA KUTAHCKOTO XOMSYKA).

AnemTy3yma0 BBI3BIBACT JIM3UC JTUM(MOIIUTOB 32 CUET B3aUMOJCUCTBUS C
anTureHoM CDS52, KOTOpBIN HE NMOABEPKEH MOAYJISALMU U DKCIIPECCUPYETCS Ha
MOBEPXHOCTH Bcex B- u T-muMdponuToB, a TakKe MOHOIIUTOB, TAMOIIUTOB, MaK-
podaros. JIuzuc aMMQPOLUTOB, OMOCPENOBAHHBIM AHTUTENAMH, OOYCIOBIIEH
dbuKkcaleil KOMIJIEMEHTa U aHTUTENIO-3aBUCUMBIM KJIETOUYHBIM IUTOTOKCHYE-
ckuM 3pdexToM. JlaHHBI aHTUTEH OOHAPYKEH Ha MOBEPXHOCTU HE3HAUUTEIb-
HOI yacTu (MeHee 5%) rpaHyJIONUTOB MU OTCYTCTBYET Ha 3PUTPOLIUTAX U TPOM-
OouuTax, HE IMOBPEXKIAET CTBOJOBBIE KPOBETBOPHBIE KIETKM U KIETKH-
npenmecTBeHHUKU. (Bonkosa M.A., 2006)

Dapmaxoxkunemuxa. Y TAIMEHTOB C XPOHUYECKUM JIMM(POIEHKO30M, MO-
Jy4daBIIuX anemMTy3ymab 1 paz/Hen. He 6osee 12 Henmenb MpU OJTHOKPATHBIX B/B
uHpy3usx B go3e 7.5 mr, 24 Mr u 75 mr, Cmax 1 AUC nponopiinoHaibHO 3aBU-
cenu ot 103bl. Cpennue 3HaueHus Tip Haxogunuck B npenenax 23-30 4. Mme-
IOTCSl JaHHBIE O TOM, YTO MPU XPOHUYECKOM JTUM(OJIEHKO3€ YBEITUUEHUE KOH-
LEHTpaluu aleMTy3yMala B CHIBOPOTKE KPOBH COOTBETCTBOBAJIO 3HAUUTEIHHO-
MY YMEHBUICHUIO BBIPAKEHHOCTH JUM(OLNTO3a, 00YCIOBICHHOIO OIYXOJIEBbIM
nporieccom (Fischer K., et al., 2012). Yucno MaaIurau3upoBaHHBIX JTUMQPOIIUTOB
MPEICTABIIAET COOOM IMyJT KIETOK KPOBH, B KOTOPOM HAKaIIUBACTCS aJIEMTY3Y-
Mab. [Ipu cHmKeHun TUMQOLUTO3a NAHHBIN My ANUMUHUPYETCS, YTO MPHUBO-
JUT K YBEJIMYCHUI0O MUHUMAJIbHBIX U MAaKCUMAaJbHBIX KOHIIEHTpAIUi mpenapara
B ChIBOpoTKe. WHauBHayanbHas BapuaOeNbHOCTh (apMaKOKMHETHUYECKUX
CBOMCTB anemMTy3ymala, BEpOSITHO, OTYACTU OOYCJIOBJIEHA PA3JIMYUEM B OMYXO-
neBoit Macce. [lociie BBeeHNs B HAYaJIbHOW 103€ 3 MI' C JaJIbHEUIIIUM yBEJINYe-
Huem 10 30 mr 3 pasza B HEAETIO C MPOJOJKUTEIBHOCTBIO JIeUeHUs 10 12 Hef.
(dapmMakoKMHETHKa aneMTy3ymalda onuckiBaeTcs 2-(ha3HoN MOJENBIO U XapaKTe-
pHU3yeTCsl HEeIMHEHHOW KMHETHKON B ¢asze snumuHanmu. [locie BBeneHus mo-
cienHer 103bl 30 Mr cpeHHE 3HaYeHUs Vg B PABHOBECHOM COCTOSIHUU COCTaB-
asitoT 0.15 51/kr, 9TO yKa3pIBaeT Ha MPEUMYIIECTBEHHOE paclpe/iesieHne aKTUB-
HOT'O BELIECTBA BO BHEKJIETOYHOM JKUIKOCTU U B Iu1azMe. CUCTEMHBIN KIMPEHC

125



IIpU MHOTOKPATHOM BBEJICHUM TpernapaTta cHuxkaica. Kpome Toro, npu MHOro-
KpaTHOM €ro BBEJICHUU U MOCIEAYIONIEH KyMYJISIIIUU B IUIa3M€ CKOPOCTh 3JIU-
MUHAILIUY NPUOIMKAIAch K KHHETUKE HYJIEBOTO mopsjka. Takum obpaszoM, mo-
cie BBeAeHUs nepBoid 1036l 30 mMr Ty, cocTaBui 8 4, mocie BBEACHUS MOCIE-
Hel 10361 30 Mr - 6 nHel. PaBHOBECHBIE KOHIICHTPALUU JIOCTUTATTUCH IPUMEPHO
yepe3 6 HeJelb JICUEHUSI.

llob6ounoe oeticmsue Anemmysymada. Co CmopoHbl OpeaHu3Ma 6 Yeiom:
4acTo — 00JIM B TIOSICHHIIE, HEUTPOIICHNYECKAs JINXOpaaKa, 00Jb B TPYAH, OTEK
CJIM3UCTON 000JIOYKHA POTOBOM TMOJOCTH, ACTCHHS, HEAOMOTaHUE, TPHUIIIIONO100-
HBIC CUMITTOMBI, OIIYIIIEHNE U3MEHECHHS TeMIIePaTyphl Telia; PEAKO — 0OMOPOK,
nepudepruIecKue OTeKu, 00U B HOTaX, ajieprudeckue peakiuu. Co cmopoHul
cepoeyHo-cocyoucmou cucmemsl: O4€Hb YacTO — apTepUalbHas THUIIOTEH3HS;
4acTO — apTepuajbHas TMIEPTEeH3Us, TaXUKAP/IUsl, aHTUOCIIa3M, TUIIEpEMUs JIu-
11, OIIyIIEHUE cepaleOueHus ; peIKo — OCTaHOBKa cep/lia, HHPapKT MUOKAp/Ia,
bubpwIIAMs IpeacepaAnii, HaKeIyJouKoBas Taxukapaus, Hapymenus DK,
aputMusi, OpaguKapaus, HapylieHus nepudepudeckoro kpopoobOpaienus. Co
cmoponsl L[HC u nepugepuueckoti HepeHoti cucmemsl: 0O4EHb YaCTO — TOJIOBHAS
00JIb; 4acTO — TPEMOP, APECTE3UH, TOJIOBOKPYKEHHUE, TUIIEPKUHE3USI, TTapecTe-
3Usl, CIIyTAaHHOCTh CO3HAHUS, TPEBOra, COHJMBOCTH, JEMpPEccusi, OECCOHHHUIIA;
pPEeIKO — HapYIIEHUE MMOXO0JIKH, JUCTOHHUS, TUIIEPECTE3Us, TUIIEPTOHYC, HEBPOIIa-
TUSI, HEPBO3HOCTh, HAPYIICHUE MBIIUICHUSA, JCNEPCOHAIN3AINS, UMIIOTCHIIHS,
paccTpoiicTBa IMYHOCTH. CO CMOpoHbl 0P2aHO8 4y8cma: 4acTo — NOTePs. BKYCO-
BBIX OINIYIIEHUN, KOHBIOHKTUBHT, PEAKO — HSHO(PTAIBM, IMOTEPS CIIyXa, 3BOH B
ylax, u3BpauieHue Bkyca. Co cmopoHvl nuujegapumenbHou cucmemvl. OYeHb
4acTO — TOIIHOTA, PBOTA, AMApPEs; 4acTO — OOJU B IKUBOTE, KEIYAOUYHO-
KHIIIEYHOE KPOBOTEUYCHUE, CTOMATUT, MYKO3UT, HapylieHue QyHKIUUA TCYCHH,
3arop, JUCIEICHs, SI3BEHHBIM CTOMATUT, METEOPU3M; PEIKO — TacCTPOIHTEPUT,
TMHTUBUT, OTPBDKKA, UKOTA, CYXOCTh BO PTY, S3BEHHOE MOPAKEHHUE CIU3UCTOU
000JIOUKH, SI3BEHHOE TopaxkeHue sizbika. Co cmopoHwul cucmemvl Kpogemeope-
HUs: 4aCTO — TPaHYJIOIUTONCHUS, TPOMOOIIMTOIICHUS, aHEMHSI, TTAHITUTOTICHHUS,
JefKkoneHus, JTUMQOTICHHs, TypITypa; PEIKO — arjia3us KOCTHOTO MO3ra, CHU-
JKEHUE ypoBHs rantoriobouHa, JIBC-curapom, reMoauTHdecKass aHeMusl, yrHe-
T€HHE KOCTHOMO3IOBOTO KPOBETBOPEHHSI, HOCOBBIE KPOBOTEUYEHHUS, KPOBOTEUE-
HUSI U3 HOCa, U3 JIECEH, U3MEHEHUsI Tokazateneil kpoBu. Co cmopoHvl 0bMeHa
gewjecma: 4acTo — TUMIOHATPUEMUS, JETUApaTalus, CHUKEHUE MACChl Tela, TH-
MOKAJIBIIUEMUS, JKaXK/Ia; PEIKO — 00OCTpEeHHE caxapHoro nuabera, mepuopou-
TaJbHbIE OTEKHU, TUNOKanuemMusi. Co cmopoHbl KOCMHO-MbIUEYHOU CUCTNEMbL:
4acTo — 0O0JIM B KOCTSX, apTpayirus, Muainrusi. Co cmopoHvl OblxamenvHol Cu-
cmembl: OYEHb YacTO — IMHEBMOHUS, OJBIIIKA; YaCTO — MHEBMOHUT, OPOHXOC-
1asM, CHHYCHT, KallleJb, TUITOKCHS, NHOEKIINH BEPXHUX OTMEIOB JIbIXaTEeIbHBIX
nyTei, OpoHXHT, GapUHTUT, KPOBOXAPKAHBE; PEIIKO — OTEK JIETKUX, 3aTpyIHE-
HUE JIbIXaHUs, MTHOUIBTPAIMS JETOYHONW TKaHU, PECIUPATOPHBIC 3a00JIeBaHMs,
OCIIa0JICHUE NTbIXaHUS, TAPUHTUT, PA3PaKCHUE TJIIOTKH, BBINOT B IJICBPAIBHON
nosioctd. Co cmopomnsl Mouegbl0eUmenbHOU CUCmeMbl: YaCTO — UH(PEKINH MO-
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YEeBBIBOSIINX MyTEH; PEAKO — HApyIIeHHE PYHKIIMU MOYEK, MOJINYPHs, TeMaTy-
pusi, HelepKaHUe MOYM, OJIUTYpUsl. Allepeuyeckue peaxyuu: OYE€Hb HacTO —
KpaluBHHUIIA. /Jepmamonocuieckue peakyuu: 04eHb 4acTO — Cblllb, 3y/l, MOBbI-
HIEHHas! MOTJIMBOCTh, YacTO — APUTEMATO3Hasl ChIllb, OYJUIE3HBIC BBHICHIIAHMUS,
peaKo — TpUOKOBBIN JEPMATUT, OHUXOMHMKO3, MaKyJIO-TamyJe3Hasl Chilb. Mecm-
Hble peakyuu: 4acTo — pa3fpa’keHue, MOKPACHEHHE; PEIKO — KPOBOU3JIMUSHUE,
epMaTuT, 6016, Ipdexmul, 00yCr061eHHbIE UMMYHOOENPECCUBHBIM OeUCmEu-
eM: OYeHb 4acTo — cercuc, nHpEeKIuu, BeI3BaHHbIe Herpes simplex; wacto —
WH(EKINK, BBI3BaHHBIC I[MTOMErajJoBHpycoMm, Pneumocystis carinii, Herpes
zoster, KaHIUOMHUKO3, TPHOKOBast MH(PEKIHs, abCIecc; peaKo — BUPYyCHas, Oak-
TepuanbHasi HHPEKIUS.

IIpomugonoxaszanus: OCTpbIA WK 00OCTPEHHUE XPOHUYECKOIO CUCTEMHO-
ro uHQEKIMOHHOTO Tmpouecca; BUY-undexius; COMyTCTBYIOIIME OIYyXOJH,
TpeOyrolre JiedeHusi; 0epeMEeHHOCTh, MEPHOJ| JaKTalluW; TOBBIIIEHHAS YYB-
CTBUTEJILHOCTb K aJIeMTy3yMaoy.

Ipumenenue npu Hapywenusx gyukyuu nevenu u novex. He pexomenmy-
eTcsl IPUMEHEHNE aJIeMTy3yMala y MalMeHTOB C 3a00JI€BaHUSIMU [IEYEHU U T10-
4eK, 3a UCKIFOYEHHEM CIIy4aeB, KOrJa OKHJaeMas I0JIb3a TEPAUHU IPEBOCXO-
JUT MOTEHIMAIBHBIA PUCK pPa3BUTHS TOOOUYHBIX () (HEKTOB.

Ocobvie ykazanus. Cleayer ¢ OCTOPOKHOCThIO IPUMEHSATD y MallUEHTOB C
NbC n nonyyaromux aHTUTAIIEPTEH3UBHBIE ITpernapartel. [IpeMenukanuio aHTu-
TUCTAMUHHBIMHU IIpenapataMd U HEONMOUJAHBIMUA AHAJIBIETUKAMH CIIETYET Mpo-
BOJUTH JIO NIEPBOTO BBEJICHUS aleMTy3yMa0a, IpH KaKJIOM MOCIEAYIOIIEM BBe-
JIEHUW YBEIMYEHHOW J03bl Ipernapara, a TaKKe M0 KIMHHUYECKUM MOKa3aHUIM.
Bo Bpems Tepanuu v B TEUEHHE HE MEHEE 2 MECSILEB NOCIE €€ OKOHYaHUS clie-
JyeT TPOBOJAUTH NpOoUIaKTUKY pa3BuTUs UHpekuui. [Ipu Tspkenbix nHpeKIu-
OHHBIX OCJIO)KHEHUSIX CJIelyeT MPEeKpaTUTh MPUMEHEHHUE ajJeMTy3ymada 0 uX
VCYE3HOBEHUs. B mepuon jedeHus cieayeT PEeryssipHO BBIIOJHATH Pa3BEpHY-
TBII aHAIN3 MOKa3aTeNne nepudepudeckoit KpoBu. [Ipu pa3BuTHn BeIpaKEHHOM
reéMaTOTOKCUYHOCTU CIIEAYyeT NPEeKpaTuTh NPUMEHEHUE ajemMTy3ymaba /10 moJ-
HOTO €€ MCYE3HOBEHHMs. B meproa jedeHus cieqyeT TIATEIbHO KOHTPOJIUPO-
BaTh KIIMHUYECKOE COCTOSIHUE MMALIMEHTOB IMOXKUIJIOrO BO3pacTa.

He pexomenayercs npuMeHEHHE )KUBBIX BUPYCHBIX BaKLMH, IO KpallHEH
Mepe, B TeueHue 12 Mec moce Tepanuu aJeMTy3yMaOoM.

IIPHUHATHE PEIIEHHA O HAYAJE ITHTOCTATHYECKOH
TEPAIIUU X)UT H 9O DPEKTHBHOCTD PA3JIMYHbBIX
ITPOTOKOJIOB

Baxubim Bonpocom Tepanuu XJIJI sBiseTcss BOIpoOC 0O BpEMEHU Hayalia
neuenus. [leppuunas nuarHoctuka XJIJI He sBIsIETCS OCHOBaHUMEM K HEMEN-
JICHHOMY Ha3HAYEHHWIO IUTOCTATHYECKOW Tepamuu. Y OOJBHBIX C T0OpoKaye-
CTBEHHOU U MeieHHomnporpeccupytomei popmamu XJIJI nmpeobiagaet BbHKH-
JaTenbHas TaKTUKA. 3a 3TUMHU OOJIBHBIMH BEIETCS JTUHAMUYECKOE HAOIOICHHE
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C TIIATEIBPHOU CaHaIMed 04aroBbiX WH(MEKIH. boIbITMHCTBO T€eMaTOIOTOB TI0-
Ka3aHUSAMH K Havaly nuroctatuaeckoi tepanuu XJIJI cuurator (pekoMeHanum
paboueit rpymmsl o XJIJI — International Workshop on CLL - IWCLL):

- HaJu4ue LUTOINEHUU, OOYCIOBIEHHBIX YTHETEHHEM KPOBETBOPEHHUS 3a
c4eT MHOUIbTPAIMU KOCTHOI'O MO3Tra OMyXOJEBBIMH JUM(OIUTAMU, B KOCTHOM
Mo3re JumdonuTo3 >80%, yrHETEHHUE IPUTPOUIHOTO U METaKaAPUOIUTAPHOTO
POCTKOB,

- BEIPOKCHHBIE CHUMIITOMBI HHTOKCHKaIUHU (rmoteps 6osee 10% macchr Te-
7a 3a 6 Mec., HOUHBIE TOTHI), crbHAs crnabocth (ECOG>2), nuxopaaka >38 °C
Oonee 2 Henenb 0e3 MposABICHUI HHDEKINH,

- 3HQUUTEJILHOE YBEIMUEHUE TUM(PATHIECKUX Y3JI0B,

- MaccuBHas (> 6 cM u3-1oJ1 pebepHOro Kpasi) CeJIe3eHKa,

- AUT'A u UTII, He oTBeHarone Ha CTEPOUTHYIO TEPAIIHUIO.

Ecnu 3TUX mpU3HAaKOB HET, TO BOIMPOC O HA3HAYEHUU JICUCHUS PEIIaeTCs
WHIUBUTYaJIbHO.

Boibop TakTuKM BelleHHA OOJBHBIX XPOHUYECKUM JMM(]OIEHKo30M
(XJIJT) 3aBUCHUT OT pacrpoCTPaHEHHOCTH OITyXOJEBOTO Mpoliecca, Bo3pacTa ma-
[[MEHTA, HAJIMYUS CUMIITOMOB aKTHMBHOCTH IAaTOJOTHYECKOTO Ipoliecca, Haju-
YUl U TSOKECTH COMYTCTBYIONMIEH MATOJIOTMH, OMOJOTUYECKHX XapaKTEPUCTHUK
OITYXOJIH.

Tabauya 30
IIxana Eastern Cooperative Oncology Group (ECOG)
3HaveHne Omucanne ECOG
0 Cnoco0eH oCyIIeCTBISATh HOPMaIIbHYIO (PU3UYECKYIO €SI TEIbHOCTD
0e3 orpaHuYeHUIN
1 OrpanuueHne Ha YHEPTETUIECKYIO (PU3UIECKYIO ACSTEIHHOCTD, aM-

OyJlaTOpHOE JICUCHHE, CIIOCOOEH K HECIIOKHON MU MaJIOTIOIBHXK-
HOU NeATEIILHOCTH.

2 AMOynatopHoe JeueHue, crnocoOeH 3a00TUThCA 0 cede, HO HE CIOo-
cOoO€H K Kako JTuOO0 TPyAOBOU ACATEILHOCTH, TPOBOJAUT OOJIee
50% BpemMeHH BHE MOCTENH.

3 OrpaHnyeHHO cIOocOOEH 3a00TUTHCS O ceOe, HO BBIHYK/IEH ITPOBO-
JUTh B MoCcTeNn uiv cujig 6osee 50% BpemMeHHU.
4 [TonHas HeeecrnocoOHOCTh, TOTHOCTHIO HE CLIOCOOEH 3a00TUTHCA O
cebe, MOTHOCTHIO MPUKOBAH K MOCTENIN WUJTH CTYITY.
5 CmepTb.
Hpunyunot nevenus XJLI

Hwuskuii puck:
e Cramus 0 mo Rai, cranus A o Binet
 Meaunana BeDKHBaeMoCTH: 15 et u Ooltee
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* PanHee Hauano JIiCYCHUs IMNanMCHTOB HAa paHHUX CTa/lU-

X HE BIMSET Ha BBDKUBAEMOCTD
 HABJIIOAEHUE .

Cpennuii u Beicokui puck XJIJI:

e Cramus I-11 u 111-1V o Rai, coorBercBenno/ B u C no
Binet

* OrtcyTcTBHE Tporpecun 3a00IeBaHuUs: HAOIIOICHHE 32
MalEHTOM

» Ilpu mporpeccu 3a00eBaHMs - HAYAIO JICYCHUS: KOM-
OMHUPOBAHHASI XWMHOTEPAINs, MOHOKJIOHAJIbHbIC aH-
tutena, TT'CK.

TpaaumonHslie mporuoctuyeckue dhaxkTopsl Teuenus XJJI:
- [lo3aHsis cTanust HA MOMEHT MTOCTAaHOBKHU JTUArHO3a
- KopoTkoe Bpems yiBoeHnus muMdouToB
- uddysnas unbUIBTpAINS KOCTHOTO MO3Ta
- [Toxxuon Bo3pact, My»CKOH I10JI
- Bricokas koHIeHTpanus 32-MUKPOTIIO0yIuHA
> 2.0 pg/mL
- PactBopumsrit CD23.

CoBpeMeHHbIe IporHocTuyeckue Gaxkropsl TeueHus XJUJI:
XpomocoMHbIe ab0eparuu
— 17p neneuus
— 119 neneuus
- 12q tpucomus
— HopmasnbHblii KapuOTHII
— 139 memenus
BapuabenbHblii paiioH Tskenol nenu uMmyHornooynuna (1gViy)?
— <2 % HYKJI. TTOC]I. U3MEHEHBI = HET MyTalluu
— BepkuBaemocts 117 MecsiieB mpu OTCYTCBHM MyTauuu U 293 me-
CSITIEB MPU HATMYWUU MYyTaIluu
CD38 cratyc (> 30% = HeOIaronpusTHHIA MPOTHO3)
ZAP-70 craryc (> 20% = HeOmaronpusTHBINA TPOTHO3)
VYBenuueHHas TAMHIUKHHA3HAs aKTUBHOCTD (> 6 U/L).

Kpurepuuu oreta Ha tepanuto XJIJI npencraBnens B Tabmure 31.
B mpornuiom crosnetun CyriecTBOBAlIO JIBa OCHOBHBIX Mperapara JJis Jie-

yenusi XJIJI. [lpu ObicTpoMm pocTe umcia JEUKOIMTOB Ha (OHE YMEPEHHOM
mumbageHonaTHu Ha3Havasucs xjaopamOoyuui. [Ipu BeipakenHoi numdanenomna-
TUM Ha (OHE YMEPEHHOTO JIEWKOIUTO3a HazHadaycs Iukiaodpochamun. Ilpu
OBICTPOM YBEJIMYEHUU JTUM(PATUUECKUX Y3JI0B U OTCYTCTBUHU 3P (deKTa OT MOHO-
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Tepanuu UKI0(hochaMuI0M TPOBOIUIHN KyPChl MOTUXUMHOTEPATNH IO TTPOTO-
kosam CP, COP, CHOP, CAP.

[TypunoBsiii aHanor QuygapabuH, MOSBUBIIUKICS B KIMHUYECKON MPAKTH-
Ke B KOoHIlEe 90-X ro/ioB, MpoJeMOHCTpUpPOBai 3PHEKTUBHOCTh, KOTOPasl 3HAYU-
TeJIbHO MpeBblana 3QGEeKTUBHOCTh ANKWIUPYIONIUX MpenapaToB. boiee Toro,
BriepBbie B ucrtopun jedenus XJIJI ¢ npumenennem (iynapabuna crajio BO3-
MOKHBIM J0CTIoKeHHEe moHoro otBeTa (I10) y Tpetn 6onpHbIX (Rai K.R., et al.,
2000; O’Brien S.M., et al., 2001).

Ha ocnoBanmm pe3syinbraroB, momydeHHbix K.R. Rai et al. (2000), mo
OLICHKE CpaBHUTENbHON 3((EeKTUBHOCTH XJopaMmOyuuna u ¢iaynapabuHa B
M0JIB3Yy TIOCIICTHETO, IPYTHUE UCCIICOBATENN B MOMBITKAX MOBBICUTH €ro A dek-
TUBHOCTb M3YyYWJIU MPEUMYIIECTBA T€X WM WHBIX KOMOMHAIui QurygapadruHa u
JIPYTUX XUMHUOTEPANEBTUIECKUX areHToB. Hambomee ycrnenHbM 0Ka3aaoch Co-
yeranue FC (¢nymapabun, mukinopochamua) (O’Brien S.M., et al., 2001;
Hillmen P., 2007; Catovsky D., et al., 2007). D¢ dexruBHOCTS KOMOUHaMKH FC
(nynapabun 25 Mr/mM? MOBEpXHOCTH Tena B 1-3- i IeHb BHYTPUBEHHO, LIUK-
nodocdamun 200 mr/m? B 1-3-ii eHs BHYTPUBEHHO) cocTaBiseT 74-95%, npu
atoM 1O nmocturnyt y 23-38% OOJIBHBIX, YTO CYIIECTBEHHO BBIIIE, YEM IPU
npuMeHeHnn (Gyaapabuna B mMonopexxume (Catovsky D., et al., 2007; Flinn
I.W., et al., 2007; Eichhorst B.F., et al., 2006).

Ucnonb3oBanue ¢urynapaOuH-coaepKalinx peKUMOB BIIEPBbIE B UCTOPUHU
nedyeHus nanueHToB ¢ XJIJI mpuBeno K CymIeCTBEHHOMY YIYUYIIEHHIO OOIIETro
orBera (OO) Ha Tepamuio, BO3MOXHOCTH JOCTH)KCHHS ITOJIHOM pPEMHUCCHH,
a TaKXe YJTy4lIIEHUIO BKMBaeMocTu 0e3 nmporpeccupoBanus (BBII), yero panee
HE y/IaBaJIOCh JIOCTUTHYTh TIPHW MPUMCHCHUH aJKWIUPYIOMUX TIpernapaToB
B MOHOpEXHUME, a Takke B cocTtaBe cxem mnoiuxumuorepanuu (IIXT) (COP,
CHOP) (Steurer M., et al., 2006).

JlanpbHEeWImMUM 1maroM B pa3padOTKe HOBBIX METONOB Teparmuu rpu XJLJI
cTasio goOaBiieHue K QuryaapaOuH-COAEpk AIIUM PEeKMMaM MOHOKIJIOHAJIBHOTO
anTutena k antureny CD20 — putykcumaba.

PerpocnextuBHas ounenka 3¢hdexkTuBHOCTH GiaynapabrHa B COYETaHUU
c purykcumabom (FR) B nByx wuccnenoBanusix (CALGB 9712, n=104)
u (CALGB 9011, n=178) nokazana, 4To y MaiMeHTOB, MOJy4aBmux pexum FR,
3HauuTenbHO Jayuiie mnokazarenu BBIT (p<0,0001) u obmieil BbDKMBAEMOCTH
(OB) (p=0,0006) o cpaBHEHHUIO C OOIBLHBIMU, KOTOPBIE MOTydau GuryaapaOuH
B MOHOpexuMe. KonmdecTBo MH(DEKITMOHHBIX OCIIOKHEHUH OBLIO COTIOCTaBUMO
B o0eux rpynmnax (Byrd J.C., et al., 2005; Schulz H., et al., 2002; Byrd J.C., et
al., 2003, 2009).

B Hacrosmee Bpemst 30JI0TBIM CTaHIAPTOM IEPBOM JIMHUM TEPAUM IS
nedeHus: OosbmMHCTBA O00NbHBIX XJIJI sBisieTcs KOMOWHUpOBAHHAsI TEPAIHS
¢dynapadbunom ¢ nukinodochamuaom u purykcumadom (FCR) (Eichhorst B.F.,
et al., 2009; 3arockuna T.I1., dokmuua U.A., [llapnakos B.U., 2005; 3arocku-
Ha T.II., 2006; Poccuiickue KIMHHYECKHE PEKOMCHJAIMH MO JUArHOCTUKE M
JedeHuro JumdornponudepaTuBHbIX 3a0oneBannii, 2013).
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Taonuua 31. Xapakmepucmuka omeemog na mepanuto XJII

IMapametp Monanas pemuccus (I1P) Yacruunas pemuccus (UP) IMporpeccust Cradunuzanus
I'pynna A
JInmdoy3abl He 6onee 1,5 cm Ymenbuienue > 50% VBenuuenue > 50% Wsmenenne ot - 49% no

+49%

IleyeHnn M cejie3eHKa

HopmanbHbie pa3mepsl

Vmenbiienue > 50%

VBennuenue > 50%

Namenenne or - 49% 1o
+49%

JInmdomuros

OtcyrcTByeT

Vmenbiienue > 50%

VBennuenue > 50%

Namenenne or - 49% 1o
+49%

KocTHBIIT M0O3T

Hopwmoxknerounsiii, <30%
JTUM(OLUTOB, OTCYTCTBUE
ckoruieHu# B-mumdoruron

YMeHblIeHHEe — MHQWIBTPALUH
oonee yem Ha 50%, Hamuuue B-
KJICTOYHBIX HHPUIBTPATOB OO
UCCIICIOBAaHKUE HE BBITIOIHSIIOCH

Hapacranue wunduibtpa-
IIUU KOCTHOTO MO3Tra

OtcyTrcTBUE N3MEHEHUN B
CTeTeH! HH(DUIbTpAIUN
KOCTHOI'O MO3ra

B-cumnTombl Her Jlro6nbie JIroObie JIroObie
I'pynna B
TpomoOouuTsI > 100 x 10%n > 100 x 10%1 wm oBbI- | Camkenne > 50% M3me- N3smenenne ot - 49% no
menue > 50% oT uCXOIHOTO HEHHUE OT UCXOJIHOTO +49%
YPOBHS yPOBHS YPOBHSI CBSI3aHHOTO C
XJUT
I'emorsno0un > 110 r/n (6e3 Tpanchy3mit | > 110 /1w moBeimenue > | CHmwkenne Oojee yeMm Ha | [lopeimenne o < 110 1/n
Y SPUTPONOITHHA 50% oT uc XOAHOTO YPOBHS 20 r/n cesazannoe ¢ XJUJI | unmu < 50% ot ucxoaHoro
YPOBHSI CHUXCHHE MCHEE
yem Ha 20 /11
I'panyionursl > 1,5x10%n > 1,5 x 10%n umn yBenuuenue > | JIro6oit ypoBeHb JI1060i1 ypoBeHb

50% OT NCXOJHOrO YPOBHS




Janubi ctangapt tepanun XJIJI cran pe3ysbTaTtoM HMcCiIe0BaHNM, IIPO-
BeneHHBIX B MD Anderson Center (CIIIA) B 1999-2003 rr. Ilo pe3synasTaram
JAHHOTO MCCle/IoBaHus, KoMOuHamus (uynapadbuna (25 mr/m? B 1-5-ii nens
BHYTPUBEHHO), IuKiIodochamuaa (200 Mr/m? nosepxHocTu Tena B 1-5-i neHsb
BHYTPUBEHHO) U puTykcuMaba (375 mMr/m? moBepXHOCTH Tena B 1-if 1eHb BHYT-
PUBEHHO) okazanach dpdextuBHON B 95% ciyuaes, ipu 3ToM B /1% — 3a cuer
[10 ynepBuuHblx O0JbHBIX. [lpu UCnonb30BaHUM JaHHOW KOMOHMHAIMH
B Tepanuu pedpakTepHbIX OOJIBHBIX WM MPHU peUUIUBE 3a00ieBaHus oOIIas
3¢ HexTUBHOCTH cocTaBisieT okoo 70%, BeposTHOCTh noctmxkeHus [10 — 25%
(Keating M.J.,et al., 2005; Wierda W., et al., 2005).

[IpumeHneHnre TakolW KOMOWHAIIMW BIIEPBHIC 3a MHOTHE TOABI IPHUBEIO
K ynydmeanio oomel BepkuBaemoctu (OB). Ilo mamneim C.S. Tam, 6-metHsis
oOmiasi 1 OeccOOBITHITHAS BBDKHBAEMOCTh TIPH MCIIOJIB30BAHUM KOMOWHAIIMH
baynapabuna, nukiaopochamuaa u purykcumadba cocraBuwina 77 u 51% coot-
sBerctBenHo (Tam C.S., et al., 2008; Keating M.J., et al., 2009; Faderl S., et al.,
2010).

JlaHHbI€, MOTYyYEHHbIE AMEPUKAHCKUMHU YYEHBIMH, B MOCJIEIYIONEM ObLIA
noATBepKAeHbl pe3ynbraramu uccieaoBanuss CLL8 I ¢asbl, mpoBeaeHHOTO
HeMeLKoH uccienoBarenbekoi rpymmoit (German CLL Study Group —
GCLLSG). B pmanHOM  WCCleIOBaHWU  CpaBHUBAIM  3((EKTUBHOCTH
1 TOKCMYHOCTh peskuMoB FC n FCR, BeiieicTBue 4ero BhIABIEHO 3HAYUTENBHOE
MOBBIIICHUE YacTOThI HocTrxkeHus [10 (B rpymnme XUMHOMMMYHOTEpAITUN 3TOT
nokaszateb jocturai 44%, a B rpyIie 0e3 IpuMEeHEeHUs puTykcuMaba — 22%),
yinyuiienre meauansl BBIT (65% B rpynne FCR u 45% B rpynne FC cooTBet-
ctBeHHo) u OB (87 u 83% coorBerctBenno) (Hallek M., et al., 2010). Caenyer
OTMETHTb, YTO JAHHBIN peXuM 00JagacT 3HAYMTEIBHBIM TTPO(HIEM TOKCHUYHO-
CTH, B CBSI3U C YE€M €0 MOXHO MPUMEHSTH TOJIbKO y manueHToB ¢ XJIJI 6e3 BbI-
paKEHHBIX COIYTCTBYIOMMX 3a0oJieBanuii (B uccinenopanne CLL8 Obutn BKITIO-
YeHBI T€ MAIMEHTHI, Y KOTOphIX moka3aress mo mkane CIRS (Cumulative Illness
Rating Score) 6b11 <6) (Hallek M., et al., 2010; Fortin M., 2011).

Opnnako, BbIOMpasl MporpamMmy Tepanmuud HEOOXOAMMO YYUTHIBATH, UTO
MHorue 0onbHbIe XJIJI — 3TO NMFOAM MOXKHUIOTO BO3pacTa, YacTO MMEIOIINE TH-
eyt conyTcTByronryto natonoruto (Hukutun E.A., 2007). YV naniueHToB MO-
KHUJIOTO BO3pAcTa C OTSATOLICHHBIM COMYTCTBYIOIIMM aHAMHE30M IO-TIPEKHEMY
B KaUeCTBE TepaIuy MEePBOM JIMHUK IMHUPOKO MPUMEHSIOT AJIKWIHPYIONTUN TIpe-
napat xJjopamOyuuia. DQPEeKTUBHONU TakkKe sBIISIETCS KOMOMHHUPOBaHHAs Tepa-
nus  Ha ocHoBe  xyopamOymwmna. Tak, P.Hillmen wero xomneru
u3 HauvonaneHoro wuHctutryta paka BenukoOputanum (National Cancer
Research Institute — NCRI) npoBenu OTKpBITOE MYJIbTHIICHTPOBOE HCCIIEI0OBA-
uHue I ¢aszer (CLL-208) c menbio OIeHUTh TOKCUYHOCTh W IEPEHOCUMOCTD J10-
OaBiieHus1 puUTyKcMMaba K XJopaMOyuuiay s jiedeHus: mnauumeHToB ¢ XJIJI
U OTIPEJICIINTh OTBET HA TEPAIMI0 B CPABHEHUHM C MOHOTEpamnuei XJopamOyIu-
nom (Hillmen P., et al., 2010). ITanuents mosyyanu 6 HUKIOB pUTyKcHMaba
(375 MT/M? MOBEPXHOCTU TeJla BHYTpUBEHHO B 1l-il ieHp 1-ro  1ukia;
500 mr/m? moBepxHOCTH Tena B 1-ii jeHb 2-6-r0  LMKIOB) B COYETAHUM



¢ xnopambyuunom (10 mr/m?/cyt ¢ 1-ro mo 7-i neHs) Kaxasle 28 nueil. Pesyin-
TaThI OTHOCUTEILHO 3¢ HEeKTUBHOCTH JICYCHUS CpaBHUBAIU
C COOTBETCTBYIOIIMMHU MCTOPUYECKUMHU JAHHBIMA OPUTAHCKOIO HMCCIIEIOBAHUSA
LRF CLL-4, B paMkax KOTOPOTO MaIlMEHTHI MOJydYad MOHOTEPAIHIO XJIOpaM-
OyLMJIOM B aHANOTUYHBIX A03ax. Y 92% mnanueHToB ObulM 3aUKCUPOBAHBI
OCJIO)KHEHMsI Tepanuu (B OoynbIIMHCTBE ciaydaeB I-ll cremenn TspkecTH).
Hanbonee yacteiMu ocioxxkaeHussMu [II-1V crenenn Obuiv HEHTpomeHUs, Jc-
KONeHUsI U aHemus. B o0Imiell ClI0XXHOCTH 3aperucTpupoBaHO 57 cepbe3HBIX
ocnokHeHu Tepanuu y 39 manuenToB. Heltponenus Obuta Hanbosee 4acThIM
CEPBhE3HBIM OCJIOKHEHHEM (y D MAIMEHTOB), KaK W HEUTPOIIEHUYECKHUI CEICHUC
(y 4 manuentoB). OO coctaBui 80%, cpenu Hux 12% naruentoB gocturiu 110,
68% — wyactuunoro otera (YO), my 17% 3adukcupoBana craOuIM3aIHs
WJIM MIPOTPECCUPOBAHUE 3a00JEBAHUS; HA Y OJTHOIO OOJBHOTO HE OTMEYEHO MO-
JexyysipHor pemuccuu. YpoBeHb OO B 3TOM HCCIEAOBAaHUM Y OOJIbHBIX, MOTY-
YaBIIMX TEpaIuIo M0 CXeMe PUTYyKCcuMad + xjopamOy1wi, Obul Ha 14% Bhiie,
4eM B COOTBETCTBYIolIe noarpymnne ucciegoBanus CLL-4, B koTopoi mpoBo-
JUIach MOHOTEpaNus XJIOpaMOyIIUIOM; CIIEJIOBATENIbHO, TEpANus pUTyKcumao +
XJIOpaMOyIui o0ecreynBaeT Jydlliuid OTBET [0 CPABHEHHUIO C MOHOTEparuei
xsiopamOytmiaom. Menuana BBIT coctaBmsiet 23,9 Mec, B TO Bpemsi Kak B TpyIIIe
CpaBHEHUSI, B KOTOPOM MallMEHTHI TOJy4ald MOHOTEPAIUIO XJIOPAMOYIITHIOM, —
18 mec. DTm maHHBIE TOATBEpXKAarOT, 4YTto Yy mamueHtoB ¢ XJIJI, panee
HE TMOJY4YaBIINX TEPANUI0, KOTOPHIM Ha3HauUE€HHUE 00Jiee MHTEHCUBHBIX PEKUMOB
(mampumep FCR) mpoOiemMatnyHo, KOMOMHAIUS PUTYKCUMaO + XJIOpamMOyLImI
XapaKkTepU3yeTcsl XOpolleld MEePEeHOCUMOCThIO U MPUEMIIEMON TOKCHUYHOCTHIO
(HEe3HAUUTENIBbHO OOJIbIIIE AMHU30J0B HEHUTPONEHUHU) U oOecriedynBaeT 0ojiee BbI-
cokuii ypoBeHb OO 10 CPaBHEHHMIO C MOHOTEpamued XJIOpamOyLUIIoM;
IIPU ATOM JaHHBIN MOKa3aTelb HUKE, YEM IIPHU UCToIb30BaHUU pexxuma FCR.
Pacimmpenne Bo3moxuocten tepanuu XJ1JI cBsi3aHo Takke ¢ NOsIBIICHUEM
Ha (hapMaIeBTUYECKOM PBIHKE Mpernapata OeHIaMyCcTuH. beHnaMyCcTiH sBiseT-
Csl XUMUONIPENapaToM, CTPYKTYPHO CXOJHBIM C aJKUJIUPYIOUIMMH MpernapaTaMmu
u aHajoramu mypuHa. OgHako OeHIaMyCTHH 00JIajaeT OCOOBIM MEXaHW3MOM
JNEWCTBUS, BKIIOYAONTUM B ce0s mHAyKIMo TPS53-3aBucumoro arornrosa, uc-
xonnoe ynanenue JIHK-BoccTaHOBUTENBHOTO MYTH (JIEKAPCTBEHHOE CPEICTBO
BBI3BIBAET TOMEPEUHBIC CIIMBKU, a TAKKE Pa3pbIBbI OJHON WIM O0EHUX IIereu
JIHK, ogHako BBIpa)XEHHOCTh MOBPEXKIACHUN B TAHHOM Cy4ae ABISIETCS OOJIb-
1Ied, 4acTo HeoOpaTUMOM, WK TpeOyeT MPOIOHKUTEILHOTO BOCCTAHOBIICHMS)
u TP53-anonTo3He3aBucuMyro MUTOTHYEeCKYt0 rnoenb (Leoni L.M., et al., 2008;
Dennie T.W., Kolesar J.M., 2009). beanamyctun npouHo cBszbiBaetcs ¢ JJHK
Y TIPOJIOJIKAET OKa3bIBaTh MPOTUBOOIYXOJIEBOE ICUCTBUE JaXkKe MOCIIE TOro, Kak
BBIBOAUTCS W3 I1a3Mbl KpoBU. CIOCOOHOCTH BBI3BIBATH KAaK aromnTo3, Tak
1 OJIOKMPOBAHUE MUTO3a OOBSICHSIET aKTUBHOCTH TIpernapara B KJICTOYHBIX JTNHU-
X C MHOYKCCTBEHHOW JekapcTBeHHON yctonumBocThio (Leoni L.M., et al.,

2008).
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bennamyctun 6b11 0100peH EBponeiickum JIeKapCTBEHHBIM areHTCTBOM
(European Medicines Agency — EMA) kak npernapat nepBOi JIMHAN IS JIeue-
Hus naruenToB ¢ XJIJI (ctaaus B/C no Binet), koTopbiM HEe NTOKa3aHO Ha3Haye-
HUE PEKMMOB XHMMHOTEpanuu, BKIovaromux ¢uygapadud. OcoOeHHOCTHIO
JTAHHOTO TIpernapara siBIsieTCsl TO, YTO TOJIbKO HEe3HAUMTEIbHAs YacTh Mpernapara
(3,8-16,3%) skckpeTupyeTcs uepe3 MOYKH, Oyiarojaps 4eMy OH HE OKa3bIBaeT
OTPHULIATEIBHOTO BIMUSHUS HAa UX (GyHKIHIO. Pe3ynbTarhl HcclieqoBaHUN puMe-
HEeHUs OCHJaMyCTHHAa Yy OOJIBHBIX C PA3IMYHBIMHA HAPYMICHUSIMH TOYCYHOM
(GYHKIIUN TIEMOHCTPUPYIOT €ro 6€30MacHOCTh B 3TOM OTHOILIEHUH.

B 2009 r. W.U. Knauf u ero xosuieru omyOiIrMKOBaaIu pe3yabTaThl UCCIIe-
nosanus Il ¢aspl, B koTopoMm cpaBHUBaIH 3(G(HEKTUBHOCTh OEHIAMYyCTHHA
U XJIopamMOyIuiIa y MalueHToB ¢ BIepBble BeisiBIeHHBIM XJIJI B pacmpocTtpane-
HeHHBIX (Binet) B unmu C cranusax. BoasmuHCTBO MalueHTOB OBLIN MY>KUMHAMH
(6enmamycTH — 63%; xiopamOyumin — 60,5%); cpenHuil BO3pacT cOCTaBIISI
63,0 rona B rpynne 6enaamyctuHa u 63,6 rona B rpymnme xjopamOyiwia. [lamu-
€HThl OBUIM PAHJIOMHU3UPOBAHBI HA TPYMMBl  MOJYYaBIIUX OEHIaMyCTHH
U xJiopamOy1uia B riponopiuu 1:1 u ctpatuduiiMpoBaHbl MO CTaJAUSIM COTJIACHO
Binet. Y GonbminHacTBa 001bHBIX ycTaHOBiIeHa cTaaus B XJIJI (6enmamycTuH -
71,6%, xmopamOy1un - 70,7%), y octanbabix — ctaaus C. bengamycTun BBOIM-
JI1 BHYTpUBEHHO B TeueHue 30 MuH B 1o3e 100 mr/m?/cyT B 1-2-ii 1eHb Kaxble
4 men. XmopamMOyLMI Ha3HaYaId niepopaibHo B 103€ 0,8 Mr/kr B 1-if u 15-i quu
(wm B 1poOHBIX  mo3ax B 1-2-tim 15-16-i1  gHM  kaxkaeie 4 Hen).
N3 319 panaoMu3upoBaHHBIX MAIIMEHTOB MOJHOTO WJIM YaCTUYHOTO OTBETa JO-
crurim 110 (68%) w3 162 yenosek Brpymme OenmamyctnHa u 48 (31%)
u3 157 6onpHbIX B rpymnme xjiopamOynmia (p=0,0001). Yposens 1O oxa3aincs
3HAUUTEBHO BBIIIE NpU puMeHeHnn oengamyctuna (31% npotus 2%). Meau-
ana BBII cocrtaBuna 21,6 Mec B OCHOBHOW TpyIIie W JUllb 8,3 MEC B IpYyIINe
xynopamoOynuna (p=0,0001). [TpumeHnenue OeHIaMyCTHHA TaKXKe acCOLMUPOBA-
JOCh C YBEJIIMYCHHEM MPOAODKUTEILHOCTH peMuccun (B cpeaHem 21,8 mec)
1o cpaBHeHUIo ¢ xyopamoOyiiom (8,0 mec) (Knauf W.U. et al., 2009).

B 2010 r. aBTOpHI OMyOIMKOBaIM OOHOBIICHHBIE JAaHHBIE KOHTPOJIHLHOTO
aHanu3a. J{TuTenpbHOCTh PEMUCCHUU Yy MAIIMEHTOB, KOTOPHIE MOJIydaaud OeHpa-
MYCTHH, cocTaBmia 21,2 Mec, B TO BpeMs Kak B TPyMIE XJIOpamMOyIuiIa — BCETO
8,8 mec (p<0,0001). TIpodmmb TOKCHYHOCTH OBLT HECKOJHKO  BBIIIEC
NPy JIeYeHUH OCHIaMyCTHHOM, HO OKa3alicsi JoctaTtoyHo mpuemiembiM (Knauf
W.U.,, et al., 2010).

CormacHo AmepukaHckuM U EBporeiickuM pekoMeHaauusaM, OeHna-
MYCTHH B KQ4eCTBE MOHOTEPANHMH WM KaK KOMITOHEHT KOMOWHHPOBAHHOM Te-
panuu peKOMEHIOBaH 1A JieueHus nauueHToB ¢ XJIJI, Bkiroyas tex, KoMy Io-
kazaHa (mosioke 70 yeT w/miu 6e3 3HAUMMBIX COMYTCTBYIOIIMX 3a00JIeBaHUN)
U HE TIOKa3aHa Teparnus Ha OCHOBe ¢urynapabuna (HaIuyue COMyTCTBYIONINX 3a-
OoneBanuit u/uau Bo3pact ctapiie 70 net) (Eichhorst B.F., et al., 2009).

W.U. Knauf u ero xomieru mpoaonkuian Hauatoe uccnenopanue [11 dasp
no u3y4eHuro dPGHEeKTUBHOCTH OCHIaMyCTHHA B CPABHEHUHU C XJIOPAMOYIIUIIOM
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y naiueHToB ¢ XJIJI, panee He nony4yaBmux jedyeHus. Meauana OB B rpynme
Tepanuu OEHAAMYCTMHOM HAa MOMEHT MyOJMKallMU pe3yJbTaTOB MCCIEIOBAHMS
He OblIa JOCTUTHYTA, a B rpymme xjopamOyimia cocraBmia 78,8 mec. Cratu-
CTUYECKH 3HAYUMBIX pa3nuuuii menvanbl OB B 3aBUCUMOCTH  OT CTaJIUH
no Binet He BwIsIBiIEHO (p=0,1801). B 3TOM HCCiaeqoBaHnU TMpoaHAIU3UPOBAH
Takxke mnokazatesb OB B rpynmax OOJNBHBIX B BO3pacTe CTapuie M MIIAJIIIE
65 ner. Menuana OB B gaHHOM moArpynmne nanydeHToB, MOJYYaBIINX TEPAITUIO
OEHIaMyCTUHOM U XJIOPAMOYLMJIOM, CTATUCTUYECKH Ha MEPUOJ] OLICHKU PE3YJIb-
TaToOB He oTiamdanach (72,8 u 64,5 Mec y O0BHBIX B BO3pacTe crapiie 65 yer)
(Knauf W.U,, et al., 2012).

Kpome Toro, oraensHo nposeaeH aHaim3 OB B rpynnax naupeHToB, J0-
CTUTILMX Y HE TOCTUTIIUX OOBEKTUBHOI'O U MOJHOIO OTBETA. Y CTAHOBJIEHO, YTO
meanana OB 3HaUUTEIBHO BBIIE B TPYIIE OOJBHBIX, Y KOTOPHIX MOIY4YeH 00b-
CKTUBHBIA OTBET (KaK TMOJHBIA, TaK W YaCTUYHBIN), TIO CPABHEHUIO C IPYIIIOM
NAlMEeHTOB, He AoCTUrmmx orBeTa. Meauana OB Obula Takke 3HAYUTENBHO
Bbllle Y OousbHbIX, fgocturmux [1O, 1o cpaBHEHHIO C TEMHM NalMEHTaMH,
y kotopbix 11O He momyueH. Menuana BpeMeHH 10 CIEAYIOLIETO JeueHus Obuia
3HAYUTENIbHO BBIIIE B TPYINNE MalUEHTOB, IMOJYy4aBIIUX OEHIAMYCTHUH,
IO CPAaBHEHUIO C IPYINION OOJIBHBIX, KOTOPBIX JIEYWIH XJIOPaMOYLIHUIIOM
(31,7 1 10,1 Mec COOTBETCTBEHHO).

PestoMupysi Bblllle CKa3aHHOE, MOXHO YTBEPKIaTh, YTO IPH TEpaIlvu
oonpHbIX XJUJI ¢ mpuMeHeHHeM O€HAAMYCTHHA JOCTUTHYTO CTaTHUCTUYECKH
3HauMMoe, Oojee dYeM JBYKpaTHOE TMOBbIMIeHHE Tokazatenss  BBII
U IpUOJIM3UTEIBHO TPEXKPATHOE YBEIUYECHHE MEIUaHBbI BpEMEHU
JI0 CIIEAYIOIIEr0 Kypca JE€UYEeHHs MO0 CPaBHEHUIO C MPUEMOM XJIopamOyluiia ma-
uueHtamu ¢ XJIJI, panee He mOMy4YaBIIMMU JICYEHHUS.

Joctmxenue [10, HE3aBUCUMO OT THMA TEpaNUU NEPBOM JIMHUU, ACCOLU-
UPOBAJIOCH  CO CTATUCTHYECKH 3HAYMMBIM IMOBbIIIEHHMEM Menuansl OB
10 CPAaBHEHHUIO C TEMHU MalMEHTaMH, Yy KOTOPbIX MOJHOIO MWW OOBEKTHBHOIO
OTBETA JOCTUYb HE yIAJIOCh. JTU JTAHHBIE COMOCTABUMBI C pe3yjbTaTaMH KIIIO-
yeBoro uccienoBanusi CLL8 M. Hallek u coaBTopoB 2010 r., KOTOpBIEC IEMOH-
CTPUPYIOT, UTO Yy Oousblliel yacTH mauueHToB, gocturmux I[10, He oTMedeHo
IPOrpeccUpoBaHusl 3a00JE€BaHUSl 1O UCTEUEHUU 3 JIeT TOCJe paHAOMHU3ALINY,
B OTJIMYUE OT Te€X, y Koro 0pu1 1ocTUrHyT YO unu He nocturHyt BoBce (76 VS
45%; p<0,0001).

Crnenyer Takke OTMETUTh, YTO OEHAAMYCTHUH BbI3bIBAET CTOMKYIO MOJTHYIO
pemuccuto. Cpeny MalueHTOB, KOTOPbIE MONyYalld Tepanuio OeHIaMyCTHHOM
c Hauana wucciaengoBanusi, y 21% peructpupoBann 110 naxke yepes 54 mec
HAOJIOICHUS] B COOTBETCTBUM C MOCJIETHUM U3BECTHBIM CTAaTyCOM 3a00JIEBaHMUSI.
benpamyctun  umHAyuupyer — Oojee  CTOMKMHA  OTBET IO CPAaBHEHUIO
C XJI0paMOYIIMIIOM, MOCKOJIbKY 3HAUUTENBHO OOJbIIEMY YHUCTY MalMeHTOB, IO-
Jy4aBIIMX XJIOpaMOYLUJI B Ka4ecTBE Mpenapara MepBod JUHHUM, BIIOCIEICTBUU
B TeueHne 54 mec HaOmOAEHHWS TOTPpeOOBajIOCh Ha3HAYEHUE  BTOPOM
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Y TIOCIICTYIOIINX JIMHUW TEpamuyl IO CPABHEHUIO C IPYIMION OOJBHBIX, MOJIY-
yaBmmx Oengamyctud (78,3 vs 63,6%; p=0,004).

BBuay toro, uro XJIJI sBisieTcsi HEM3JIEUUMBIM 3a00JIEBaHHEM, MaKCHU-
MaJbHOE YBEJIMUYECHUE UHTEPBAIOB MEX]y BBEJACHUEM IUTOTOKCUYECKUX Tpera-
paToB SIBJISIETCS NMEPBOCTENICHHON 3a/laueil it o0ecreueHus JOKHOTO YPOBHS
KauecTBa *U3HU. B 3TOM KOHTEKCTe OEHIaMyCTHH TaKKe MMEeT MpeumMylie-
CTBa, TaK KaK MeJMaHa BPEMEHU JI0 Hayaja CJIEIyIOUIero JeYeHUsl B JaHHOM HUC-
clieoBaHMU OblIa B cpeaHeM B 3 pas3a JaiuHHee Ha GoHe Tepanuu OCHIaMyCTH-
HOM 10 cpaBHEeHUIo ¢ xjaopamOyrmiom (31,7 vs 10,1 mec; p<0,0001).

Taxum o6pazom, 6eHIaMyCTHH MOKa3al ce0sl 3HaUuTeIbHO Ooinee 3 dek-
TUBHBIM TIPENapaToM I10 CPABHEHHUIO C XJIOPAMOYIIMIIOM, YTO TOATBEPKIACTCS
JBYKpPATHBIM TOBBIIIIEHHEM 9acToThl [10, Gosiee yem ABYKpaTHBIM ITOBHITIICHUEM
Meauanbl BBIT u nmpuOimm3uTebHO TPEXKpPAaTHBIM yBEIHMYCHUEM MEIUaHbI Bpe-
MEHH JI0 Hayaja CIIEIyIOIIero IUKIIa JeueHusl 0e3 CHUKEHHUS] YPOBHS KauecTBa
KU3HM TIPU €r0 TMPUMEHEHUU. Tak, JOCTUTHYThIE PE3YJbTAaThl IO3BOJISIOT
YTBEPKIaTh, UYTO OCHJAMYCTHH CIIEyeT paccMaTpuBaTh Kak Oosee MpearnoyuTu-
TEJIBHBIN Mpenapar Mo CPaBHEHUIO C XJIOPaMOYITUIOM /Ui TEparuu MepBOil Ju-
HuM 'y 60abHBIX XJIJI, koTOpBIM He mokazaHo Jiedenue mo cxeme FCR (Knauf
W.U., Lissitchkov T., Aldaoud A. et al., 2012).

N3ydenue s peKTUBHOCTH 1 O€30ITaCHOCTH OeHTaMyCcTHHA
B KOMOMHAIIUK C PUTYKCUMAOOM paHee He JedeHHbIX nanueHToB ¢ XJIJI mpose-
neno K. Fischer wu komneramu. B uccnenoBaHuM NOpUHUMAIA — y4acTHE
117 manmenToB B Bo3pacte oT 34 1o 78 ner. [IpoBoaunm Tepanwmio mo cxeme BR
(GemmamycTur B no3e 90 mr/m® moBepxHOCTH Tena B 1-iim 2-ii mHM  Kypca
¥ pUTYKcuMab B CTaHAapTHOW 03¢ 375 mr/m? mosepxHocTd Tena B0 JIeHb
Bo BpeMsi 1-oro kypca IIXT u B mo3e 500 Mr/m? MOBEPXHOCTH Teda — IIOCIIE-
aytome S kypcoB). OO cocraBun 88%, ypoenb 110 moctur 23,1%, a HO —
64,9%. IIpu stom 90% nanuenToB ¢ aeneuueit 11q; 94,7% — ¢ Tpucomueii 12;
37,5% — ¢ nenmenmeit 17p u 89,4% — ¢ HemytupoBanHsiM IGHV-cTaTycom oT-
BETUJIM Ha JieueHue. Menuana HaOMIOACHUS B UCCJIENOBAHUM COCTaBUJIA
27,0 mec, Meauana 0eccoOBITHITHON BbDKHBaemMocTu — 33,9 mec, 90,5% mnamu-
€HTOB ObUIM >KUBBI. Tspkesnbie nuHeknonusie ocnoxxkuenus [1I-1V crenenn 3a-
¢dbukcupoBansl B 7,7% ciydaeB. OCIIOKHEHUS B BHJIE€ HEUTPOIICHUH, TPOMOOIIH-
TOMEHUM, aHeMuu otMeuanu y 19,7; 22,2 u 19,7% nauuentoB. Takum 06pazom,
MOJIYYCHHBIC PE3yJbTaThl IMO3BOJISIOT YTBEP)KIaTh, YTO TNpPHMEHEHWE OeH[a-
MyCTHHAa B KOMOMHAIMU C pUTYKCUMAaOOM 0O€CIeYynBaeT BBICOKYIO YaCcTOTY pe-
muccuii (88,0%), uto conocraBumo ¢ 3gdpexruBHocThi0 FCR npu MeHbIIeM KO-
JUYECTBE HEXKENIATEIbHBIX SBJICHHH M ONTHUMAJIbHOM TMpoduie 0e30MacHOCTH
(Fischer K., etal., 2009; Fischer K., et al., 2012).

B 2009 . Obutn omyOnmKOBaHBI JaHHBIE TNpuMeHeHus pexuma FCR
C penyIMPOBAHHBIMU NT03aMHu IukIodochamuaa u (iygapabuHa ¢ 1eIbl0 CHU-
XKeHUs TOKCuuHOCTH 3TOT0 peskuma. FCR-Lite momyuyanu 50 panee He ne4eHHBIX
namueHToB ¢ XJIJI. ¥V 20 GonpHBIX Tepanuio Hadaiaw B | craaum 3aboseBaHUs
no Rai, y22— Bo ll cragumn, y octanpubix 3aduxcupoBamu |1-1V cragun.
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Cpeanuii Bo3pact nmauueHToB coctaBui 58 ner. Ypoenb OO poctur 100%,
[1O — 79%. Cpennsisi IpoAOJKUTENBHOCTh OTBETa cocTaBuia 22,3 mec (5,2—
42,5). Bcero B 13% cnydaeB Tepamusi compoBoxKianach HedTponenuenn II1—
IV ctenenu (mo cpaBHEHHUIO C TpagulMoHHBIM pexumMoM FCR, B koTopoM jaH-
HBIM mokazarens gocturan 52%). FCR-Lite oka3zaics noctatouHo 3¢ ¢heKTHB-
HBIM M YMEPEHHO TOKCUYHBIM pekuMOM [IXT y nepBuunbix nanueHToB ¢ XJLJI
(Foon K.A., Boyiadzis M., Land S.R. et al., 2009).

Cornacno pexomengaiusm EBMT 2007 (European Group for Blood and
Marrow Transplantation), k rpyrimne BBICOKOTO pUCKa OTHOCST ITAIIHEHTOB, KOTO-
pble HE OTBETWJIM Ha TEpaIvio ¢ MpUMEHeHHueM ¢iygapaOuHa WU y KOTOPBIX
pa3BUJICS PELUIUB Ha JAHHYIO TEpanuio B Te€UeHHE 12 Mec Mo ee OKOHYAHHH,
WIN e TeX OONBHBIX, Y KOTOPBIX Pa3BUJICS PEIHIMB B T€UeHUE 24 mMec mocie
JOCTHKEHHUSI OTBETAa Ha TEPAIHIO C MCIOJb30BAHHEM IYPUHOBBIX aHAJIOTOB
WM IPUMEHEHHEM ayTOJIOTMYHOU TpaHCIUTaHTanuu. COrjlacHO JTaHHBIM PEKO-
MEHJIAIUSM, TAIMEHTHI 3TOW TPYIIIbI JODKHBI pacCCMaTPUBATHCS KaK MOTEHITH-
aJNbHBbIC KaHJIUJATHl HA MPOBEJCHUE aJJIOTeHHOM TpaHcranTanuu (Dreger P.,
Corradini P., Kimby E. et al., 2007).

B 2012 r. T. Zenz u coaBTOpHI MPEUIOKUIN OTHOCUTH K TPYIIE BHICOKO-
ro pucka OE30THOCUTENIBHO aJUIOT€HHOW TpaHCIUIAaHTAIlMM  MaI[MeHTOB
C HEMYTUPOBAHHBIM CTaTyCOM TsDKEJNIBIX IIeNed MMMYHOTJIOOYJIMHA, Aesenuen
11-if XxpoMOCOMBI, BBICOKUM ypOBHEM OeTa-2-MUKPOTIO0yIHHA.

Kpome atoro, aBropsl Beigenunu rpynmny XJIJI odeHp BBICOKOTO pHUCKa:
nanuenTsl XJIJL, pedpakrepHbie k (aynapaduHy, y KOTOPBIX pa3BUIICS PELMINUB
B CPOK paHee 4yeM uepe3 24 mec mocie npumenerus cxembl FCR (wmm FCR-
110,100HbIX ), Hammuue TPS53-aenenuu/myranuu (Zenz T., et al., 2012).

Takum oOpazom, OosibHble XJIJI ¢ HanmuuWem nAeNeUUd WA MyTaluu
TP53 oTHOCSTCS K camoli HEOIAronpusiTHOM kKareropun OOJIbHBIX. VX nedeHue
aCCOIIMMPOBAHO C IUIOXUMH PE3YJIbTaTaMH IPHU UCIOJIB30BAHUU CTaHIAPTHOM
Tepanuu, TO €CTb BO3MOXHOCTH TEpaNHUH JAHHOW TPYMIbI OOJILHBIX OYEHD
orpaHu4eHbl. DPGEKTUBHBIM MOAXOJA0M JIJISl TOM KaTeropuud MOMKET OBITh HC-
M0JIb30BaHME MOHOKJIOHAJIBHOTO aHTUTeNa aHTu-CD52 — amemrty3zymaba, kop-
TUKOCTEPOUJIOB B BBICOKMX  JI03aX, HX KOMOWHaIuu, OpeHTyKcuMal-
CoJlep KaIluX PEKUMOB, TPAHCIUIAHTAIIMKM CTBOJIOBBIX KJIETOK B KQUeCTBE KOH-
COJIMAALINY TEPAIUU NIEPBOM JINHUU.

BnepBbrie ganHble 00 3p(PEKTUBHOM MNPUMEHEHUU ajeMTy3ymala
B IIEpBOM JIMHUU Tepanuu y nanueHtoB ¢ XJIJI O6summ mpencrasienst B 1996 r.
(Osterberg A., et al., 1996). PesynbsraTs 11 dha3sl uccienoBanus ObLIN OMyOJIH-
xoBanbl B 2002 r. (Lundin J., et al., 2002).

AnemTy3ymad B MOHOPSKMME TIPUMEHSUTH B KAUECTBE TEpanuu |- JTMHUH
(41 nanueHT Mmostyyan mpernapar MOJIKOKHO 3 pas3a B HEICNIO Ha MPOTSKEHUU
18 nen). 38 6osbpHBIX 0TBeTHIM Ha Tepanuio, OO coctaBui 87% (76-98%): 19%
o0oabHbIXx gocturid 10 u 68% — YO. CoriacHO HAHHBIM MCCIEIOBaHUS,
y 95% mnanueHToB no ucredyeHuu 21 1HA JIeyeHus OTCYTCTBOBAIM NATOJOTHYE-
ckue TuMOIUTHI B Iepudepudeckon KpoBu, a 'y 65% O0bHBIX 3a)UKCUPOBAH
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[IO wmnum YO B KOCTHOM MO3re IO 3aBEPIICHUM TIOJHOTO Kypca Tepamnuu.
B uenom neyeHune conpoBoOKIAIOCh YMEPEHHOW TOKCUYHOCTHIO. HenTpornenuro
orMedanu y '/s manueHToB, y 10% — peakTuBaIyio MUTOMETAJTOBUPYCHON HH-
dexmun. TpaH3UTOpPHBIE KOKHBIC PEAKIINH B MECTC MHBEKITUU 3a(pUKCUPOBAHBI
y 90% OOJbHBIX.

[To3auee rpymmoit P. Hillmen u coaBTOpamu ObuiM TNpeACTaBIEHBI pe-
3yIbTaThl MEXITYHAPOIHOTO MPOCIIEKTHBHOTO PAaHAOMHU3UPOBAHHOTO KOHTPOJIH-
pyeMoro uccnenoBanus (n=297), B KOTOPOM MPOBOJWIN CpaBHEHUE 3PHEKTHB-
HOCTH Tepamnuu anemMTy3ymadom (30 Mr BHYTPUBEHHO 3 pasa B HENEIIO B TeUe-
Hue 12 ven) nmm xaopamOyunoM (40 Mr/mM? MOBEPXHOCTH Tesla PEr 0S KaKble
28 nHel, MaKCUMaJlbHOE KOJUYECTBO KypcoB — 12) B 1-il nuHMM Tepanuu
(Hillmen P., et al., 2006). Yposens OO coctaBui 83% B rpyrmie agemMTy3ymada
u 55% — B rpynne xnopamoOyuuna. [10 pocruran 24% B 1-ii rpymme u Bcero
2% — Bo 2-ii. MPB (MuHMManbHas pe3uayalibHas 00JC3Hb) — OTPUIIATCIIBHBIHI
cratyc Obu1 gocturHyT y 11 u3 36 [1O B rpynmne amemty3ymaba v HA Y OJHOTO
naiyeHTa — B rpyInne XjopaMmOyIia. Bpemenu 1o crneayroliei Tepanuu Tax-
e ObLIO0 OoJibllle TPU MPUMEHEHUH aleMTy3ymaba (23,3 Mec) 1o CpaBHEHUIO
c rpynnoi xsopamoyuuina (14,7 mec). BaxeHn ToT (akT, 4TO NMPEUMYIIECTBO
OBIJI0O OCOOEHHO CYIIECTBEHHBIM Y MAIMEHTOB C BBISBJICHHBIMU ITUTOTCHETHYC-
ckumu aHomammsmMu  (Robak T., et al., 2006). Y 82% (231 mamueHr)
n3 282 00cIeIOBaHHBIX BBISBICHBI IMTOTCHETHYCCKUE HAPYIICHUS, BKIIIOYAS
nenenuto 11q (19%), aenemuto 17p (7%), Tpucomuro 12 (14%). ¥V nanueHTOB
c nenenuent 17p, momyyaBmmx JiedeHue anemty3zymabom, BBII cocraBuiia
10,7 mec, B TO BpeMsi Kak B rpyIe XjJopaMOyluia y HalieHTOB C TAaKUM K€
[IUTOTEHETUYECKUM cTaTycoM — 2,2 Mec. YpoBeHb OO B o0eux rpymnmax Obul
64 1 20% cooTBeTCTBEHHO. Y manueHToB c aenenueit 11q ypoenr OO cocra-
Bull 87% cpean TexX, y KOTOPBIX MPUMEHSIIN aleMTy3ymao, u 29% — y mouy-
yaBmux xyjopamOyimia. Oanako pasHuilsl nokaszatens BBIT ve ormeueno. Ilo-
TOOHBIM 00pa30M MAIMEHTHI ¢ TpUCOMUEH 12-i XpOMOCOMBI B TPYIINE AJIEMTY-
3ymaba nmemonctpupoBanu aydanryio BBIT (18,3 vs 12,9 mec). Yposenbs OO Obin
MpaKkTU4YeCKu oJUHAKOBBIM (83 u 80%). DTu NaHHBIC MOKA3BIBAIOT MPEUMYIIIE-
CTBa ayieMTy3ymala y MalleHTOB IPYMIbl BHICOKOTO PUCKAa OTHOCUTEIHLHO OTBe-
Ta Ha Tepanuto. [lokazarens BBII nmpu 3ToM AOCTOBEPHO HE MOBBIIAETCS, XOTS
OTMEYEHA TEHJEHLHNS K €ro YJIy4dIlleHUIO y AlMEHTOB ¢ aenenneit 17p.

N3BectHo, uro npu XJUJI Hanuuue aenenuu/mMyTaud acCOLMUPYETCs
C HEOJIAarOMPSATHBIM HMCXOJAOM JICUCHHS] W HEUYBCTBUTEIHHOCTBHIO K TEpaIuu.
BTto xe Bpems wMytanus p53 He COCOOCTBYET PE3UCTEHTHOCTH K aHTH-
CD52 MOHOKJIOHAJIbBHOMY aHTHUTENy alleMTy3ymaly WM METUINPEIHU3OIOHY.
B mombITKe yaydmuTh pe3yNbTaThl JICUCHHS MAIMEHTOB C Hamuduem pS3-
MyTaIMi HHUIIMUPOBAHO MYJIbTUIIEHTPOBOE ncchenaoBanue 11 ¢asbr mams mpose-
JEHUs OLICHKHU 3¢ (HeKTUBHOCTH areMTy3ymada B KOMOMHAIINH
C METHJINPETHU30JIOHOM.

B nccienosanuu A.R. Pettit et al. (2011) uzyyanu 3¢ dhekTHBHOCT Tepa-
nuu anemMTy3ymadbom B o3¢ 30 mr 3 pasza B HEJEIIO U METHUJIPEIHU30JI0HOM
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B 103¢ 1r1/M° moBepxHOCTH Tena B 1-5-i neHp Kaxnaple 4 Hem y OONBHBIX
¢ aeneuueit 17-i1 XpoOMOCOMBI.

VY 17 nepBUYHBIX MAlMEHTOB, paHee HE MOJY4YaBIIUX JICYCHHE, YPOBEHb
OO coctasun 88%, ITO — 36%, menuana BBII — 18,3 mec u meanana OB —
38,9 mec. 'emaronoruyeckass v aCCOMUPOBAHHAsL C KOPTUKOCTEPOUJIAMU TOK-
cuyHocth III u IV crenenu 3apeructpupoBana B 67 u 23% cinydaeB COOTBET-
ctBeHHO. MHdekuuonnsie ocnoxHenus I u IV crenenu pazsunucek y 51% Beeit
KOropThl Uy 29% mnanueHToB B Bo3pacte muaaiie 60 ner. B HacTosiiee Bpems
KOMOMHALIUIIKS alleMTy3yMal + METUJIIPETHU30JIOH SBIsETCS Hambomee 3¢-
(EeKTUBHBIM PEKUMOM JJIsl TepANuu MHIYKIUU Yy TAIlUeHTOB ¢ nenerueir TPS3.
Puck wHbpeknmii cBs3aH C BO3PACTOM, Wy MOJIOJBIX IMAIIMCHTOB OH HE3HAYH-
TEJIHHO BHINIE TI0 CPABHCHHUIO TEMH, KTO IMOJIydaeT PUTyKCcMMal, (iymapaOuH
u rukItodochamu.

B nccaenosanuun K. Fischer (2012), Obuto moka3aHo, 4TO KOMOHWHAIUS
OpeHTykcumaba u putykcumada Takxke 3(G(EeKTUBHA MPU HATMYUU IIUTOTCHTH-
yeckux aHoManuii y 6ompHbIXx XJIJI. Tak, OO Ha Tepamuio y maueHTOB
¢ Tpucomueit 12-it xpomocomsl coctaBuil 100%, nenenueit 11-i xpoMocoMbl —
92,3%, nenerueit 17-i xpomocomsr — 44,4% cinyuaes (Fischer K., et al., 2012).

Coocmeennuvle uccneooseanus

O6cnenoBano 299 6ombabIx XJIJI, HAXOAMBIIMXCS HA y4ETE B T€MAaTOJIO-
TUYECKOM KaObumHeTe AMypCKOW 00JIaCTHOW KOHCYJIbTATUBHOMN MOJUKJIMHUKHA B
1995 — 2014 rr. [Ipn mguarsoctuke B—XJIJI wucnonp3oBany gaHHBIC KIMHHYC-
CKOT'0 OCMOTpa, TeMOTrpaMMbl, MHEJIOTPaMMBbI, TPeMaHOOUOITAaTa MOIB3OIIHOM
KOCTH, cTaHmapTHeI nMMmyHodenotun (CD 5+, CD 19+, CD 20+, CD22+, CD
23+, CD 43+, CD 79a+). [IpogomKuTeIbHOCTh KU3HU OOJIBHBIX OIICHHUBAJIACh
no metoay Kaplan — Meier.

[To pacnipoctpanénnoctu XJIJI B Amypckoit 0651acTi HaXOIUTCA Ha BTO-
poMm MecTe cpean remoosacto3oB (17%), ycTynasi TOJIBKO OCTPBIM JIEHKO3aM.
3a6oneBaemocth XJIJI Ha mpotrsokeruu 20 neT uMeeT TEHACHIMIO K YMEHbIIIC-
Huto (puc. 39), 4TO JIUIIh YACTUYHO CBA3AHO C YJIYUIICHUEM IMArHOCTHKU XPO-
HUYECKUX JUMQPOTPOTU(PEPATUBHBIX OMYyXOJed W OTHECEHUS 4YacTH TaKuX
OOJIbHBIX K Pa3JIMYHBIM BapuaHTaM JUME(OM C MOpaKE€HHEM KOCTHOIO MO3ra
(JIangerimes FHO.C. u coast., 1997, 2006; Boiinexosckuii B.B. u coast. 2006).
CpeanerogoBas 3a00J€Ba€MOCTb 3TUM JIEMKO30M B AMYpCKO#l 00J1acTH COCTaB-
asiet 2 Ha 100000 HaceneHus (tabnuna 32).

Ho ecnmu paccmarpuBaTh CTPYKTYpy TIeMoOOJacTO30B CPeAu B3POCIIOro
HacesieHust oonactu, To XJIJI HaxoauTes Ha mepBoM Mecte — 22%, OT Bcex re-
MO0O0JIaCTO30B, MPEBBIIIAS PACTIPOCTPAHEHHOCTh BCEX JIPYTUX OCTPHIX M XPOHH-
YECKUX JIeK030B. B cTpykType nmumponponudepatuBabix omyxomnei XJIJI tak
K€ 3aHMMaeT TepBoe Mecto. 3aboneBaeMocTh XJIJI BhISBIsSIETCS TpewMyle-
CTBEHHO B Bo3pacTHoi rpyrmre 50 — 70 ner. Cpennuii Bo3pacT OOJBHBIX HA MO-
MEHT BBISBIICHHS 3a00jeBaHus coctaBmi 58,5+5,2 roga. AHamu3 pacrpesese-
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HUs 00bHBIX XJIJI B 3aBHCMMOCTH OT 1M0J1a YCTAaHOBUJI HE3HAYUTEITHLHOE TIPE00-
JajlaHue MYKYUH HaJl xKeHHaMu (54 u 46% COOTBETCTBEHHO).

Puc. 29. 3abonesaemocmbo XJ1/1

8 AmypcKoli obaacmu
20

18 - —48y 18

10 10
\ 17 17
16 Vg 16
15 \—1-5\ 15
14

12 \\/\ 12 12
11 /\ 11 /\/ 11
10 10 A

Paznenenue marmentoB ¢ XJIJI, nmpokuBaromux B AMypcKkoi 001acTH, 1o
dbopmam 3aboneBanus (o kiaccupuxanuu A.M. BopoOnbeBa u coant., 2000)
npuBesieHo B Tabmie 33.

JlobpokauectBeHHast popma XJIJI Obuta guarHoctupoBaHa y 22% 00Jib-
HbIX. JloOpokauecTtBeHHyto ¢opmy XJUJI aumarHocTupoBasivd MpU HAIMYUU He-
BBICOKOTO JielikonuTosa (He 6omee 50x10%1), He UMEBIIETO TEHIEHIUIO K YBE-
JUYEHUI0, KaK MUHUMYM B T€4eHHE 3 JIET OT IEPBOro aHajn3a KPOBH C JEHKO-
LUTO30M, MPU OTCYTCTBUHM aHEMHUH, TPOMOOIUTONEHUH. JloMyCcKanoch HaIU4Yue
AUMQOY3TI0B MATKOIIACTUUECKON KOHCUCTEHLIMU He Oojiee 2 ¢M B TuaMeTpe, He
yBEJIMYUBAIOLIUXCS B pa3Mepax B TeueHue 3 ser. KypcoBas uuroctaruyeckas
Tepanusi ’TUM OOJIHHBIM Ha MOMEHT MOCTAHOBKU JMArHO3a HE Ha3Hadallach. 3a
HUMH BEJIOCh TMHAMUYECKOE HaOJI0JIEHUE, B OTAEIbHBIX Clydasx Ha3Haydasach
NEPBUYHO-CIEPKUBAOIIAsl Tepanus xyopaMmOyuuiaoM. [IpoaomkuTenbHOCTh
JKW3HU MaIMeHTOB C JoOpokadyecTBeHHOU dopmoit XJIJI cocrapmsuia 1,5 — 2 ne-
caTuiieTust U 6onee. Y 3TUX OONBHBIX JUTUTEIHHO YAaBaIOCh BO3IEPKUBATHCS OT
Ha3HA4YCHHs KypCOBOM MUTOCTaTHUeCKO# Tepanuu. OgHako y 70% mamnueHToB K
10 rogy HabOrOZEHUS OTMEYalIach Mporpeccusi 3a00J€BaHKs U B CBSI3U C ATUM
Ha3HaJayach creruduieckas Tepamnms.
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Peuienne Bompoca 0 Ha3HAYEHUU LUTOCTATUYECKOW TEpalvU B KaXJIOM
cilly4ae MNPUHUMAIOCh MHIUMBUIyaIbHO. JIeueHne NUTOCTaTUKAaMHU, KaK MpaBH-
710, HAUMHAIM NpH JelikonuTose G6onee 100—150x10%0; 3HAYMTENEHOM yBEIH-
YeHUU JTUM(ATHUECKUX Y3JI0B U CEJIE3€HKU; BBIPAKEHHBIX CUMIITOMAaX MHTOK-
CUKALlUM; TSKEJIOW IMTONEHUU, OOYCIOBIECHHON HWH(UIbTpanueld KOCTHOIO

MO3ra J'II/IM(bOHI/ITaMI/I.

Tabauua 32.
Cmpykmypa zemoonacmo3oe 6 Amypckou ooracmu (1995 — 2014)
Ho3zonornueckas ennaunna KomuuectBo | [Ipouent | CpenneronoBoi
B a0cooT- | oT o0Ie- | moKas3arenb 3a00-
HBIX BEJIUYH- | TO YUCJIA | I€EBAEMOCTH Ha
Hax 100000 nacenenus
OcTpbl€ JIEUKO3BI 516 25 3,2
XpoHUUeCcKui JTUMQPOIIECHKO3 299 17 2,0
Jlumdorpanynemaros 228 13 1,6
MHoXeCcTBEHHAsI MUEJIOMa 218 11,7 15
HexomkKkuHCKre TUMQPOMBI 216 11,6 1,4
HNcTrHHASA TOIUIIUTEMUS 142 1,7 1,1
XPpOHUYECKUN MUEJIOJICUKO3 126 6,8 0,7
Nnuonatuueckuit  muenopuod- | 89 4,9 0,5
po3
DcceHnmanpHas — TpoMOomuTe- | 22 1,4 0,03
MU
BostocarokieTouHbIN TEHKO3 13 0,8 0,06
bone3ns BanbaeHncrpema 2 0,1 0,01
Bcero 1871 100 12,1
Tabauua 33.
Pacnpeoenenue 6onvnvix XJUI no ghopmam 3adonesanusn (1995 — 2014 22)
®opmbr XJIJT KonnuectBo 00JIBHBIX B %
a0COJIIOTHBIX YHCIIaX
[Tporpeccupytormias 114 38
OnyxoueBas 69 23
Jlo6pokadecTBeHHAs 65 22
Cene3enouHas 29 10
AOnoMuHaIbHAA 13 4
KocTtHOMO3TOBas 3 1
[Tponumdonnrapuas 6 2

[Iporpeccupytromas (kimaccuueckas) ¢opma XJIJI nuarnHoctupoBana y
38% OGonpHBIX. Y HUX OTMEYAJICA MPOTPECCUPYIOINI POCT JICUKOIIMTO3a MEHEE
yeM 3a roj1. [Iporpeccupyromuii pocT KOIMYECTBA JIEUKOIIMTOB y 3TUX OOJIBHBIX
ObLT OCHOBHBIM MpOsiBIICHUEM 3a0o0sieBaHus. JIuMdoy3bl OblTN yBEIMUEHBI He-
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3HAYUTEIBHO, MATKOAIACTHYECKOM, TECTOBAaTOM KOHcHucTeHUMH. Cene3eHka, B
OOJBIIMHCTBE CIIy4YaeB B Hauaje 3a00JieBaHus NaIbIaTOPHO HE ONpPEAeIsiach, B
JanbHeneM e€ pasMepbl yBeMuuBaIUCh. o 2005 1. mpu nporpeccupyromniei
dbopme XJIJI HazHayaach KypcoBasl Tepamnus XJIOpamOyluiIoM B 03¢ OT 4 10
10 mr B cytku. I[Ipu cHmwkenuun nerikonurosa a0 50 — 30x10%m MEePEeXOUIN Ha
MOIJIEP>KUBAIOIIYIO TEPANKIO XJIopaMOyImioM MenuaHa BELKMBAEMOCTH 00JIb-
HBIX nporpeccupyronieit hopmoit XJIJI cocraBuna 94 mecsa.

Omnyxonesas popma XJIJI ormedena y 23% OosibHBIX. XapaKTepHbI OYCHb
Oonpie oOpa3yromue IUIOTHbIE KOHTJIoMepaTsl Jumdoysisl. Jlumdanenona-
TUSI TEHEPAJIM30BAaHHAsI, YBEJIMYCHbI Kak Mepudepuyeckre, TaKk U MEIHacTH-
HaJbHbIE, BHYTPUOPIONIMHHBIC, 3a0pIOMIMHHBIE TPyNmbl JuM(pOy310B. Yacto
OBLIM 3HAYUTENIBHO yBEIMYEHbl NedeHb W cene3eHka. Jlo 2005 r. nedenwue
O0onpHBIX omyxoJsieBoi dopmort XJIJI HaumHANOCh ¢ MOHOTEpanmuu MUKIO(OCc-
dbamuom. B nanpHelimeM, eciu oTMeHalcs MOJI0XKUTEIbHBIN 3 deKT, mepexo-
JIWJTA Ha TIOJIIEP>KUBAIOIIYIO0 Tepanuio 3TuM npenaparoM. Eciau addexra He ObI-
70, mpuMeHsn nporpammel nonuxumuorepanun — CP, COP, CHOP, CAP.
[IpoBenenue 3Tux nporpamMm (0OBIYHO 6 — 8 KypCOB) MO3BOJISIIO B OOJIBIIUHCTBE
Clly4aeB, JOOUTHCS 3HAUUTEITHHOTO COKPAICHUS YBEIWYEHHBIX JIUM(OY3JIOB.
[Ipn crabunuszanuu mpolecca MEePexouiIn Ha TOIIEPKUBAIOUIYIO TEpaIuio
nukiopochamuoMm. Menrana BbDKUBAEMOCTH MAIIMEHTOB C OIMyXOJeBOH (op-
Mot XJUJI cocraBuiia 59 mecsueB. YacTto otmevanach TpaHchopmarus B JIUM-
dbocapkomy.

Cenezenounyto ¢popmy XJIJI koHCTaTHUpOBANIU, €CIM B TUHAMUKE HAOJIIO-
JAJCsl TPEUMYIIECTBEHHBIA POCT CEJIE3€HKH MPU OTCYTCTBUHU CYIIECTBEHHOTO
YBEIUYEHHUS TUM(POY3JIOB U PA3THUYHOM JeHKouTO3€e. BaskHyI0 posib B Tepanuu
cene3eHOUHON (opMbl TUMQOJICHKO3a OTBOJIUIN CIUICHIKTOMUU U JTyYEBOMY
JedyeHno. MeanaHna BEDKMBAEMOCTH OOJIBHBIX C Celie3eHOYHOM (hopMoi cocTa-
Buia 61 mecs.

Ab6pomuHanbayto Ghopmy XJIJI auarHOCTUPOBAIM MPU TPEUMYIIECTBEH-
HOM 3HAQYUTEILHOM YBEITUYCHUH a0JOMHUHAIBHBIX JTUM(OY3JIOB, KOTOPBIC MaJb-
NUPOBAINCH Yepe3 MEPEeAHIO OpPIOIIHYI0 CTEHKY B BHJE KOHIioMmepartosB. Ile-
pudepudeckue TuMQOy3JIbl U cele3eHKa ObLUTH YBETUYCHBI HE3HAYUTENIBHO. Jle-
yeHre a0JOMUHAIBHON (HOPMBI TIPOBOAMWIOCH AHAJIOTUYHO JICUCHUIO OIMyXOJie-
BOM (hOPMBL.

KoctHomo3rosas u nponaumdonutapsas popmbsl XJIJI BcTpeyanucs oueHb
peako. 3aboJieBaHHE MPOTEKAIO 3J0KAYECTBEHHO, COMPOBOXKIANIOCH ITyOOKOM
aHeMHel U TpOMOOIIUTONEHUEH, OBICTPO HACTYMAJI JIETATbHBIA UCXO/I.

C 2005 r. 60JIbHBIM C OIYXO0JIEBOM, TPOTPECCUPYIOLIEH, a0 JOMUHAIBHON
dbopmamu XJIJI (B psiae ciydaeB U MPHU CEIE3€HOYHON (Popme) MPOBOAUTCS Jie-
yeHue ¢GaynapabMHOM, KaK B BHJIE MOHOTEpPANHH, TaK U B KOMOWHAIIUU C JPY-
rumMu npernapatamu (1ukiodochaMuioM, pUTyKCUMaboM, MUTOKCAHTPOHOM).
Jlst meuenust OOJIBHBIX C OMyXOJIeBOUM U mporpeccupyromein popmamu XJIJI B
KauecTBE MEPBOU JTMHUU Tepanuu B OOJBIIMHCTBE CIy4aeB MCIOIb30BaIU (IIy-
napaOuH JUIsi BHYTPUBEHHOTO BBEJICHUS WM B TaOJETKaxX B BUE MOHOTEPAITHH
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n B couetanuu ¢ mukiopochanom (FC) u purykcumadbom (FCR). KomOuna-
nuio guynapadbuna ¢ mutokcantponom (FCM, R-FCM) gamie npumensiiu B ka-
YeCTBE BTOPOW JIMHUU Tepanuu TMpu HeIDPEKTUBHOCTU JPYruX MPOTOKOJIOB
WM TIPU pelanBe 3a00JICBAHMUS.

VY OoJbIIMHCTBA MAIlMEHTOB, IMPOJICUYEHHBIX IO JaHHBIM MPOTOKOJIAM,
yAAJIOCh AOOUTHCS MOJHOW MJIM YacTUYHOW peMuccuu 3aboneBanus. [Ipumene-
Hue ¢urynapabuna B TabieTUpOBaHHOUW (hopMe U ISl BHYTPUBEHHOTO BBEJICHUS
MPUBOJUT K JIOCTHKEHHUIO PEMHCCUH Yy OJUHAKOBOTO KOJMYECTBA OOJBHBIX.
[IpeumymecTBaMu TabIETHPOBAHHON (POPMBI Mpemnapara sSBISIETCS OTCYTCTBHE
HEOOXOJIMMOCTH BEHO3HOTO JIOCTYIAa W BO3MOXKHOCTH NMPUMEHEHUs B amOyra-
TOpPHBIX ycloBUsX. Cleayer OTMETUThb, YTO PE3YJbTAThl JICUCHUS JIydlle Yy
OOJIbHBIX, KOTOPBIC paHEE HE MOJyYaId TEparuio MO MOBOAY OCHOBHOTO 3a00-
JICBaHUS, TI0 CPABHEHUIO C TEMH, Y KOTO Pa3BHUIACh pePpaKTEpPHOCTh K paHEe
MPOBOJIMMOM ITUTOCTATUYECKON TEPAITHH.

Momnotepanus daynapabuHom npusena K goctmwkenuto [P y 25% 6oiib-
HeIX U UP — y 45% nanuentoB. bonee adpdextuBHa komOuHanusa diaynapadruHa
C ApyruMu nuroctatukaMu. [IpuMmenenune xomOuHaImu (iaynapaduHa C IUK-
godocdanom nmo3pouino aooutkes [P y 56% Gonbubix u UP y 23% OGonbHBIX.
[Tpu ucnons3zoBanuu nportokosia FCR B kauectBe BTOpOii uHuM Tepanuu [1P
yaanoch 10CTUTHYTh ¥ 56% u UP y 34% nanueHToB; Npy UCHOJIb30BAHUH 3TOTO
IIPOTOKOJIA B KayecTBe nepBou JinHuM tepanuu 1P nocturnyra y 75%, UP —y
20%. AmHanmu3 [IeCTWJICTHEW o0O0mmer u 0ecCOOBITUHHON BBDKHBACMOCTH
IIPY KCTIOB30BaHMK TTpoTokoina FCR B kadecTBe mepBoOi TMHUW TepaIiy TOKa-
3aJ1, YTO OHU COCTABIAIOT coOoTBeTCTBEHO 79 1 50%.

VYuuteiBasi BBICOKYIO 3()PEKTUBHOCTH JAHHOTO MPOTOKOJIA, MEHBIIYIO
TOKCUYHOCTh 10 cpaBHeHHMIO ¢ Tporokonmamu FCM, R-FCM, Bcem GombHBIM
XJUUI, Hy)IarommuMcst B JICYEHUH, TIPU OTCYTCTBHUH TSHXKEJIOM COMYTCTBYIOIIEH
MaTOJOTMH B HACTOSIIEE BPEMsI Mbl MPOBOJMM €ro B KAaU€CTBE MEPBOMl JIMHUU
Teparuu.

Tepanuio ¢ npuMeHeHHeM OEHIaMyCTHHA Mbl UCTIOJB3YEM B JICUCHHUH TIa-
nueHToB ¢ XJIJI ¢ 2014 r., mosToMy CTaTUCTUYECKUE MCCICIOBAHUS €IIE HE
MIPOBE/ICHBI.

Ha npoaomkuTeabHOCTh KU3HH B MIEPBYIO OUepeb BIIMsIIA CTaaus 3a00-
JIeBaHUs, B KOTOPOW JTHAarHOCTHPOBaH remooOsacro3 (tabmuua 34). bonbHble, y
koTopbix XJIJI Obul muarHocTUpoBaH B cTaguu A 1o kiaccudukanuu Binet,
MMeEJIM 3HAYUTEIHLHO OOJIBIIYIO MPOJOJKUTEIIBHOCTh KU3HH, YeM OoJbHbIE ¢ B
n C cragusiMA Ha MOMEHT BBIABIIEHUS 3a00JI€BaHUs. 3HAUYUTEIHHO OOJIee HU3-
KYIO BBDKUBA€MOCTb UMEJIU MAIlMEHThI, Y KOTOPhIX HA MOMEHT JIMarHOCTUKH 3a-
OoneBaHusa ompenensiach BbICOKas skcnpeccuss mapkepa CD38 u myranus
del17p13.

Nudexnmonnsie ocnoxxkHeHus HaOmogamuch y 85% OompHBIx XJIJL
HaunbGonee wacto orMeuanuch 3a00J€BaHUS JbIXATEIbHBIX MyTeH (MTHEBMOHUH,
TPaxeuThl, OPOHXHUTHI, IUIEBPHUTHI U T. 1.) — 67,4%, pexe Herpes zoster — 16,3%,
abcriecchl, ¢uierMoHsl, cercuc — 5,3%, poxucroe BocnajgeHue — 5,3%; MUKO3BI
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—5,7%. Y 21 genoseka (7% ot obmero komuuectsa 6onbHBIX XJIJT) 3a00ieBa-
HUE OCJIOKHUJIOCh ayTOMMMYHHON T€MOJIMTUYECKON aHEMHEH.
Tabauua 34.
Pacnpeodenenue 6016Hb1X NO cCMAOUAM, HA MOMEHM OUAZHOCHUKU

XJLT (1995 - 2014)

Cranusg Ha momeHT | KoiamdectBo Ooib- | KoimyecTBo Mennana
BBISIBJICHHS 3a00j1€- | HBIX B a0COJIIOT- 0O0JBHEIX B % BBIKMBAMOCTH
BAHUS HBIX YHCJIAX (Mecsiupl)
Knaccu- A 64 21 240
dukanums B 139 47 97
J. Binet C 96 32 43

TepmunanbhHas ctaaus XJIJI daie nposiBisiiach Kaxekcuew, Tpanchop-
Mainuend B JUMGOcCapKoMy, «IpOJUM(OUUTAPHBIM KPU3» OTMEYEH TOJIBKO Y
JIBYX MaIlMEHTOB, «OnacTHbIA Kpu3» XJIJI B HaIiem uccienoBaHuu 3aperucTpu-
poBaH He Obul. B mopaBisitomiemM OONBIIMHCTBE CIIy4aeB HEMNOCPEICTBEHHOMN
MPUYUHON CMEPTU ATUX OOJIBHBIX SBJISIIUCH OPOHXOJETOUHbIE OCIOKHEHUS Te-
Mo001acTo3a — MHEBMOHMH, TEBpUTH (59,9%). B 23,8% ciiyyaeB jeTanbHBIM
MCXOJ1 HACTYIIUJI BCJIEICTBUE COIYTCTBYIOLIEN CEPIAECYHO — COCYAUCTOM MMaTOJIO-
ruu (dieMudeckas 0oJie3Hb cep/na, HHGapKT MUOKap/ia, TUIIepTOHnYecKas 00-
Je3Hs). Jlpyrue HemocpeacTBEHHbIE TPUYUHBI cMepTu 0osibHbIX XJIJI BcTpeya-
JIUCh PEIKO.

Ilo pe3ynomamam uccineoosanusi ObIIO COeNAHO 3aK0UeHUe.

Xponnueckuit TuM(}osIeiiko3 SBISIETCA OJTHUM U3 CaMBIX PaclpOCTPaHEH-
HBIX TeM001acTo30B B AMypckoil obnactu. OH 3aHMMaeT BTOPOE MECTO B
CTPYKTYpe IeM00JIacTO30B CpeIu BCEro HaceleHHs 00JIaCTH U IEPBOE MECTO
cpenu B3pocioro HaceneHus. CpelHerofoBod IokKa3arenab 3a00JIeBa€MOCTH
3TUM JIerko3oM cocrtasisieT 2 Ha 100000 HaceneHws. Haubonee 4acTo
BCTPEYAIOTCSA Mporpeccupyromas, A00poKayecTBEHHAas, OIyXoJieBas, cenese-
HouHast popmbl XJIJI. OctanbHbie (GOpMBI FeM0OOIaCTO3a OTMEUAIOTCS PEAKO.

Pemenne Bompoca 0 HEOOXOJIMMOCTH HA3HAYEHUS! LIMTOCTATUYECKOM Te-
panuu NPUHUMAETCS B KaXJIOM CIydae HHAUBUAYAIbHO. [[uTOCTaTHUECKyIO TE-
paruio nmanuentam ¢ XJIJI HaunHamu npu nelikonurose 6omee 100 — 150x10%,
3HAYUTEILHOM YBEJIUUYCHUH JTUM(PATHUECKUX Y3JI0B U CEIE3CHKU, HATMYUK aHe-
MUA ¥ TPOMOOUMTONECHUN OOYCIOBICHHBIX JUMQPOUIHON HHPUIbTPALUEH
KOCTHOT'O MO3ra, BBIPAXKEHHOW MHTOKCHUKAIMU, BBICOKOW 3KCIPECCUHM MapKepa
CD 38.

B kauectBe nepBou simHuu tepanuu XJIJI B HacTosee BpemMss HCHOJb-
3yetcst mpoTokosl FCR, uTo mo3BossieT 1ocThdb OOIBIIOTO KOTMYECTBA TOJIHBIX
¥ YACTUYHBIX PEMUCCUU 3a00JI€BaHUS, TOKCUYHOCTh MPU HUCTOJIH30BAHUH JaH-
HOT'O MMPOTOKOJIa BECbMa YMEPEHHAS.

[TponomxkuTenbHOCTh ku3HU 00bHBIX XJIJI 3aBUCHUT B MEpBYIO O4Yepeihb
OT CTaJIMM HA MOMEHT OOHapy>keHus 3a0oneBanus. [lanuenTsl, y kotopsix XJIJI
BBISIBJICH B cTafauu A (o kimaccudukanuu J. Binet et al., 1981), umenu 3naun-
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TCJIBbHO 6OJ'IBHIYIO MMPpOJOJIKUTCIIBHOCTD JKU3HH, YCM OOJILHBIE AWUAarHo3 KOTOPbIM
ObLI BHICTABJICH B cragusax B u C. 3HauuTenbHO MEHbIIast MpOOdOJIZKUTCIIBHOCTD
JKU3HN OTMCUCHA y TCX IMAIUMCHTOB, I'’IC HA MOMCHT ITIOCTAHOBKH AWAI'HO3a OIIPC-

JeJISUICST OOJNBIION TPOILEHT OIMYXOJIEBBIX KJIETOK, SKCIPECCUPYIONUX MapKep
CD 38 u myramus del17pl3.

IIPOTOKOJIBI IIHTOCTATHYECKOH TEPAITHH

1. Ilpendasa
YV GobHBIX ¢ runepelkonuTo3oM (> 200 x 10%/1) nepen Haganom Tepanuu
pEeKOMEHIyeTCsl MpoBeeHne peadasbl — XJI0pamMOyIuaoM win IuKiIodocda-
MUJOM TIO0 PELIeHUIO Jieyamero Bpadya. OAMH U3 alKWIMPYIOUIUX IMPEenapaToB
HA3HAYAETCA [0 CHIDKEHHs uucna neiikonutoB menee 100 - 150 x 10%m. Ilpu
HAJIMYUU AaHEMHH WU TPOMOOIIMTONICHUH K JIKMIIMPYIOMIEMY MpEenapaTy MOKET
ObITh J0OaBneH npeauu3oyioH. (Hukutun E.A., 2012)

2. Pexxum FCR (dbayaapadoun, nukiaodochamua, puTyKcuMan)

Buympueennutii éapuanm

1-i MUK

®nynapabun, 25 Mr/mM? HoBepXHOCTH Tena B/B B auu 2 - 4. Iuknodocda-
muz, 250 mr/m? MOBEPXHOCTH TeJa B/B B 1HU 2 — 4. Purykcumao, 375 MT/M? TI0-
BEPXHOCTH Teja B/B B JIeHB 1.

2-6-f HUKJIBI:

®nymapabun, 25 Mr/M? moBepxHOCTH Tena B/B B auu 1 - 3. Iuxnodocda-
muz, 250 mr/m? MMOBEPXHOCTH TeJa B/B B 1HU 1 — 3. Purykcumao, 500 MT/M? TI0-
BEPXHOCTH Teja B/B B JIeHB 1.

Ilepopanvnuiii éapuanm

1-a UUKL:

®nynapabun, 40 Mr/m? MOBEPXHOCTH Tela BHYTPh B aHU 2 - 4. [uxmodoc-
damun (Dupokcan), 250 Mr/M? MOBEPXHOCTH TeNa BHYTPh B AHH 2 - 4. Puryk-
cnmab, 375 Mr/mM? MOBEpPXHOCTH TeJia B/B B JIEHb 1.

2 - 6-fi HUKJIBI:

®nypapabun, 40 Mr/ M2 MOBEPXHOCTH Tea BHYTph B auu 1 - 3. Iuknodoc-
damun (Ougokcan), 250 Mr/ M? TIOBEPXHOCTH Tela BHYTPh B AHM 1 — 3. Puryk-
cumab, 500 Mr/ M? TOBEPXHOCTH TeNa B/B B JEHD 1.

Kypcer noBropsitorcst kaxasle 28 nHed. Clenyromuil UK HAaYMHAETCS B
neHb 29. [IpoaomKUTeNbHOCTD JIeUeHUs: 4 — 6 IIUKIIOB.

2. Pexkum FC(daynapadun, mukiaodochamumn)

Buympueenuiii 6apuanm
®nynapabun B/B 25 Mr/m? nosepxHoctu Tena, 1 — 3 gau. Luknodocdan /B 200
mr/m? mosepxHoctu Tena, 1 — 3 auu.
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Ilepopanvuulit 6apuanm

Huknopochamun (Dumokcan), 150 Mr/ M? moBepXHOCTH Tena B CYTKH
BHYTpb 110CJIE 3aBTpaka B 1uu 1 - 5. ®aynapabun, 40 Mr/ M? HOBEPXHOCTH Tela
B CYTKH BHYTpPb Itociie obena B 1Hu 1 - 5.

Kypcol noBropsitorest kaxasie 28 aHed. Craeayromui UK HAYUHACTCA B
neHb 29. IIpo1omKUTeNbHOCTD JICUeHUS: 4 — 6 IIUKIIOB.

3. Pexxum FCR-Lite (peaynupoBaHHLIH BAPHAHT PeKHMA, COAep Kalie-
ro dbavaapadun, mukjaopochamMua, puUTyKcumMao)

Buympueennuwtit 6apuanm

1-# MUKJI:

®nypapabun, 20 Mr/M? MOBEpXHOCTH Tea B/B B auu 2 - 4. Iuknodocda-
muz, 150 mr/m? moBepxHOCTH Tena B/B B 1uu 2 - 4. Purykcuma6, 375 mr/m? no-
BEPXHOCTH Tejia B/B B JIeHb 1.

2-6- HUKJIBI:

®nynapabun, 20 Mr/m? noBepxHOCTH Tena B/B B auu 1 - 3. Luxnodocda-
muz, 150 mr/m? noBepxHocTH Tena B/B B 1Hu 1 - 3. Purykcuma6, 500 mr/m? mo-
BEPXHOCTH Tejia B/B B JIcHb 1.

Ilepopanvnuiii éapuanm

1-# UKL

®nymapabus, 32 Mr/M? HOBEPXHOCTH Tejla BHYTPh B AHM 2 - 4. I{uknodoc-
damun (Drmokcan), 150 Mr/m? MOBEPXHOCTH Tela BHYTPh B AHH 2 - 4. Puryk-
cuma0, 375 Mr/mM? MOBEPXHOCTH Tela B/B B JIEHB 1.

2-6-f HUKJIBI:

®nypapabun, 32 MI/M? HOBEPXHOCTH Tejla BHYTph B auu 1—3. Iuknodoc-
damun (Dugokcan), 150 Mr/m? moBepxHOCTH Tena BHYTPb B 1HH 1 — 3. Puryk-
cnmab, 500 Mr/mM? MOBEpPXHOCTH TeJia B/B B JIEHb 1.

Kypchl noBropsitoTcst kKaxabie 28 gHed. Crlenyromuil UK HAaYMHAETCS B
JIEeHb 29.

[TpogomxuTenbHOCTD JieueHus: 4 — 6 UKIIOB.

4. IIporokoa FCM

®nynapabuH B/B WK B TabjeTkax 25 MT/M? noBepxHOCTH Tena 1 — 3 aHwm.
Huxnodocdamun B/B 200 mr/m? moBepxnocTu Tena 1 — 3 auu. MHTOKCaHTPOH
B/B KameJabHO 6 MT/M? MOBEPXHOCTH Te€Ja B 1-i1 I€HBb.

Kypcer noBropsitorcst kaxasle 28 nHed. Clenyromuil UK HAaYMHAETCS B
neHb 29. [IpoaomKUTeNbHOCTD JIeUeHUs: 4 — 6 IIUKIIOB.

5. IIporokoa R- FCM

Putykcuma0, B mepBoM kypce 375 Mr/mM2 moBEepXHOCTH Teia B/B B 1-ii JieHb,
co 2 mo 6 kypcel — 500 Mr/mM? moBepxXHOCTH Tena B/B B 1-i1 nens. diaynapabun
B/B WM B TabneTkax 25 mr/m? nosepxnoctu Tena 1 — 3 guu. Luknodochamun
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B/B 200 Mr/m? noBepxHoctr Tena 1 — 3 gHu. MHTOKCaHTPOH B/B KamelbHO 6
MI/M? IOBEPXHOCTH Tena B 1-ii 1eHb.

Kypcol noBropstoTest kaxasie 28 aHed. Craeayromui UK HAYUHACTCA B
neHb 29. IIpoomKUTeNbHOCTD JICUeHUS: 4 — 6 IIUKIIOB.

6. MoHnorepanus dJayrapaduHOM

®nrynapabun, 20 Mr/mM? mOBepXHOCTH Tea B/B B 1M 1 — 3 quu mim 32 mr/m?
MOBEPXHOCTHU Teja BHYTPb B 1HU | — 3. Kypchl moBTOpsitoTCs Kaxabie 28 nTHEH.
Crnenyrommii 1TUKI HaYnHAETCS B AeHB 29. [IpogomkuTenbHOCTD edeHus: 4 — 6
IIUKJIOB.

Monudukanus 103 Npu NpoBeAeHUU Tepanuu GuayaapaOruH-coAepKaIUMU
pexKUMaMU

1. Bo Bpems Tepanuu QuiyaapaOuH-coAepKaluluMu peKUMaMi HEOOXO0AMMO
BBITIOJTHEHNE aHAJIN30B KPoBU Ha &, 15 u 25-i1 nau kypca. Ha 8-if nenb pyTHHHO
BBITIOJIHAIOTCST OOIIMI M OMOXUMUYECKUN aHATTU3bl KPOBU. AHAIM3BI B 3TOT CPOK
MO3BOJIAIOT OIIEHUTh HEMOCPEACTBEHHYI0 TOKCHYHOCTh Kypca. Ha 15-i1 neHb
BBITIOJIHAETCST OOIIMI aHaJIu3 KPOBHU, MOCKOJBKY Ha 3TOT MEPHOJ MPUXOJAUTCS
MUK CHUKEHUS uncia Heutpodwmios. Ha 25 - 28-i nenp Kypca CHOBaA BBITIOJIHS-
I0TCS OOIIMIT M OMOXMMUYECKUU aHadu3bl KPOBU. ODTHU aHAIU3bl IMO3BOJSIOT
OLICHUTh TOTOBHOCTD K CIEAYIOIIEMY LUKITY.

2. Borpoc 0 Ha3HaueHHH POCTOBBIX (PaKTOPOB BO BpeMsl Tepanuu (iynapa-
OMHOM penaeTcsi MHAMBUAYAbHO JedamuM BpadyoM. FCR oTHocutces k pexu-
MaM, BbI3BIBAIOIUM (PeOpUibHYI0 HelTporienuto Menee 4yeM y 20% OO0JIbHBIX.
Taxxe Baxkno, uto FCR He BbI3biBaeT Myko3uta. [losTomy mepBuuHas npodu-
JAKTUKa POCTOBBIMM (PaKTOpaMH HE MoKa3zaHa. BropuuHas npoduiakTuka BO3-
MokHa. Ha ¢oHe nmpuMeHeHusl npenapaToB IpaHyIONUTAPHOTO KOJIOHUECTUMY-
mupytoiero (akropa (I'-KC®) BeposatHo moctuxenue Opictporo addexra, of-
HAKO Ha MOCJIEAYIONIUX UKIAX MOKET Pa3BUThCS CTOMKAs INTEJIbHAS HEUTPO-
MIEHUs, KOTOpasi OCTAHOBUT MpoBeaeHne 6 nmukioB tepanuu. 06 3Toit crienudu-
YeCKOM OCOOCHHOCTU JieUeHHsI OOJNBHBIX (uIyJapaOuHOM CIeIyeT MOMHHTD.
[TpennoutuTenbHee OOPOTHCS ¢ TOKCUYHOCTBIO MyTeM MoAudukanuu 1o3. Pe-
OYKIUS 7103 TPUBOAUT K CHUXKEHHUIO A()PEKTUBHOCTH, OJHAKO XPOHUYECKUUN
auMdorieiiko3 - HekypaOesibHasi 00Jie3Hb U HEIOCTUXKEHHE TMOJTHOM PEMHUCCHUU
HE KPUTUYHO. 3aTsKHAs [IUTONEHUs Tocie (irygapabuH-coAepKalliero pexxuma
MOXeT ObITh onacHee aiis naruenTta. (Hukutun E.A., 2012)

3. Cnenyromuii Kypc IOMyCTHMO Ha4dWHATh, €CIM YHCIO TPOMOOIIMTOB
oonbme 50 x 10%n, umucno meiirpodunos Gonsme 1,5 x10%1. B npotokone
IPEIyCMOTPEHO JIBa YPOBHS peayKinu 103 (Tadm. 35).

4. Peaykuus 103 1O MOBOJY LIUTOTIEHUHU, COXPAHSIOLIEHCS K HaYally ClIey-
IOLLEro Kypca:

. JlomyctuMas 3aiepkka Tepanuu - 2 Hemenu. [larueHT MoxkeT ObITh
OCTaBJICH B MIPOTOKOJIC TIpH 3asiepkke B 4 Hexenu. [Ipu OombIeit 3anepxke Bo-
MPOC pelIaeTcsi UHANBUIYaIbHO.
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. I[Ipu yposue Heirpopmios < 1,5 x 10%1 nmu tpomGonuros < 50 x 10%x
HayaJlo Kypca oTKiaasiBaercs Ha | Henemo. [Ipyu BoccTaHOBIIEHNN ITOKa3aTenen
JICYEHHUE MPOAOJDKACTCS B TEX K€ J03aX WIM B CHIKEHHBIX — II0 PEIICHUIO
Bpaya.

. Ecnu nipu 3a7epKKe B 2 HEAENN MOKA3aTeIN OCTAKOTCS B MPEKHUX IIpeie-
JaxX, Ha CJIEAYIOIEM Kypce 1036l PEAyLUPYIOT 10 1-ro ypOBHSL.

. Ecnu, HECMOTpsl Ha pEeayKLUIO 103, MEKKYPCOBBIE IIPOMEKYTKHA HE BbI-
JEPKUBAIOTCS, 1036l PEAYLHUPYIOT 10 2-TO YPOBHSI.

[Tpu rmy6GoKoif mepCUCTUPYIOLIEH TUTONIEHNH, 00YCIIOBICHHOMN, IO MHEHHIO
JIeYaIlero Bpaya, MMEHHO TOKCUYECKUM JIEUCTBUEM XUMHUOTEpPANUU (HEUTpOohHU-
ner < 0,5 x 10%n, TpomGonuter < 20 x 10%1 unmM HanuuMe reMOPParuuecKoro
CHUHJIPOMA), TEPANUIO OTMEHSAIOT J0 BOCCTAaHOBIICHUS IMOKa3zareseil. Bo3oOHOB-
JICHUE JICYEHUS — I10 PELICHUIO JISYallero Bpaya.

. IIpu cHmxenun remorinoOuHa Ha 50% OT HCXOTHOTO YpPOBHS Tepamus
MOJKET OBITh OTJIOKEHA 110 4 Helenb. B Takoll cuTyanun He0OX0IMMO MPOBECTH
J€TaJIbHOE MCCIIENOBAHUE Ul MCKIIIOYEHHUS IeMOJUTHYECKOW aHemuu. Ilocie
VCKJIFOYEHUS IEMOJIN3a PEKOMEHYETCS Ha3HAYEHUE IPUTPOIIOITHHA.

. [Ipu cyliecTBEHHOM CHMXEHMM YpPOBHSI T€MOTrJO0MHA HYKHO B IMEPBYIO
oyepeb UCKIIIOUNTh ayTOUMMYHHBIN remoinns. [lonoxurensHas npoda Kymocea
SIBJIIETCS. IPOTUBOIIOKA3aHUEM K IPOBEICHUIO JajbHEiel Tepanuu (iayaapa-
OMH-CcOAEepKAIUMHU PEKUMAMH.

Tabauuya 35.
Cxembl pedykuyuu 003 gayoapadbuna u yuxkiogocphamuoa

IIpu nepopanbHOM BBeIeHUHU ®aynapadbun | Hukiaopochamun
CrangapTHas J03MPOBKa 40MT/M? 250 Mr/m?

1 -if ypoBEHb PEAYKLIUH 32 mMr/m? 200 mr/m?

2-1f ypOBEHb PEXYKIUH 24 mr/m? 150 mr/m?

Ilpy BHYTPHBEHHOM BBeICHHH

CrangapTHas J03MPOBKa 25 Mr/m? 250 mr/m?

1-11 ypoBeHb penyKIIHH 20 Mr/m? 200 mr/m?

2-1f ypOBEHb PENYKIUH 15 mMr/m? 150 mr/m?

5. Penykuust 103 1o MOBOY LIUTOINEHUH, HAOIOIAIOIICHCS B MEKKYPCO-
BOM ITPOMEKYTKE:

Ecnu Ha 14-i1 1eHb Kypca ypoBeHb HeWTpoduinos coctasiser < 0,5 x 10%n
W/WI 9Kcio TpoMOonuToB < 50 x 10%71, MOKHO PaccMOTPETh BOIPOC O PEAyK-
nuu 03 ¢guynapabuna u nukiaopochamuga 10 1-ro ypoBHs Aaxke MPU YCIOBUU
MIOJTHOTO BOCCTAHOBJICHHS TIOKa3aTeNel K Hadally CJIeIYIOIIEro Kypca. ITo 0co-
OCHHO Ba)XKHO, €CITH B JIBYX MOCIIEOBATEIBHBIX IIMKJIAX YPOBEHb HEHTPODUIOB
Ha 14-it nens cocrapnser < 0,5 x 10%1 u HabmonaeTcs TEHAEHIUS K yCyryoie-
HUIO HEUTPOIICHUH.
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6. Moaudukanus 103 NpU CHIKEHUU KpeaTUHUHA!

®dnyaapaOvH TPOTUBOIIOKA3aH MpU KiupeHce kpeartnHuHa < 30 MI/MUH.
[Ipu xnupence kpeatunuHa 30-60 MJI/MUH clenyeT peaylupoBaTh JO3bI LHK-
nodochamuaa u ¢aynapabuna 10 1-ro ypoBHs, HaUMHAas ¢ TepBOro nukia. Ha
BTOPOM IIHMKJI€ YacTO MPOUCXOAUT MOBBIICHUE KIMPEHCA KPEaTUHHHA 10 HOp-
MbI. B 3TOM ciyuae HeoOXo1uM nepexo/] K MOJIHBIM J03aM.

Dopmyna Kokpogpma-I'onma ona npeockasanus CK®, ucxods uz yposms
KpPeamuHUuHa cbl80pOMKU:

Myxunnbl, CK® (Mn/mun) = [Bec Tena (kr) x (140 — Bozpacr)] /

[72 x KpeaTtunun (mr/mmn)].

Kenmuuesr, CK® (mn/mun) = [Bec Tena (kr) x (120 - BozpacT)] /

[72 x Kpeatunun (mr/mn)].

Anvmepnamuenas popmyna:

Mysxuunbl, CKO (mn/mun) = [1,23 x (140 — Bo3spacT) x Bec Tena (kr)] /

Kpeatunun (MKMOJB/T).

Kenmuupl, CK® (mn/mun) = [1,04 x (120 - Bospact) x Bec tena (xr)] /

Kpeatunun (MKMOJIB/T).

Dopmyna nepecuema KOHYempayuu KpeamuHua uz MKmov/n ¢ me/on: Kpe-
atuHuH (Mr/nn) = Kpeatunus (MxMoutn/i) / 88,4.

7. Moaudukamust 103 puTykcuMada He MPOBOAUTCS. Y TMOXKHIBIX HaIu-
CHTOB TPU PHUCKE CEPJCYHO-COCYIUCTHIX OCIOKHEHUH Ha (hOHE CHHIPOMA BbI-
CBOOOXK/ICHUS IIMTOKMHOB BBEJICHUE PUTYKCHMa0a MOKHO pa3/ieNIuTh Ha 2 pa3a.

8 TaxTuka BeneHus OOJNBHBIX C MHEIOCYIIPECCHEN TMPHU MPOBEICHUU pe-
xuma FCR-Lite takas ke, kak npu npoBeneanu FCR. J{o3sl mpenapatos B 3ToM
ClIy4dae peAyLUpPYyIOT 10 2-TO YPOBHS.

Undeximm U conpoBojuTeNbHAS TEpanus MpU NpoBeAeHUN (hiayaapaObuH-
COJIep KAIUX PEKUMOB

Bo Bpems Tepanuu ania npodriakTHKA WHGEKITH HEOOXO0IUMO TIIATEIHHO
COOJTI0/IaTh TUTUEHUYECKHUE MEPHI (BBIIATh MAIMEHTY HAa PYKU MAMSITKY).

[Tpu pa3BuTHU MHDEKITUN B MEKKYPCOBOM MPOMEKYTKE OUEPETHON ITUKIT HE
HAYMHAIOT JIO €€ MOJHOTro pasperieHus. Jomyctumas 3aaepxka - 10 4 HElelb.
Ecnu undexuus He 3aBepmmiack K 4-if Heiene, BONPOC O MPOIOKEHUH Tepa-
NN JaHHBIM PEKUMOM PEIIaloT WHAUBUTYATBHO.

[Ipu pa3BUTHH OJHOTO AMHU307a CEICHCa BO BpeMs TEpaIllUH JICUCHUE TIpe-
KpamaroT J0 MOJHOTO KynmupoBaHUs WHOEKInH. ECau ecTh BO3MOXKHOCTH IMPO-
BOJUTH JICUCHUE JAJIbIIE, 036l PEIYIIUPYIOT A0 2-TO YPOBHS WM MPOIOKAOT
JieYeHue B 2-JHEBHOM (dopmare.

[Tpu pa3BUTHHM OJHOTO AMHU30/a OTOSCHIBAIOIIETO JIUIIAs BO BPEMs TepaIuu
Ha BECh MOCJIEAYIOIINI Mepro/] JeYeHUs Ha3HavyaroT Bagauukiaosup mo 1000 mr
B cyTku. Ecim smm3o1 omosichIBaromero juiasi ObUT 1aBHO, Ha3HAYAIOT Baja-
ruksioBup 1o 500 mr B cytku. [lamueHT q0mKeH OBITh YE€TKO MPOUH(POPMHUPO-
BaH O KJIMHUYECKUX MPOSBICHUAX OMOSICHIBAIONIETO JUIIAs U O HEOOXOAMMOCTU
HEMEJJICHHO 3BOHUTH Bpady MpH MOJO3PEHUH HA HETO.
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B otrcyrcTBUE ycnoBuil, OTOBOPEHHBIX HMXKE, MPOPUIAKTHUECKas aHTHOaK-
TepHUajibHas Tepanus He Noka3zaHa. Ha3sHaueHue nmpoQuiiakTMuecKoil aHTHOak-
TEPUATILHON TE€paMy MOKET OBITh 11EJIECO00Pa3HO:

. ITOKHWJIBIM OOJIBHBIM;

. narMeHTaM, y KOTOPhIX Ha ()OHE JICUCHHUs HAOJI0AI0TCs PEIUIUBHPYIO-
e nHQEKImy;

. IaIeHTaM ¢ OOIBIION JaBHOCTHIO OOJIE3HH;

. ManyeHTaM, y KOTOphIX Ha (hOHE JCUCHHs HAOIOMaeTCsl HEUTpOeHnsT <

0,5 x 10%7, amuTenpHOCTHIO OoJiee 7 qHEH.

Ecnu neyenne npoBoauTCsS B aMOYJIaTOPHOM PEXUME, OIPaBIAHO Ha3Hayde-
HUE ¢ TpodrIakTHIecKoi 11ebio ieBodokcanuuaa mo S00 mr B cytku ¢ 11 -ro
no 16-ii neHp Kypca Wiu Ha OKUJAEMBIM, UCXO U3 NPEIUIECTBYIOIIETO OIbITa
nepuoaa Hertponenuu. [Ipodunaktuyeckas aHTHOAKTepUAIbHAS TEpAIUs MPO-
BOJUTCS B TEYEHUE BCETO NEPUO/IA JICUEHHUS.

Buympueennwiti ummynoenobyiun

BBenenue 3Toro mpemnapara B TEPaneBTUYECKHUX J03aX KaxKable 3 HEAeNn
CHIKaeT yacToTy uHpekuuii Ha 10%. YuuTbiBas cTOMMOCTh, PAaKTUKa Ha3Ha-
YEeHUs] BHYTPUBEHHOI'O MMMYHOIJIOOYJIMHA C MPO(PHIAKTUYECKON LENbI0 Mpu-
3HaHa HeuenecooOpa3Hoil. HaznaueHne MMMyHOrI00yauHa MOXKET COAEUCTBO-
BaTh pa3pelICHUIO 3aTAHYBIIECHCS MHPEKIUU WU IPEKPALaTh HEMPEPHIBHO pe-
uuauBUpyomre nHpekuu. Beenenne npenapara 000CHOBAaHO y MAIl[MEHTOB, Y
KOTOPBIX YpoBeHb aHTHTEN Kiacca 1gG B ceiBopoTke HIke 3 r/m. CrangapTHas
no3a — 400 Mmr/cyT; Bcs Ao3a mpenaparta BBoautcs 3a 1 geHb. Jlomyctumo uc-
MOJIb30BaTh MEHBIIYIO /103y, @ UMEHHO 250 MI/KT TOBEPXHOCTH Tela.

7. Xy10pamMOy I

Monomepanus xnopamoyyuiom, Kypcoeoii gopmam: xiopamOyuma 10
MI/M? IIOBEPXHOCTH TEJla BHYTPh 1-7 JIHM; Je4eHne BO30OHOBIsAETCS Ha 29 IeHb.

Monomepanus xnopamoyuunom, nROCMOAHHBLL opmam: XIOPaMOYITHIT
0,07 - 0,2 Mr/mM? HOBEpXHOCTH Tejla BHYTPb, 2 — 4 Mecsla, ¢ MOCIeLyIOmUM
moA00POM 03B,

B nacTosiiiee Bpemsi HCTIONB3YETCS PEIKO, MPUUMYIIIECTBEHHO Y TTAIMEHTOB
ctapie 70 JeT U/Wii UMEIOIIHNX TSKETYIO COIMMyTCTBYIONIYIO MaTOJIOTHIO.

Cxema xnopamoyyun + pumyxcumao (LR)

1 -#d uomkia:

Xnopam6ynun, 10 Mr/mM? HOBEPXHOCTH Teja BHYTPh B JHH 1—7.

Putykcuma0, 375 Mr/mM? IOBEpXHOCTH TeNa B/B B JIEHE 1.

2 - 6- HUKJBI:

Xnopam6ynun, 10 Mr/mM? HOBEpPXHOCTH Teja BHYTPh B THU 1—7.

Putykcuma6, 500 Mr/mM? IIOBEpXHOCTH Tea B/B B IEHD 1.

[Tpo1oKUTETEHOCTD JieUeHus: 4 — 6 IUKJIOB WM JJO MAaKCUMAJIBHOTO OTBE-
Ta moc 1 Kypc.

Crnenyrolmuii UK HAYMHAETCs Ha 29-1 IEHb.
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Pexomenoayuu no npumenenuio xropambyyuia.

XnopaMOyIMJI TPUHUMAIOT HATOIIAK; €CIU MperapaT IJI0X0 MEePEeHOCHUTCH,
TO mocie enpl. Bes cyrouHas no3a nmpuHumaetcs 3a oguH npueM. OCHOBHBIM
nobouyHbiM 3¢ dexToM XiopamOyiuia sBiseTcs Mmuenocymnpeccus. [Ipenapar
O0COOEHHO TOKCHYEH B OTHOIIEHUMH MErakapuOoIMTapHOTOo pocTka. Peako ObiBa-
I0T ChIMb, TOMHOTA. Clie1yeT MOMHHUTb, YTO Y TOXKHUIIBIX MAIMEHTOB XJ0paMOy-
IIMJI MOXKET BBI3bIBAThH cynoporu. Kak mpaBuso, mpu 3TOM B aHaMHE3€ UMEETCs
WHCYJIBT, HApYIICHUE MO3TOBOTO KPOBOOOPAIICHHS] WM UYEPEITHO-MO3TOBas
TpaBMa.

OnTuManabHOW CXeMbI Ha3HaYEHUS XJIopaMOyIiia He paspadorano. [Ipume-
HSFOTCS HECKOJIBKO CXEM M HET JaHHBIX, JIEMOHCTPUPYIOIIUX MPEBOCXOICTBO
KaKOM-11M00 U3 HUX.

Peoykyus 003 xnopambyyuna uz-3a moxcuunocmu

[Ipu KypcoBOil Tepanuu peKOMEHIyeTCs MOJIb30BaThCs CIACAYIONIEH CXeMOn
pPeAYKIMU J103, TPUMEHSBIICHCS B HECKOJbKUX KIMHUYECKUX MCIIBITAHUSIX
(tabn. 36). YUuTHIBalOTCA MHHHUMAJIbHBIC 3HAYCHHUS YPOBHCH TI'€MOTJIOOMHA,
TPOMOOITUTOB WJIM HEUTPOPHUIIOB B MEKKYPCOBOM MPOMEKYTKE.

Kak mpaBuio, B penykiuu 1036l 0osnee yem Ha 50% HET HeOOXOAMMOCTH.
[Ipy Takoil TOKCHYHOCTU Mpenapar OTMEHSIOT M Ha3HA4yaloT JAPYroll BapHUaHT
Tepanuu.

Tabauya 36.
Cxema pedykuyuu 003 Xaopamoyyuia

CHMKeHHe YPOBHSA reMor;100MHa Wiy YpoBeHb HeliTpodu- Pekomenayemasi 103a OTHO-

TPOMOOLMTOB OT HMCXOJHOI0 YPOBHS a0B (x 10°\) CHUTEJLHO NMOCJIeaHel

(10 JieyeHHUSs] WJIM Ha MpeabIAylIeM

IUKJIE)

0-24 Ot HOpMBI 0 1,5 be3 cokpaiieHus

24-49 Or 1,010 1,5 Penykuus Ha 50%

50-74 O10,5 10 1,0 Penykuus Ha 75%

bonee 75 Memnee 0,5 [Ipekpamienue - 10 TeX MOp,
[OKa II0Ka3aTeld KpPOBH HE
ITOCTUTHYT UCXOJHOT'O YPOBHS

Hobasnenue npednusonona

VY GompHBIX co ctamueid C (aHEMUS U TPOMOOITUTONICHHUS) K XJIOPaMOYIIHITY
MOXXET ObITh J00aBieH mnpenuu3oioH. [Ipegnuzonon mpu XJIJI GezomacHo
Ha3Ha4yaTh TOJIBKO B BHAE KOPOTKHX KypcOB (B pamMKax IPOTOKOJIa — He Ooiiee
Mecsila, BKJIIoYas rnepuoj; orMeHsl). Jlo3a npennuzonona konedsnercs ot 40 1o
100 mr/cyt. Ha mocnenyromux Kypcax MpeIHU30JI0H MO0 BO3MOKHOCTH OTMEHSI-
10T. [IposTOHTMPOBAHHOTO HA3HAYCHUS MTPEAHU30JIOHA PEKOMEHIYETCS N30€raTh.

Pexomenoayuu no ssedenuro pumyxcumada

B mponenypHo#i, riae BBOIUTCS PUTYKCUMAO, JOHKHO OBITH BCE HEOOXOM-
MO€ JIJIsl TIPOBEJICHUSI PEaHUMAIIMOHHBIX MEPOTPUATHIA Ha CIIy4al aHa(uIaKTH-
YECKOU PEaKInH.
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3a 30 — 60 MuUHYT A0 Hayayia BBEICHUS PUTYKCHUMAa0a BBITIOJIHAIOT MPEMEIN-
kauio. IlanmeHTy BBOJST aHTUTMCTAMUHHBIN, TOPMOHAJBHBIN Tpemnaparbl U
napareTamol.

BBeaenue purykcumadba HauYMHAIOT cO cKopocThio 50 mil B yac. Takyro cko-
POCTh BBIJICP’KUBAIOT B Te€UeHHE yaca. B 3To Bpems 3a OOJIbHBIM HEOOXOJIUMO
BHUMATEJIbHO CJeAUTh. [Ipu mepBOoM BBEIEHUU PUTYKCMMaba PEKOMEHIYETCS
Kaxapie 15 — 20 MUHYT U3MEpATh apTepUabHOE JABJICHUE U MYJbC, KaXIbIi
yac — Temneparypy. Jlanee 3Tu mokasarenu OLEHUBAIOT OJUH pa3 B yac. Eciau
peaknuii Ha PpUTYKCHMa0 HET, CKOPOCTh BBEACHMS KaXKIbIM Yac MOBBIMIAIOT HA
50 mu1/4, MakcuMalbHas ckopocts — 400 mu1/4.

Ecnu nepBoe BBeaeHNe puTykcumabda mpomuio 0e3 peaxiuii, Ha MoCIeayIo-
IIUX IUKJIaX MOKHO HauyuHATh co ckopocTu 100 mi/4 u yBenmumBaTh ee Ha 100
MJ1/4, HO He Ooiree 400 mi/4.

Ecnu HabmionaeTcss yMepeHHas peakiys (HarpuMep, MOBBIIIIEHUE TeMIlepa-
Typsl < 38°C), BBeIcHUE BPEMEHHO MPUOCTAHABINBAIOT WM CHUKAIOT CKOPOCTh
Ha 50 mi/4. Eciu nosBisiroTcs:

- OCHUILIOCTH r0JIOCA U 3aJI05KEHHOCTh HOCA,
- OpoHxocmasm,

- aJulepruyeckas peakius (ChIb Ha KOXKe),
- TUXOpajKa ¢ MOTPSCAIOIINM 03HOOOM,

- CHUDKEHUE apTepUaIbHOTO JaBJICHMUS,

HEOOXOMMO OCTAaHOBHUTH MH(Y3UIO U MMOBTOPUTH MpeMeaukanuro.llo moka-
3aHHSIM BBOJIAT:

- peaun30i10H, 100—200 mr, wim gekcamerason, 4—~38 mr, BHyTpuBeHHO B 100
MJI (PU3HOJIOTUYECKOTO PACTBOPA;

- OpPOHXOAMIIATATOPHI;

- HAPKOTUYECKUE aHATIbI€THKHU.

[Ipu ycnemHoM KymUpOBaHUU MEPEUUCIECHHBIX OCIOKHEHUW BBEJICHHUE PU-
TyKcMMa0a BO30OHOBIISIFOT Ha CJIEIYIOUTUHN JICHb.

8. benjgamycTuH.

Monomepanusa. beanamyctun 100 Mr/mM? HOBEpXHOCTH Tejla B/B Kareslb-
HO B 1 u 2 quu. Tepamnus Bo300HOBIsAETCS HA 29 JICHb.

IIpomokon RB.

Putykcumab - 1-i muxi 375 Mr/mM2 HOBEPXHOCTH TeNa B/B KaNelbHo B 1-
i1 1enb, B nanbHeimem 500 Mr/M? MOBEPXHOCTH TENA B/B KANeNIbHO B1-i 1eHb.

Benpamyctun 90 mr/m? B/B B 1 1 2 1Hu.

Jleuenue Bo3oOHOBIIsIETCS HA 29 neHb. Beero 4 — 6 Kypcos.

Pexomenoayuu no npumenenuro bendamycmuna

I'emaronornueckass 1 HETeMaTOJOTHYECKass TOKCHYHOCTh MPU HCIOJIb30-
BaHUM pUOOMYCTHHA BCTPEYACTCS TOpa3/io pexke, 4eM MpHu nMpuMeHeHuu ¢iya-
pabuna. B ciydae pa3BUTHS TeMaTOJIOTHYECKOW TOKCHYHOCTH 3—4-i1 CTeneHu
WM HETreMaTOJOTHYECKON TOKCUYHOCTU >2-U CTENEHU BBIPAXKEHHOCTU BBEE-
HUE PUOOMYCTHHA JODKHO OBITh OTJIOKEHO KaK MHHHMYM JI0 BOCCTAHOBJICHUS

152



nokaszaTesei abCoMOTHOro KondyecTBa HenTpoduinos >1000/MKI U KOIUYECTBA
TpoMOoUTOB >75000/MKJI W/UITM CHUKEHUS! CTETIEHH BBIPAKEHHOCTH HErema-
TOJOTUYECKON TOKCUYHOCTH A0 |-i1 CTENEeHNn U MEHee.

Moaudukanus 103 MpU reMaToIorH4eckoil TOKCUYHOCTHU: MIPU Pa3BUTUU
TOKCUYHOCTH 3—4 CTEMNEeHU J103a MpernapaTa npHu MOCIeAyIoIUX UKIIaX JOJKHA
OBITH CHUKEHA 10 50 MI/M? IOBEpXHOCTH Tena. B cirydyae MOBTOPHOTO BO3HMK-
HOBEHUS T€MaTOJOTUYECKON TOKCUYHOCTU 3—4 CTEeNeHH J103a Mpenapara JoJIxK-
Ha OBITH CHIIKEHA 110 25 Mr/M2,

Monudukamnus 103 MpU HETEMATOIOTUIECKOW TOKCHYHOCTH: MPH KIIWHU-
YECKH BBIPAKEHHBIX NMpH3HaKaX 3—4 CTENEeHW TOKCHUYHOCTH J103y PUOOMYCTHHA
IpH MOCNIEAYIOMIMX IUKIAX CIIEAYeT CHU3UTh 10 50 Mr/m2,

9. AsleMTy3YyMa0.

Monomepanusa. Anemtyt3ymad — 30 Mr, moAK0HO, 3 pasza B Henelno, 12
— 18 Henenb.

Ilpomoxon FluCam

®nynapabun 25 Mr/M? IOBEpXHOCTH Tena B/B, 1 — 3 nuu

AnemtyT3ymab — 30 mr, mojakoxHo, 1 — 3 qau

Jleyennie B0300OHOBIsIETCS HA 29 JICHB.

Ilpomoxon CamPred

AnemtyTr3ymab — 30 mr, monkoxuo, nau — 1, 3, 5, 8, 10, 12, 15, 17, 19,
22,24, 26

Metunnpennau3oios 1 r B/B KanenbHo ¢ 1 o 5 gHu.

Jleuenue Bo300HOBIAETCS HA 29 JeHb.

Pexomenoayuu no ssedenuro anemmysymaoa.

Komnac cnenyeT npuMeEHATh MOJ KOHTPOJEM Bpaya, UMEIOIIETO OIBIT
MIPOBEICHUS TPOTUBOOITYX0JieBOM Tepanuu. [Ipemapar B m000i1 pekoMeHI0-
BaHHOMW J103€ JTOJDKEH BBOJUTHCS B BUJIE BHYTPUBEHHON HH(Y3UU TPOIOJIKHU-
TEILHOCTBIO HE MeHee 2 4. [IpeMennkanuo peKOMEHyeTcs MPOBOAUTH KOPTH-
KOCTEPOUIHBIMU TIpernapaTaMu JIJisi MpueMa BHYTPb WJIH i B/B BBeaeHus 3a 30
— 60 MMH 10 KaXI0¥M MH(Y3UU KIMIAca BO BPEMs YBEJIMUYCHHUS J103bI, a TAKKE
M0 KJIMHWUYECKUM MOKa3aHUsIM. PekoMeHayemas npeMenuKanus — TuIpOKOPTH-
30H B 03¢ 100 — 200 mr (wim ero 3xkBUBaJIeHT). Ero 103a MoeT ObITh YMEHb-
IIeHa MPHU JOCTHXKEHUU PEKOMEHIyeMOn 103kl kammaca. Kpome Toro, Bo3Mox-
HO JIOMIOJIHUTEIbHOE MPUMEHEHUE aHTUTUCTAMUHHBIX TPEeNaparoB JJis IpueMa
BHYTpPb (Hampumep, 50 Mr audeHwIruipaMuia) 1 HEOMMOUAHBIX aHATBI'€TUKOB
(mampumep, 1 r mapaneramona). B ciaydae COXpaHSIOMIUXCS OCTPBIX PEaKIIHM,
CBSI3aHHBIX ¢ MH(Y3HUEH, MPOJAOTKUTEILHOCTh BpEMEHU MH(DY3UH MOXKET OBbITh
yBEJIMYEHA JI0 8 4 OT MOMEHTa MIPUTOTOBJICHHSI pacTBOpa KdoMIiaca Jisi HHPY3UH.
AHTHOMOTHKY U IPOTUBOBUPYCHBIE TIpENapaThl CIeAyeT Ha3HA4YaTh B IJIAHOBOM
MOPSIJIKE BCEM OOJLHBIM BO BPEMsI M TTOCJIE OKOHYAHUS JICUCHHUSI.

B3pocnbiM BO BpeMsi IepBOM HEAEH J€UEHUSI KIMIAC CIAEAYeT Ha3HAYaTh
B BO3pacTaromux Jo03ax: 3 Mr B 1-i nenn, 10 Mr - Bo 2-i1 nedp u 30 mr - B 3-i
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JI€Hb IPY YCJIIOBUM XOPOULIEN ITEPEHOCUMOCTH KaXX0M 103bl. B nanbHeumem pe-
KOMEH/IOBaHHasl K MPUMEHEHUI0 J03a cocTaBisieT 30 mr/cyT. 3 paza B HEIEtO
yepe3 JeHb. MakcuMaibHasi MPOJOJIKUTEIBHOCTh JICUEHHUsS COCTaBisieT 12
Hezlenb. Y OoJIbIIMHCTBA OOJIBHBIX yBEJIMYEHHE J103bI mpenapara 10 30 Mr mo-
KET OBITh OCYIIECTBIICHO B TeueHHue 3-7 nHel. OHAKO NpU pa3BUTHH YMEPEH-
HBIX WIH TSKENBIX OCTPHIX MOOOYHBIX peakUuil B pe3yJbTaTe BbICBOOOKICHMUS
UTOKUHOB (OCOOEHHO TUIIOTEH3UH, 03HO0A, JMXOPAJKU, OJBIIIKH, CBHIA WU
OpoHxoOcIa3ma) Kak IpH J103€ 3 Mr, Tak U 1 npu 03¢ 10 mr, cneayromas cyrou-
Has J103a Iperapara J0JbKHA OBITh TaKOM e U He JOJDKHA YBEITMYMBATHCS 10
T€X MOp, MOKa NEPEHOCUMOCTh MpPEeNapaTa He CTAHET YAOBIETBOPUTEIBHOM.

B 0oJibIIMHCTBE C1y4yaeB MaKCHMAaJIbHbIA OTBET Ha JICUEHUE JOCTUTAETCS
IpU NPUMEHEHUH KAMIaca B TeueHue 4-12 Henensb.

[Tocne noctuxeHus: Bcex J1aDOPAaTOPHBIX M KIIMHUYECKUX MPU3HAKOB IOJI-
HOW pEMHUCCHM Tepamnusi KIMIIACOM JI0JKHA ObITh MpEKpalleHa Mpu MpoIosKa-
fouieMcs HaOJIIOAEHUH 32 COCTOSIHUEM OOJIBHOTO.

[Tpu ymyumeHuu cocTosiHUS 00JBbHOTO (T.€. MPU JOCTHKEHUM YaCTUYHOMN
PEMHUCCHM WM CTAOUIN3alMKU) U JajbHEHIIEeM JOCTH)KEHUHU I1aTo 0e3 Mpu3Ha-
KOB YJIy4YIlIEHUsI B TeUeHHE 4 Hellelb U 0oJiee Tepanusi KIMIIACOM JOJIKHA ObITh
IpeKpalieHa Ipyu MPOoJ0JDKAIOIIEMCs] HAOMIOJEHUN 32 COCTOSIHUEM MallMeHTA.
JledeHue Taxke JOJHKHO OBITh MPEKPAILEHO NP HAJTUYUU IPU3HAKOB MPOTpec-
CUPOBaHUS 3a00JICBaHUA.

[Ipu pa3BuTHHM TKEIOM MHOEKIUU WM BBIPAXKEHHBIX MPHU3HAKAX reMa-
TOJIOTUYECKOM TOKCUYHOCTH JICYEHHE KAMIACOM JIOJKHO OBITh MPEKPAIIEHO 10
UX UCYEe3HOBEHUA. PekoMenayeTcsa npepBaTh TEPANui0 KIMIACOM Y OOJIbHBIX CO
CHIKeHHEM yuciaa TpoMOonuToB <25 000/MKJI WM CO CHUKEHUEM a0COIIOTHO-
ro yucia HeutpodunoB (AYH)<250/mki. Tepanust KamMnacoMm MOKET ObITh MPO-
JIOJKEHA T0CIe JIMKBUIAUMU MH(GEKIUHU UM TOKCHUYecKUuX siBneHuil. Ilpu pas-
BUTUU ayTOMMMYHHOW aHEMHM WJIM ayTOMMMYHHOH TpPOMOOLIMTONEHHH, CBS-
3aHHOH C JIEeUEHUEM KAMIIacoM, MPUMEHEHHUE Mpernapara JOJKHO ObITh MOJIHO-
CTBIO ITPEKPALIEHO.

Koppekuun pexuma J03upoBaHus y JIMI] OKHIIOTO Bo3pacTa (crapiie 65
JeT) He TpeOyeTcs, HO 3Ta KaTeropus MalueHTOB J0JKHA HAXOAUThCS MO/ TILa-
TEJIbHBIM HAOJIIOACHUEM.

BrIpaxkeHHOE CHM)KEHHE Ynciia TUM(OLUUTOB, KaK 0KUAaeMblid (apmako-
Joruyeckui 3ppext kammnaca, MOKET ObITh IJTUTEIbHBIM U HAOTIOJAETCS Y BCEX
0onpHBIX. Yncno CD4+ u CD8+ nuMdounToB HauMHAET yBeIMYUBATHCS Ha 8-
12 Henene JieyeHUs: U MPOJAOKAET BOCCTAHABIMBATHCS B TEUEHUE HECKOJIbKHX
MECALIEB TOCe MpEeKpalleHuss Tepanuu. MenuaHa BpeMEHH 10 JOCTHXKEHUS
ypoBHs 200 KJIETOK/MKII COCTaBJsieT 2 MecC Mocie UHPY3Uu MOCIEeIHENH T03bI
K3MI1aca, OJHAKO IEPUOJ BOCCTAHOBJIEHUS NEPBOHAYAIBHOTO YPOBHS MOXET
npoaoipKaThes 6 mec u 6osee. Jlanubiit aexT MoKeT mpenpacnoaraTh K pas-
BUTHIO OMIOPTYHUCTHUYECKUX MH(DEKIM. B cBA3M ¢ 3TUM pexoMeHayeTcs mpo-
BEJCHUE  NPOPUIAKTUKH  HMH(PEKIUH,  Hampumep,  TPUMETONPUMOM
/cynbdhamerokcazosiom 1o 1 Tabmetku 2 pa3a/cyT. 3 paza B HEACIIO WU JIPYTH-
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MU TpenaparamMu Jyuisi Tpo(HUIaKTHKA THEBMOHWH, BBI3bIBaeMOi Pneumocystis
carinii, a Takke 3(PGEeKTUBHBIMH MEPOPATbLHBIMU TpernapaTaMu JJis JICUCHUs
reprieca, Hanpumep, haMIUKIOBHpoM 1o 250 mr 2 pasa/cyT., KoTopasi HauMHa-
€TCsl BO BpeMsl Teparuu U NpoAO0KaeTCsl He MEHee 4 Mec Mocie MpPeKpalleHus
JICYEHUS KAOMITACOM HWJIM J0 JOCTKeHHs ypoBHS CD4+ nmumdoruroB 200 kie-
TOK/MKJI U Oosee. Bo Bpemsi Bcero mpoiiecca JieueHus: HE0OXO0IMM TIIATENbHbIN
MOHUTOPUHT LUTOMETAIIOBUPYCHOM HHGEKIMH, PEaKTUBALUS KOTOPOH peru-
ctpupyercs B 15-20% cnyuaeB (Bonkia M.A., 2006). [Ipu pasButuu BbIpa-
KEHHOW M TSDKEJO MPOTEeKaromed HHPEKIUH HEOOX0IUMO MPEKPATUTh TIPUMe-
HEHHUE aJleMTy3yMada /10 MCYE3HOBEHUSI JAaHHOTO OCJIOXKHEHUS. B0o3MOXHO mpo-
JOJDKEHUE TEPANTHAH TTOCIIE JTMKBUIAITNN TAHHOTO OCIOKHEHH .

Tabauya 37
Koppexuus 003 aremmy3ymaoda npu pazeumuu
2emMamo102udecKoil mOKCUYHOCIU
I'emaToJsiornyeckasi TOKCHY- Jlo3a 17151 BO30OHOBJICHUA Tepanuu
HOCTb, TPOMOOIUTBI<2S 000/ MK
/i AYH<250/mka
1 cimyyaii BOSHUKHOBEHHUS MIOCJIE NCYE3HOBEHHUS MPOJIOJKUTD B J103€
30 mr*
2 ciy4yail BOSHUKHOBEHUS IIOCJIE NCYE3HOBEHHUSI IPOJIOJKUTD B J103€
10 mr*
3 ciiy4ail BOSHUKHOBEHUS IIOJIHOE IIPEKPAILECHHE

* IIpH MMPCKPpAICHUN TCpaIlIiu Oosee yeM Ha 7 I[Heﬁ BO300HOBJICHHE BBCICHHUA KOMIIAaCa
AOJIKHO OCYHICCTBJIATBHCA B PEIKUME ITOCTCIICHHOI'O YBCJIMYCHUA NTO3bI.

Cnenyroniye Tpu NpoTOKoja B HacTosmiee Bpems 1pu jJeueHun XJIJI uc-
MOJIb3YOTCSI OYEHD PEJIKO.

10. R-CHOP

Putykcuma6 375 mr/m? BHyTpHBEeHHO B 1-M Kypce, 500 Mr/m? B mocnemy-
romux, B 1-i nens. Bunkpuctun 1,4 mr/mM? (MakCMMaIbHO 2 MT) BHYTPHBEHHO
ctpyiino, 1-it mens. Luxnodocdamun 750 mr/m? BHyTpHBEHHO B TeueHue 60
MUHYT, 1-i1 nenb. JJokcopyOumun 50 Mr/M? BHYTPHBEHHO B TedeHHe 60 MHHYT,
1-i1 nens. [penan3onon 60 mr/m? B 1-i 1eHb B/B 10 BBeIeHUS PUTYKcMMaba, BO
2,3,4 v 5-ii THU BHYTpb.

WMHTepBan Mexay Kypcamu 3 HEAENIH, TO €CTh Ha4ajo CIEAYIOLIEro Kypca
Ha 22-ii IeHb OT Hauana npeasiayuiero. Beero 4 — 6 Kypcos.

11. CHOP

Bunkpuctun 1,4 Mr/ M? (MakcMManbHO 2 MI) BHYTPMBEHHO CTPyHHO, 1-ii
nenb. Huxnodocdamun 750 Mr/M? BHYTPUBEHHO B TedeHue 60 MUHYT, 1-ii 1eHb.
JlokcopyOunun 50 mr/m? BHyTpHBEHHO B Teuenne 60 munyT, 1-ii nenn. [Ipeanu-
30710H 60 MI/M? BHYTpS, 1, 2, 3, 4 1 5-ii 1HU.
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NutepBan Mexay KypcaMu 3 HEAENH, TO €CTh Hayajo CIEAYIOMIEro Kypca
Ha 22-i 1eHb OT Havasa npeapiaymero. Beero 4 — 6 Kypcos.

12. COP

Huxnodpochamua 400 mr BHyTpuBeHHO ¢ 1 mo 5 nuu. Bunkpuctun 1,4
mr/ M? (MakcHManbHO 2 MI) BHYTPUMBEHHO CTpyiiHO, 1-if neHs. ITpennusonon 60
Mr/M? BHYTpb ¢ 1 10 5 JIeHb.

13. JlyueBasi Tepanus B JICYCHUH XPOHUUYECKOTO JUMQPOJIEHKO3a PEAKO
Ha3HA4YaeTCs B POJIM CAMOCTOSITENBHOTO METOJA TEPAIlUH, OJJHAKO OHA LEJNECO-
oOpa3Ha [J1s1 O0JIETYEHHUsI COCTOSHUSI OOJNBHBIX C YBEIMYCHHBIMHU JIUM(paTruye-
CKUMH y3JIaMHU, NIEYEHBIO U cene3eHKoi. OCOOEeHHO eciH BCIIEICTBUE OpraHoMe-
TaJIMM UIMEET MECTO KOMITPECCUOHHBIA CUHIPOM.

14. TIpu XJIJI moka3aHUsIMU K CIIJIEHIKTOMHUM SIBIISIFOTCSI:
1. cnieHoMeranusi, He MOJAMAIONIASICS BIUSHUIO JYYEeBOM M IIMTOCTaTHYe-
CKOM Tepamuu M CO3Jarollas BbIPAKEHHBIN a0JOMHHAIBHBIA JTHUCKOM-
GopT, BBI3BIBAIOIIAS SIBJICHUS KOMITPECCUH OPTaHOB OPIOITHOM MOJIOCTH;
qyacTble MH(APKTHI CEIE3EHKH;
3. BapuaHThI 3a00JI€BaHUs, TPOTEKAIOLIUE C IPEUMYIIIECTBEHHON CIIEHOME-
rajgued u cyoJIeMKeMUYECKUM JIEUKOITUTO30M.

no

IIEPCIIEKTHBbBI IEYEHUA
XPOHHYECKOI' O THM®OJIEHK03A

Umo na zopuzonme?

Co3nanbl HOBblIE MOHOKJIOHaJIbHbIE aHTU-CD20-aHTUTENa HOBOIO MOKO-
neHuss — oparymymad, obunyty3zymad (GA101), Benryzymad. IIpoBoastcs
KJIIMHUYECKUE UCCIIEIOBAHUS IO UX U3YUECHUIO.

Oghamymymaé nipencrapisieT coO0H YeTOBEYSCKOE MOHOKJIIOHAJIBHOE aH-
tureno (m3otun IgGl) k antureny CD20, oTHOcdIIeecss KO BTOpOMY TOKOJe-
HUIO MOHOKJIOHAJNbHBIX aHTutes. [Ipemapar cnenuduuecku CBA3bIBACTCS
C DMUTOMNIOM, KOTOPHIA BKJIOYACT M Majyl0, U OOJIBIIYIO BHEKJIETOUHBIC METIIH
monekyiasl CD20. CeszpiBanue opaTrymymada ¢ pacrosio)KEHHBIM BOJIM3U MEM-
Opanbl crnenuduueckuMm snuTonoM Mojekysibl CD20 BbI3bIBaeT CBSI3bIBAHHE
Y aKTUBAIIMI0 KOMIUIEMEHTAa Ha MOBEPXHOCTH  KJIETKH, YTO IMPUBOJUT
K Pa3BUTHIO KOMIUIEMEHT3aBUCUMON ITUTOTOKCUYECKON PEAKIIUU U JIU3UCY OITy-
xoJieBor KieTku. [IpomeMoHCTpupoBaHO, 4TO OdaTymMyMad BBI3BIBAECT BBIpa-
YKEHHBIA JIM3UC KJIETOK, COMPOBOXKAAIOIIMUICSI BBICOKUM YPOBHEM HKCIPECCUHU
3alIMTHBIX O€NKOB KoMmIieMeHTa. Kpome Toro, cBs3biBanue oarymymabda mpu-
BOJUT K THOEIN KIETOK TAKXKe M0 MEXaHW3MY aHTUTEI03aBUCUMOU KJIETOYHOM
MUTOTOKCHYHOCTU. [lokazaHo, uTo odarymymad BBI3BIBAET JHM3UC KIETOK Kak
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C BBICOKOM, TaK W ¢ HU3KOM 3kcrpeccuein CD20, a Takke KIJIETOK, YCTONYMBBIX
K puTyKcuMaOy. In Vvitro mpemapaT mpoaeMOHCTpHUpOBall 00Jice BBICOKYIO (-
(beKkTUBHOCTH MO OTHOMLIEHUIO K KieTkam XJUJI, uem purykcumab (Teeling J.L.,
et al., 2004; Wierda W.G., et al., 2010 ).

Conepxanue B-muMdoruToB B KpoBU O0JBHBIX JduMomnponudepaTrB-
HbIMHU 3a00JIEBaHUSMH CHIKAJIOCh YK€ mocie 1-ro BBeneHus odarymymada.
VY 6ospHBIX ¢ pedpakTepHbiM XJIJI cpenHee yMeHbIIIEHHE KoJInuecTBa B-KieTok
B KpoBU Tiocie 1-ro BBeaeHust coctaBmsuio 23%, amocime 9-ro— 92%.
VY OONBIIMHCTBA MAIIMEHTOB CoOJiep:KaHue B-TMMQpOLNUTOB B KPOBH OCTaBaJIOCh
HU3KHUM Ha MPOTSHKEHUHU BCETO Kypca JISUEHHs, a 3aTEM MOCTEIIEHHO BO3PacTaio
(omHaKo M yepe3 3 Mec Mmociie OKOHYaHUsl Kypca Tepanuu ohpatymyMadoM cpej-
Hee KoJmdecTBO B-kireTok Obu1o Ha 68% wMensbIne, yem o Jiedenus) (Teeling
J.L., etal., 2004).

PesynbraTel uccnenopanuii I/11 ha3el mokaszanu BeICOKYIO 3(PGhEKTUBHOCTH
odaTrymymada y MareHTOB C PEUUIUBOM WU peppakTepHbiM TeueHueM XJIJI,
YTO TOCHYKUJIO OCHOBaHUEM [IJIsi TPOBEICHUS KIMHUYECKUX HCCIEIOBaHUMN
y nepBuuHbix OonbHbIX (Wierda W.G., et al., 2010; Wierda W.G., et al., 2011;
Coiffier B., et al., 2008).

KomOunanus odarymymad + xmopamOyuun (447 6onbubix, 11 daza xiu-
HUYECKUX HccienoBanuit) ymyumaer BBIT go 22 mec, Torna kak y OONbHBIX,
MOJIY4aBIIMX TOJIBKO XJIOpaMOYIIHII, JaHHBIN MTOKa3aTeNb cocTaBiseT 13 mec.

B uccnenoBanuu Il  daszpr uszywanu sddextuBHOCT odaTymymada
B komOuHanmu ¢ FC (O-FC) y nepBuunbix 6ompubix XJIJI (Wierda W.G., et al.,
2009). B rpymy uccienoBanus Boien 61 manueHTt. YYacTHUKH MOTydain oda-
Tymymab B o3¢ 500 mr (rpynma A) wam 1000 mr (rpynma B) B 1-if neHs,
B KOMOMHaimu ¢ Quygapadbunom (25 mr/mM®> BHYTpuBEHHO B 1-3-ii JeHb)
u nuknodocdamumom (25 Mr/m? BHyTpUBEHHO B 1-3-i 1eHb) Kaxable 4 Hen
B TeyeHue 6 kypcoB. [1O Obum mocturHyThl y 32% OO0JIBHBIX B Tpynmne A uy
50% — B rpynmne B, o6mias addextuBHOCTS cocTaBuina 77 u 73% coOTBETCTBEH-
Ho. [Ipu Mmenuane Habmronenus 8 mec menuana BBII He Oblna mocturayra. Jlan-
HOE HCCIIEIOBAaHUE JEMOHCTPUPYET 3HAYUTENbHYIO0 3(PheKTUBHOCTh odaTymy-
Maba B KOMOMHaIMu c QurygapabuHoM u 1ukiodochaMuoM y MAIUEHTOB C
XJIJI ¢ BHOBb YCTaHOBJICHHBIM JUArHO30M, W XOTSI YPOBEHb 0011 3 heKTHB-
HOCTH TIPH MCTIOJIb30BAHUH JTAHHOW KOMOWHAIMK HE OBLI BBIIIE 10 CPAaBHEHUIO
C ICTOPUYICCKUM KOHTpOJIeM, YpoBeHb 110 OB 3HAYUTEIHHO BBINIE B OTIHYNC
OT TaKOBOTO Yy OOJBHBIX aHAJOTUYHOW TMPOTHOCTUYECKOW  T'PYIIIHI.
[To pe3ynpTaTaM JaHHOTO MCCIAEAOBAHUS OBLI CAENaH BBIBOJ O BHICOKOH 3 dek-
TUBHOCTU JAHHOW KOMOMHAIIMK Y epBUYHBIX 00sbHBIX XJIJI rpyniibl BEICOKOTO
pucka (KOTOpBIM OINpeaesuik 10 Mmokasareno P2-mukporiaodynuna) (Wierda
W.G., etal., 2009).

KomoOunamnus O-FC MoxeT ObITh 3(h(PEKTUBHBIM MOIXOIOM K JICUCHUIO
XJIJI, ogHako mJist TOro 4YToObI CAEIaTh OKOHYATEIbHBIE BEIBOJALI O MECTE DTOTO
pekrMa B T€parnuy JaHHOTO 3a00JIeBaHMsI, HEOOXOIUMO TIOJYYUTh PE3yIbTAThI
[T ha3wr KIMHUYECKUX UCCTIETOBAHHM.
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GAI01 (ob6unymy3zyma6) npencraBisieT coO0il BTOPOE MOKOJICHHE aHTHU-
CD20-anturen. bnaromgapst uamenenuto Fc-dparmeHnta aHTHUTeNa C IMTOMOIIBIO
TEXHOJIOTHH TIMKOWMHKMHUPUHTA MOBBICHJIACh HEMOCPEICTBEHHAS
Y aHTUTEJIO3aBUCUMAsl TMPOTUBOOITYXOJieBasg IMTOTOKCUYHOCTh JaHHOTO MO-
HOKJIOHAJIbHOTO aHTHTENa IO CpaBHEHUIO ¢ purykcumabom (Mdssner E., et al.,
2010). Ha ceroans mosyueHbl pe3ysbTaThl KpymHoro ucciemoBanus CLLI11,
npoBefeHHoro Hewmenkoit rpynmoit mo mzydenuto XJIJI (Deutsche CLL
Studiengruppe — DCLLSG), B kotopoMm orieHuBaiu 3(HEeKTUBHOCTh OOUHYTY-
3ymaba y nanueHToB ¢ XJIJI, panee He monmyyaBInx Tepanuio. B nccnenosanue
BKJItoUa manueHToB ¢ XJIJI moxuinoro Bo3pacta ¢ BHIPaKEHHOM COIMYTCTBY-
IOIEH TaToJIOTHel (Menrana Bo3pacta coctaBuia 73 roga, uaaekc CIRS — 8;
n=589). boibHBIM Ha3HAYAIH TEPAINUIO XJIOPAMOYITUIOM JTUOO B BHUIE MOHOTE-
panuu, 1100 B COUYETAHUH C PUTYKCUMAaOOM UM OOMHYTy3ymaboMm. Putykcumad
BBOIWJIH B 103€ 375 mr/m? B 1-i1 nenp 1-ro nmkia u 500 mr/m? B 1-ii neHp 2—6-
ro [UKJIOB Tepanuu; oo0unyTy3ymad — B g03e 1000 mr B 1; 8-it u 15-i qam 1-ro
nukia u B 1-if neHs mocienyronmx HUkiIoB. AHainu3 3¢G(OEKTUBHOCTH Mpoje-
MoHcTpupoBai vactoty OO 30% mpu moHotepanuu xsnopamoyuuiaom (Clb),
66% — mipu ero komoOuHaruu ¢ purykcumabom (R-Clb) u 75% — B coueranuu
¢ oounytyzymaodom (G-Clb). Ilpu stom vactota I1O pasnsutace 0; 8 u 22% co-
orBeTcTBeHHO. Menuana BBII B rpynmax Clb, R-Clb u G-Clb coctaBuna
Ha MOMEHT omnyonukoBanus 10; 15 u 23 Mec cOOTBETCTBEHHO.

Haubonee yacteiMu HexenaTenbHbIMU siBiaeHUsAMU 111 u IV cTeneneit Ts-
xectu npu npumeHeHnn GA101 OblM HHPY3MOHHBIE PEAKIUU U HEUTPONEHUS.
YacToTa ¥ TSHKECTh MH(PY3HMOHHBIX PEaKIUi PEe3KO CHIDKAIUCH MOCTe MepBOU
WH(QY3UH, CEpPbE3HbIX HWH(QY3HMOHHBIX peakuuid Tmociie NepBold HHDY3UH
He oTMe4eHO. bosee BrIcokas yactota HerTpornenui B rpymmax R-Clb u G-Clb
HE aCCOIMUPOBANIACH C MOBBIIIEHUEM YacTOThl MH(PEKIMOHHBIX OCIIOKHEHUH.
B Hacrositiiee BpeMsi MPOBOAUTCS BTOPOM 3Taml MCCIENOBAHUS Tl CPAaBHEHUS
GA101 c purykcumabom (06a mpemapara B KOMOMHAIMU C XJIOPAMOYIIHIIOM).
Jlns aToro B Hero BKJIIOUEHO emie 192 mamuenTa, ux oOiiee KOJIUYEeCTBO COCTa-
Buiio 781 (Hallek M., et al.,2013; Goede V., et al., 2013).

Beamy3zymaé — antu-CD20 MOHOKIIOHATLHOE AHTHUTENIO BTOPOTO ITOKO-
neHus. JIOKIMHUYECKHE WCCIENOBAaHUs TMPOJAEMOHCTPUPOBAIIM AHAJOTUYHUH,
CXOJIHBIH € PUTYKCUMaOOM aHTUTCHCBS3BIBAIOMIMN 3(]dekT BenTyzymaoda,
HO CO 3HAYMTEIHHO BBICIICH aBHIHOCTHIO CBSI3BIBAHMS. B MHOTOIIEHTPOBOM OT-
kpbiToM HccienoBanuu I/ ¢a3pl u3ydanu nogkoXHOE BBEJIEHUE BENITy3ymada
B MOHOPEKHME, MAIUCHTH ObLTH PaHJAOMU3UPOBAHBI HA 2 TPYIITEI — OOJLHBIE
1-# rpynmnel nonyyanu BenyTty3ymMad B go3e 80; 160 wnu 320 mr 1 pa3 B 2 Hen
(4 BBencHuMs), 2-if — 2 BBeJCHUS CKCHEIEIBbHO B TeucHue 4 Hep (16 BBeACHMIA).
JlanHbIe WCCIEAOBAHUS MPOJAEMOHCTPUPOBAIM AKTUBHOCTH IIpemapara Kak
y MaIMeHTOB, PaHee He MOYYaBIINX JICUCHUE, TaK Uy OOJBHBIX C PEIUIUBOM
XJUI; orBer Ha nevenue (11O u UO) peructpupoBanu y 83% OonbHBIX. JIeueHue
COMPOBOXKIATIOCH TOMYCTUMBIM TpO(dUiIeM MEPEeHOCUMOCTH (OTCYTCTBHUE TeMa-
Tosiorndyeckoil TokcuyHoctu -1V crenenn), Takke HE OTMEYEHO HMYHHBIX
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peakiuii, cuHApoMma Jmsuca onyxomu (Cang S., Mukhi N., Wang K., Liu D.,
2012; Kalaycio O.G.N.M., Elstrom R., Farber C., Horne H., 2012; Wu M.,
Akinleye A., Zhu X., 2013).

Hosrie pazpaboTku B Tepanuu XJIJI mOCBSIIEHBI HCIOI30BAaHUIO MAJIBIX
MOJIEKYJI, CIIOCOOHBIX MHTHOUPOBATh (PEPMEHTHI, KOTOPBIE YIPABJISIOT CUTHAIb-
HBIMH MYTAMH, Tpoiudepanreld M armonTo30oM JIEUKO3HBIX KIeToK. K Takum
npenaparaM OTHOCATCS MOPYTUHUO (MHTUOMTOP TUPO3UHKUHA3bI bpyToHa, 31e-
MeHT B-kiierounoro pernentopa B curHainbHOM IyTH BCR), nnenanmu3u6d (vuHru-
outopa (ochaTuaUIUHO3UTON-3-KWHA3BI), XUMEPHBIM aHTUTECH-pernentop -
KJIETOK.

HecMOTpsi Ha OTHOCUTENIBHO HEJABHEE CYLIECTBOBAHUE uUOpymuHnuoba,
y’K€ HaKOIJICHBI HEKOTOPBIC TAHHBIC O €ro Y(PPEKTUBHOCTH KaKk B MOHOPEKUME,
Tak ¥ B koMOnHanuu. OmyO0IMKOBaHbI Pe3yIbTaThl IPUMEHEHHUS TAHHOTO TIPO-
TUBOOIYXOJIEBOTO areHTa y nanueHToB c nepBuuHbiM XJIJI, pedpakrepHbiM
K Tepaluy, a TakKe y MEPBUYHBIX OOJBHBIX TPYMIBI BHICOKOTO pucka. Cpeau
nepBUYHBIX ManueHToB ypoBeHb OO coctaBun 71% (10% — 1O u 61% —
YO). JleyeHue cOMpoOBOKIAIOCH YMEPEHHOW TOKCHYHOCTHIO (B OOJIBIIMHCTBE
ciyyaB — remartonoruueckor I-ll crenenun) (Byrd J.C., et al., 2012; Burger
J.A, etal., 2012).

B uccnenoanuu Il dhaszer uzyvanu 3eKTUBHOCTh U IEPEHOCUMOCTD HO-
pyTuHHOa B KOMOMHAuu ¢ putykcumadom. Yposenb OO goctur 85%. Otme-
YEHO, YTO MUK CHIDKCHMS JMMQOIMTO3a HACTyIa] PaHbIIe, YeM B CIIydae MpH-
MeHeHUs HOpyTHHHOa B MOHOpexuMme. l[lepeHocMMOCTh KOMOMHALIMM TaKXe
OKa3aJlach Y/AOBJIETBOPUTENBbHONU. JIUIIL B OTHENBHBIX CIydasX 3aperucTpHUpO-
BaHa TokcuuHocTh [II-1V cremenu (Byrd J.C., et al., 2012).

Taxke 3aciayXKWBarOT BHHMaHHUS JaHHBIC O MPUMEHEHUM HOPYTHHHOA
B KoMOMHaIuu ¢ oparymymadbom. 27 ManmueHTOB ¢ pedpakTepHbIM TEeUECHHUEM
XJUI (Bxmtouast 3 ¢ cuHapoMoM PuxTepa) ObUTM BOBJIEYEHBI B MCCIIEIOBAHUE.
VY Bcex OosbHBIX OBUT 3adukcupoBaH oTBeT Ha Tepanuio. OO coctasmi 100%.
HurepecHo, yto 2 u3 3 manueHToB ¢ TpaHchopmarnueit Puxrepa nocturiu YO
(Coiffier B., et al., 2008).

B urone 2013 r. B «New England Journal» omyGnukoBaHbI pe3ynbTaThl
COBMECTHOTO uccienoBanusi LleHTpa BcectopoHHero m3ydeHus: paka [ ocynap-
ctBeHHOro yHuBepcuteta Oraito (Ohio State University Comprehensive Cancer
Center), Onkonoruueckoit OonbHUIIBI ApTypa J[xkeiimca (Arthur G. James
Cancer Hospital), Hayuno-uccnenoBarensckoro uHctutyta Puuapga Coiioa
(Richard J. Solove Research Institute) u OHKOIOTHUECKOTO LIEHTpa AHAEPCOHA
(MD Anderson Cancer Center). MccnenoBanusiMiu MokazaHo, 4YTO HUOPYTUHHO
MOBBIIIAET YPOBEHb O€3pEIUIMBHON BRDKUBAEMOCTU U MOXKET ObITh 2 (PeKTUB-
HBIM ¥ 0€30MacHBIM MpenapaToM JIJIsi TAPTeTHON TEpamuu JaXKe IS JICUYEHHBIX
npexe nmamueHToB ¢ penuauBoM XJIJI. Pesymbratst daszer Ib/Il uccnenosanus
nokazanu 26-mecstunyto BBIT y 75%, npu atom OB coctasuna 83% (Byrd J.C.,
Furman R.R. et al., 2013).
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Hoenanuszué B cOYETaHUU C PUTYKCMMAOOM MPOJEMOHCTPUPOBAT CBOIO
3¢ PEeKTUBHOCTH B JIeueHUH NepBUUYHbIX nanueHToB ¢ XJIJI. Yposenb OO cocra-
Bl 97% (19% mnammenToB gocturiu 110, 78% — YO) y 64 nmauueHTOB, KOTO-
pble HE MOJyYald TEpPaNuio paHee, HO HYKJIAJIMCh B €€ MPOBEJACHUN HA MOMEHT
BKIIIOUEHUS B ucciieqoBanue. 2-netHsst BBIT cocraBuna 93% (Byrd J.C., Furman
R.R. etal., 2013).

Nnenanu3nb B KOMOMHAIIUKM C PUTYKCUMAOOM M O€HIaMyCTUHOM ITOKa3aj
BBICOKYIO aKTHBHOCTH TIPH JICUCHUU PePPaKTEPHBIX U PEIUANBHBIX OOJBHBIX
¢ XJIJI. Ypoens OO mnpu UCHOIB30BAaHUU ITHUX KOMOWHAIuil coctaBui 78%
JUIsT KOMOMHAIMK uaenanu3ud + putykcumad u 82% — anis KoMOMHALIMY Ue-
namm3ub + 6ennamyctuH (Barrientos J.C., et al., 2013).

[IpoBeneHO paHIOMHU3UPOBAHHOE UCCIIEIOBAHHUE, B KOTOPOM CpaBHUBAIA
3¢h(HEKTUBHOCTL 00auMepcena B KoMOMHANMK C (aynapabMHOM M IUKIO(OC-
dbamugom (OBL-FC; 120 namuentoB) u cxembl FC (121 OonbHOI) y il
¢ pedpakrepHbM/perauBupyronM TeueHneM XJIJI. IO Obur 3HaUUTENBHO
Boimie B rpynmne OBL-FC, uem B rpynmne FC (17% Vs 7%; p=0,25). Cpeau naiu-
entoB ¢ [0 mmurensHocTh pemuccuu B rpymnne OBL-FC Obuta Bbimie, dem
Brpynne FC (menuana He Obiia gocturnyta; 36 mec VS 22 mec; p=0,03).
VY ¢dbnynapaOuH-4yBCTBUTENBHBIX IMAIIMEHTOB IOKa3aTellb BBIKUBAEMOCTH OBbLI
ayuaie, a ypoBeHb [1O — B 4 paza Boime (25% VS 6%). Ypoenb OO B o0eux
rpymmax oTiauyaics He3HauuTenbHO (41 u 45% cootBercTBeHHO) (Barrientos
J.C., Furman R.R., Leonard J., et al., 2013).

Tpancnnanmayua cmeonosvlx cemonoImuyeckux Kiemox npu XJII

TpancrnanTanusi remonodTudeckux cTBooBbIX KieTok (TI'CK) 3anuma-
eT BaykHOE MecTo B JeueHun 6oabHbIX XJIJT (Ljungman P., et al., 2010). Oanako
TepaneBTuyeckuii norennuan amnorennoi (amoTI'CK) u ayronoruunoit TT'CK
(aytoTI'CK) oTimvaeTcsi, 4TO CKa3bIBaeTCS HA JMHAMHUKE HCIIOJIb30BAHHUS ITHX
MeTon0B Tepanuu 1pu XJIJI. ITo nanueim EBMT, 3a mocinegaue 10 net komuue-
ctBo aytoTI'CK B EBpone nmoctosinHO ymenbianock u B 2009 r. He mocTuraino
50 (Dreger P., et al., 2007). ITpu aTom uucio BeimosHseMbix auioTT'CK crpe-
mutenabHO pocio. [1o nanasiM J.R. Passweg u coaBtopos, B 2010 r. mo moBoy
XJUI ux 6b1o BbimosiHeHO 407, uto coctaBuino 3% Bcex amnoTKM B EBporne
B aToM rojy (Passweg J.R., et al., 2012; Dreger P., et al., 2007).

AnnoTKM npu XJIJI o6iaaer BHICOKMM HU3JICYUBAIOIIUM MOTEHIIMATIOM
Y TIO3BOJISIET JJOOUTHCS IJTUTEILHOIO KOHTPOJISI HaJl 3a00JICBaHUEM Y TAIUEHTOB
IPYIIBl BHICOKOTO PUCKA MO CPAaBHEHUIO C Teparnued MypUHOBBIMHU aHAJIOTaMH
B COUYETAHUH C PUTYKCUMAOOM.

Cormacio EBMT CLL Transplant Consensus KpuTepHsIMH BBICOKOTO
pucka (mtoxoro mnporHo3a) XJIJI sBisitoTCS: OTCYTCTBHUE OTBETAa Ha TEPAIUIO
MyPUHOBBIMU aHAJIOTaMHM WJIM paHHUM peuuauB (paHee 12 Mec); peuuauB
B TeUeHHE 24 Mec Mocie MHOTOKOMIIOHEHTHON TEpanuu C UCIOJIb30BaHUEM ITy-
puHOBBIX aHanoroB wiu nocie ayroTT'CK; nanuumne nokazanuii k Tepanuu XJUJI
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y ManueHToB ¢ jaenerueit p53, nenerueit 17p13 (Dreger P., et al., 2007). Takum
oOpa3zoM, HauOoisiee BaXHbIM (DaKTOPOM, BIIMSIOIIMM Ha NPUHITHE PEIICHUS
o nposeaeHnu amno TT'CK npu XJIJI, aBisieTcss OTBET HA MEPBUYHYIO TEPAMUIO.
[Ipu stom mnpoBeaenue awtoTI'CK He mokazano B 1-i JMHUM Tepanuw,
3a UCKJIIOYEHHEM TAIMEHTOB C MEPEUYHCICHHBIMU XPOMOCOMHBIMH abeppariusi-
MU. [[pyrum Ba)kKHBIM IPOTHOCTHYECKUM (DPAKTOPOM, ONPEAEISIOMIUM UCXO]T all-
10TT'CK, sBasieTcst ctatyc 3a0oieBaHus epe/ TpaHCIUIAHTAlMEe — pe3yJibTa-
THI 3HAYUTEIIBHO XYK€ Yy MAllMEHTOB, HEe JOCTUrmuX pemuccuu (Sorror M.L., et
al., 2008). OcHoBHBIM TepareBTHYeCKuM Mexann3mMoM Tipu ayuto TT'CK sBisercs
peaKIusl «TPAHCIUIAHTAT MPOTUB JIEUKEMUWY, UTO TTOATBEPKAACTCS CHUKEHUEM
4acTOTHI PEIUANBOB NPH HAJIMYWU €e XpoHWdeckoro TedeHus (Sorror M.L., et
al., 2008). [Ilpu gmuTensHOM TeEpHOAC HAONIOACHUS  IOKA3aHO, 4YTO
npu a0 TI'CK (B otimmumne ot aytoTT'CK) co BpeMeHeM yacToTa peluauBOB
camwkaercs (Dreger P., et al., 2005). IIpu ucnonp3oBanuu T-KISTOYHOU JCTLIC-
uuu puck peuuaunsa nociue amio TT'CK Bo3pacraer.

CranaapToB OTHOCUTEIBHO pEXHMMa KOHIUIHMOHUPOBAHMS Ha CErOJHS
HE MPUHATO. bonbiias 4yacTh pe3ysbTaToB, JEMOHCTPUPYIOIIUX MPEUMYIIECTBA
ano TT'CK npu XJIJI, nony4yeHa u3 uccieqoBaHui, u3y4aBimmnx 3QGheKTUBHOCTD
TPAHCIUIAHTALIMKU MPU MPOBEICHUN KOHAUIMOHUPOBAHUS PEIYyLIUPOBAHHON HWH-
teHcuBHocTH (KPU) (Michallet M., Sobh M., Milligan D. et al., 2010). Onnako
KPU accouuupyercst co CHH>)KEHHEM KOHTPOJIsL HaJl 3a00JIEBAHUEM B CPABHEHUU
C TPAJAUIIMOHHBIM MHEI0A0JaTUBHBIM KOHAUIIMOHUpPOBaHUEM. TakuM oOpaszom,
BBHIOOp THUIA KOHAWUIIMOHWPOBAHUS JTOJKEH OCHOBBIBATHCS HA MHABUIYaTbHOMN
KJIIMHUYECKOM cuTyauuH. [Ipu Hanuumu BBIpa)KEHHOM CONMYTCTBYIOLIEW MATOJIO-
run npenmymectso umeer KPU BBuay menpmen TokcuuHoct. C Ipyrou cro-
POHBI, Yy MOJIOJIBIX MAIMEHTOB C HEOJIAronpUsTHBIM TEUCHHEM 3a00JIEBaHUS
IIPU XOPOIIIEM COMATHYECKOM CTaTyce MPEANOYTeHUE MOXKET ObITh OTAaHO 00-
Jiee THTEHCUBHOMY MHENI0A0JIATUBHOMY PEKUMY KOHIUITMOHUPOBAHMUS.

Puck annoTI'CK npu XJIJI B o6mem conoctaBum ¢ TT'CK npu npyrux
reMo0JacTo3ax M B MEPBYIO OYepeab 3aBUCUT OT PEAKIMH «TPAHCIUIAHTaT Mpo-
TUB X034MHa». TOKCHYHOCTh M cMepTHOCTh BcaeactBue amwioTI'CK 3aBucut
ot Tumna kouauimonuposanus (Delgado J., et al., 2009). ITpu KPU moctrpanc-
IJIAHTAlMOHHAs ~ CMEPTHOCTh, HE CBA3aHHAsl  C PEIUAUBOM,  COCTaBIISIET
ot 15 10 25% npu 4-netHem Habmoaenuu (Brown J.R., et al., 2006; Dreger P.,
et al., 2010; Schetelig J., et al., 2003).

Onenka >¢gdpexkruBHocTr Ao TI'CK npu XJIJI 3HaunTenbHO BapbUpyeT
B pa3HbIX uccienoBanusx. Cooodiraercs 06 oluelt u 6eccoObITUIHON S-JIeTHEH
BbDKHBaeMocTH B mpeneiax 30-70% mocie ammoTI'CK ¢ KPU (Brown J.R., et
al., 2006; Dreger P., et al., 2010; Schetelig J., et al., 2003; Delgado J., et al.,
2006).

AytoTT'CK, mpoBoaumas 111 KOHCOIUAAIIMU MTEPBOM WM BTOPOMl peMUC-
CUM, HE JEMOHCTPUPYET CYIIECTBEHHOIO IPEUMYILECTBA I10 CPAaBHEHUIO
CO CTaHJApTHOU XuMuomMMmyHoTepanuei npu XJIJI u He sBisercs oOmenpu-
3HAHHBIM TMOKAa3aHWEM, HECMOTpPS Ha OOHA/IEKMBAIOIINE PE3yJIbTaThl TPUMEHE-
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HUs B IBYyX uccienoanmsx (Ljungman P., et al., 2006; Drager P., et al., 2011,
Milligan D.W., et al., 2005).

[IpoBeneHO KpYIHOE EBPONENCKOE UCCIECIOBAHKE JIsl OLIEHKU 3TOW Tepa-
MEBTUYECKOM omnuuu. [lanueHTsl B mEpBOM M BTOPOM PEMHUCCHM TOCIE CTaH-
JApTHOTO JiedeHust cumnromatudeckoil XJIJI Obuid paHIOMU3ZHPOBaHBI B JBE
BeTBH: ayToTT'CK B KauecTBe KOHcoNMMIaUU U HaOmoaeHus (n=229). B rpymnmne
ayToTT'CK oTmeyanu CylecTBEHHOE CHUKEHHE PUCKA PELUINBA U YBAUBAHUE
BpeMeHHu 70 Hadana tepanuu XJIJI, ogHako nokasarenu OB ObuM KpUTHYECKH
Xy’K€ B CPAaBHEHUU C TPYIINONA NAIMEHTOB, MOJTYYUBIIUX TOJIBKO XUMUOTEPATIUIO
B cTanmapTHeIX  jo3ax (Michallet M., et al. (2011). Bomee Toro,
npu conoctaBiaeHuun BeTBU ayToTT'CK ¢ BeTBbto Tepanuu FCR B nccnegoBanumn
GLLSG CLL3 He moiy4eHO TPEUMYIIECTB BO BPEMEHH J0 Hadajga TEparuu
(Milligan D.W., et al., 2005).

Takum o6pazom, ayToTT'CK Henb3s paccmaTpuBaTh Kak CTaHAAPTHYIO
TepaneBTuyeckyto mpouenypy npu XJIJI. Ona ™oxeT OBbITh IOKa3aHa
B OT/ICJIbHBIX CITydasx, HAapUMeEp Mpu TpaHchopMaluu 3a00JIeBaHUS B CHHAPOM
PuxTtepa.
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CBE/IEHUA Ob ABTOPAX

Bouyexoeckuini Banepuii Bnaoumuposeuu. JIOKTOp MEIMIIMHCKUX HayK, I0-
LEHT, 3aBeAyIolui kadeapoi TOCIUTAIILHON Tepanuu ¢ KypcoM (GpapMaKoJIOruu

['BOY BIIO Amypckas 'MA Munsnpasa Poccuu. ABtop 6osee 100 myOnmka-
Ui, B TOM 4ynciie 8 MoHorpaduii.

3aooromckux Tamvana Baaoumuposna. Pextop 'bOY BIIO Amypckas TMA
Munznpasa Poccuu, JOKTOp MEIUITMHCKHUX HAyK, mMpodeccop, 3aBeayromnias Ka-
dbenpoit ngerckux 6ose3Hel (pakyapTeTa MOBBIIICHUS KBaIM(UKaMKU U Tpodec-
CHOHAJIBHOM MEPENOArOTOBKY CHeUaNUCTOB. OTIMYHUK 31paBOOXpaHEHUs. 3a-
ciy>keHHbI Bpau Poccuiickoit ®enepanuu. ABTop 60see 200 HaydHBIX padoT.

Henyiiko Cepzeii Cemenoguu. JIOKTOp MEAUIIMHCKUX HayK, Mpodeccop, 3aBe-
OyIomui Kadeapod TUCTONOTMM W OHOJOTHH, PYKOBOAMTENb lleHTpanbHOM
HAy4YHO-UCCJIEI0BATEIbCKON JIabopaTopuu, MPOPEKTOP IO HAy4dHOM paboTe
['BOY BIIO Amypckas 'MA MunszapaBa Poccuu. [louetHbliii pabOTHUK BbIC-
Iero MpoQeCcCUOoHAILHOTO 00pa3oBaHusi. ABTop Ooisiee 350 HayyHBIX padoT, B
ToM uncie 17 monorpaduit, 20 nuzobperenuit. [log ero pykoBOJACTBOM BBITIOJI-
HEHO 5 TOKTOPCKUX U 17 KaHAWIATCKUX THUCCEPTALIHM.

Jlanoviues KOpuit Cepzeesuy. JIokTop MEAUIIMHCKUX HayK, npodeccop kaden-
pBI TOCIUTAIBHOM Tepanuu ¢ KypcoMm ¢apmakonoruu I'bOY BIIO Amypckas
I'MA Munsapasa Poccnn, 3acioyxeHHbIl nestens Haykn Poccniickon ®enepa-
UM, 3achyKeHHbI Bpau Poccuiickori denepammn. ABTop cBhime 600 mevar-
HBIX padot, B ToM uncie 30 monorpaduii, 15 uzodperenuit. [lon pyxkoBoacTBom
1O.C. JlanapimeBa BBIMOJHEHO 12 MOKTOPCKUX U 75 KaHAUAATCKUX IUCCEpTa-
1005178

TI'puzopenko Anekceii Anekcanoposuuy. JIOKTOp MEAUIIMHCKUX HayK, mpodec-
cop kadeapbl MATOJIOTUYECKONW aHATOMUU C KypcOM CYIeOHOM MeEIUIMHBI
I'OY BIIO Amypckas 'MA Munsapasa Poccun, 3acinykennslii Bpau Poccuii-
ckoii denepaunu. ABTop cBbitie 300 neyatHbix padboT, B TOM uuciie 15 MoHo-
rpaduit, 12 uzobperenuii. [Tog pykoBoactBom A.A. ['puropeHKo BBITIOIHEHO 5
JOKTOPCKUX U 14 KaHIUJTaTCKUX JAUCCEPTAIUH.
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