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BonocaToKNeToYHbIN nelnko3s

(BK) - XPOHUYecKoe B-knetouyHoe
nmmeonponndepatnBHoe 3aboneBaHue,
XapaKTepusyloweeca HaM4MEM «BONOCATLIX»
nmmooumnToB B nNepudepuyeckon Kposu U

KOCTHOM Mo3re, TMMGONgHON UHPUNbTPALMEN
KOCTHOrO MoO3ra M cene3eHKn u ¢nbposom
KOoCTHoro mosra [9]. BKJ/1 Bnepsble 6bia1 onucaH
B 1958 rogay u nonyy4mn HaseaHue oT GOpPMbl
aHOManbHbIX B-nMmdoumnToB C XapaKTepHbIMM
LMTOM/Ia3MaTUYECKUMMN BbINAYNBAHUAMM,
HAaNOMMHAaOLWMMM NOL MUKPOCKOMOM BOJIOCKM.
PaHee 310 3aboneBaHMe paccmMaTpmMBaNOCh Kak
BapuaHT X/1/1, HO nosgHee 6bl0 BblAENEHO B
CaMOCTOATENIbHYIO  HO30/10TMYecKyto  dopmy
[4, 5, 11]. YactoTa 3TOro /NeMKoO3a He Beu-
Ka (1 — 2% Bcex Nenkos30B), cpeaHuii Bo3pacT
Hayana 3abonesBaHua 55 seT, cooTHolleHWe
MYXUUH M KeHwmH 5:1 [2, 3, 7]. KanHnyeckune
nposiBAeHns obycnoBAeHbl Ha/MYMEM U Bblpa-
YKEHHOCTbHO NAHLUTOMEHUM U COOTBETCTBYHOLLNX
KAMHUYECKMX CUHAPOMOB (aHEMMUYECKUI, re-
MOpparnyecknii, MHGEKLUMOHHbIX OCNOXKHEHUN)
M  3HAUYUTE/IbHbIX pPa3MepoB ChaeHOMeranmm
(BcTpeyaetcay90% 6onbHbIx) [8,10]. YBennyeHue
neyeHn sbiasasetca y 50% nauneHTtos, aumoa-
JeHonaTuaA He xapaKtepHa [8, 10]. «BonocaTbie»
anméounTbl BcTpeyatotca B 90% cnyyaeB M

Pesiome B paboTte npuBeaeHbl JaHHble MO
OVNarHOCTMKE M JIeYeHUI0 BOJIOCAaTOKNETOYHOrO
nerikosa (BK/N) B Amypckoit obnactu. Cpeau
nponeyvyeHHbIx 15-1 naumeHToB y 14-n gocTurHyTa
nonHaa pemuccua. B ganbHelwem peunansos
He 3aperncTpupoBaHo. JleTanbHbIA  UCXOA,
KOHCTAaTUPOBAH TO/NbKO Yy OAHOW NAUMEHTKW.

CoenaHo  3akaoueHwue: BOJIOCATOK/IETOYHbI M
NleiKo3 B HacCToALllee Bpema ABNAeTCA
noTeHunaabHO U31€4YNMMbIM 3a60}'IEBaHVIEM,'
HEO6XO,CI|VIMO nposeaneHne CBOEBpeMeHHOVI,
OCHOBAHHOWM Ha COBpPEeMEHHDbIX meTtonax,
ANAarHOCTUKU 3aboneBaHun 40 Pa3BnUTUA

cepbe3HbIX MHOEKLMOHHbIX U reMopparnyeckmx
OC/IOXKHEHWUI; MpU MPOBEAEHUU COBPEMEHHOM
Tepanun BKJ/1 nporHo3 B noAasastowem
60/1bLINHCTBE CNyYaeB 6aaronpuUATHLIN.

KnioueBble cnoBa: BO/I0CAaTOKNETOYHbIN nel?u(oa,
ANarHoCTuKa, nevyeHune.
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Nlyylle BbIABNAOTCA NPU Ga30BOKOHTPACTHOMN U
3N1EKTPOHHOM MUKpOcKonuu. Mpu nccnegoBaHum

MUenorpammbl  Ha GOHe  Ma/loOK/IeTOYHOro
KOCTHOTO MO3ra BbIABAAETCA YMEHblUeHue
KonuyectBa rpaHynoumTtoB (m4o 15-20%) w

NIMMPOLINTO3 C Ha/IMUMEM «BOJIOCATbLIX» K/ETOK.
Hepeako nony4nMTb acnmpat KOCTHOTO MO3ra
He ypaeTtcs B cBA3M C ero ¢ubposom. Bonee
MHOOPMATUBHON B ITUX CAyYanax sABAAETCA
TpenaHobuoncus, Npu KOTopoit 0bHapyKMBaeTca
BblpaXKeHHbIn PUOPO3 KOCTHOrO Mo3ra U
nmmooungHaa meTtannasua. [na  AMarHoCTUMKM
MMeeT 3HAYEHME XapPaKTePHbIN UMMYHODEHOTMN
onyxonesbix Knetok CD11c, CD19, CD20, CD22,
CD25, CD 103, FMC7 “ nOBEpPXHOCTHbIA UM-
MyHOrnobynuH. [MoaTBepAaeT AMarHos uu-
TOXMMWUYECKOE MUCCNedoBaHME — aApKaa aud-
dy3Haa peakuma Ha Kucayw ¢ocdaTtasy, He
NoAaBAAOLWYCA TapTpaTom HaTpua. MyTauua
BRAF V600E B nMmdoumTax KPOBM U KOCTHOIO
MO3ra BcTpeyaeTcs y Bcex 6obHbIX BK/T (puc. 1A)

OnutenbHoe Bpems OCHOBHbIM
meToaom nedyeHums BKJT 6blna cnaeHskTomuma.
CyuwiecTBeHHOe yaydlweHne uanm Hopmaaumsaymsa
remMmaToIornyeckux nokasarenem nocne
CNeH3KToOMUKM Habnwaganocb y 70-80% naum-
€HTOB, OA4HAKo B OO/bLIMHCTBE CAy4YaeB AM-
TeNIbHOCTb PEMWUCCUM He npeBblWwana ABYX -
Tpex net [1, 3, 5]. CoBpemeHHasa TpexaTanHas
Tepanua C UCNONb30BaHUEM PEKOMOUHAHTHbIX
MHTEPPEPOHOB, NYPMHOBbIX aHasoros
(knagpnbuH, NEHTOCTATUH), pUTYKCcMMaba
(npyn  oTcyTCTBMM pemuccum  nocne nepsbixX
ABYX 3TanoBs) NPMBOAUT K BbICOKOMY MPOLEHTY
pemuccun U  anuTenbHol  bespeuunanBHOM

FEATURES OF DIAGNOSIS AND TREATMENT OF
HAIRY CELL LEUKEMIA

V.V. Voytsekhovskiy?, TV. Esenina?, O.B. Prikhod-
ko!, E.A. Filatova?, K.M. Mishkurova?, N.A. Fedor-
ova?, Yu.V.Suslova?
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Abstract The paper presents data on the diagno-
sis and treatment of hairy cell leukemia (NCL) in
the Amur Region. Among 15 treated patients, 14
patients achieved complete remission. Further
relapses are not registered. Fatal outcome was
observed in only one patient. The conclusion is
made: hairy cell leukemia is currently a poten-
tially treatable disease; it is necessary to conduct
timely, based on modern methods, diagnosis of
the disease before the development of serious
infectious and hemorrhagic complications; with
modern therapy of NCL, the prognosis is over-
whelmingly favorable.

Key words: hairy cell leukemia, diagnosis, treat-
ment
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BbIXXMBaemocTtu [8, 6, 10], B cBA3M C Yem To4YHas
BepudPUuKaumMa 3TOro AuarHosa C MNOMOLLbIO
BbILLIEONMUCAHHbIX METOA0B OYEHb BaXKHa.

Llenb nccnenoBaHUA - aHaN3 AUArHOCTUKM
M NeyYeHUA BOJIOCATOKNETOYHOrO NenKo3a B
remMaTtosIorMyeckoM  oTAeNeHun  Amypckon
06.1acTHOM KnnHMYeckol 6onbHULbI (AOKB).

MaTtepuanbl u metoabl

MposeaeH aHanu3 uctopuii 6onesHu u
ambynaTopHbIX KapT 15 NayuMeHToB ¢ AMArHO30M
«BOJIOCAaTOKNETOYHbIA NENKO3», HAXOAUBLUMXCA
Ha NIeYeHUM B TreMaTONONMYECKOM OTAENEHUN
AOKB B 2009 — 2018 rr-

Pe3ynb'ra'rb| nccneposaHnAa U OGCY)K,D,EHMG

Cpegmn atnx 15 yenoBek 9 MyXUMH N 6
eHWwmH. CpegHuit Bo3pacT cocTtaBun 53%3,5
net. Camaa monogas naumeHTKa B Bo3pacte 37
JIET, CaMblIii cTapwunii — 69 ner.

KnnHuko-nabopaTtopHble  NpoABAeHUA
BKN BapbupoBanu oT MWUHUMANTbHbIX
(3aboneBaHne ABNANOCL CAYH4AMHON HaxOAKOWM
npwm obcnepoBaHum) 0o BblPa*KEHHbIX
CMMNTOMOB CM/JIEHOMEranuu u uutoneHun. Ona
7 nauneHToB HbINM XapaKTepHbl EMKONEHUA C
HelTponeHnen, aHemns U TpombouUUTONEHUA.
Y 6 oTmedyanucb aHemus, TpombouuToneHwus,
HO KOMMYecTBO nehkounutos bbio B npegenax
Hopmbl. B 2 cayyaax  AWarHoCTMpoBaH
nenkounTos. B 14 cnyyasx B KPOBWU MaLMEHTOB
0b6HApy)KMBanM  XxapaKTepHble  «BOJOCATbIE»
NMMOOLMTBI, KOANYECTBO UX BbINO pPasINYHbIM:
o1 20 o 100% (puc. 1). B ganbHenwem anarHos
nogTeepXaann  nNpu  MMMYHOTUNMPOBAHUU
ammoounTos  nepudepuyeckon  KpoBu U
KocTHoro mo3sra(CD11c,CD19,CD20,CD22,CD25,
CD 103, FMC7). TonbKO y OAHOM NaUUEHTKU C
TAXENOW NAHUMTOMNEHWEeNn, arpaHynoLuMTO30M B
nepndepuyeckon KpoBM BbIABUTb XapaKTepHoe
Mmopdonormyeckoe nameHeHme AMMPoLUToOB He
Yy4ANocb; uccnegoBaHne MMeNorpaMmbl TaK XKe
He BHEC/I0 ACHOCTb; AMArHO3 6bln yCTaHOBAEH
TO/IbKO HAa OCHOBAHUN UMMYHOTMCTOXMMMUYECKOTO
nccnegoBaHUA  MaTepuana  TpenaHobuonTaTta
NoAB3A0LLHOM KOCTH.

TunnyHoe gna BKJ/T  3HauuTenbHoe
yBennyeHne ceneseHkn 6bl10 XapaKTepHo AnA
13 60nbHbIX (pUc. 2). Y aABoux ceneseHka bbina
yBeNn4YeHa He3HauYnTeNbHO U NPUXOANNOCH NPO-
BOAUTb AnddepeHLManbHblii ANarHo3 ¢ gpyru-
MU numdonponndepatmBHbiMn  3aboneBaHuU-
Aamn. Y 4 nayMeHTOB BbIABASAETCA yBeAMYEHUE
nepudepuyecknx n BucLepanbHbix 1Mmedoy3nos.

Y  4eTblpex MAUMEHTOB  MNPUCOELUHANUCH
MHOEKUNOHHbIE OCNOXHEHUA — MHEBMOHMUM,
B OOHOM Cc/yyae — cencuc. TaxKenbin

remMopparMyecknin CUHAPOM Bbl1 OTMEYEH Y ABYX
NauneHToB.

JleyeHue BK/1
B COOTBETCTBUU c

NpPoBOAMNOCH
HaLMOHaNbHbIMMU
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PucyHku. 1. KaptuHa nepudepuyeckon Kposu y 601bHOro BOI0CAaTOKNETOUYHbIM 1€AKO30M.

OKp. reMmaTOKCUINH-303UH.

PucyHok 2. CnneHomeranua y 6onbHoM
BO/1I0CAaTOK/IETOYHbIM /el iKO30M.

pekomeHgaunamm. Mepsbin 3Tan -
PEKOMOUHAHTHbIE O-UHTEPdEepoHbl: 3 - 4 me-
cAua B CTaHAapTHoOM po3e 3 MAH eguHuy 3
pa3a B Heaento. Btopoit atan — knagpubun: 0,1
Mr/cyT. BHYTPMBEHHO KanenbHo 7 AHen. Y 13
NauMeHTOB Ha TaKoW Tepanuu bbina AOCTUTHYTA
NoJsiHaA pemunccua 3aboseBaHuns. TobKO Yy OAHOTO
naumneHTa 3¢pdeKT 6bin HeAOCTAaTOYHbIM U emy Bbin
nposeaeH TPeTul 3Tan - pUTyKcumab B pose 375
mr/m? 1 p. B Hegento No8 (yepes mecsal, nocae Kypca
KnagpwnbuHa), nocne yero 6bi1a AOCTUTHYTA NOMHAA
pemuccua. Hu y ogHoro 3 atux 14 naumeHToB npwu
AanbHenwem HabaeHUN He B6bi1 ANarHoCTUPOoBaH
peunams 3aboneBaHus.

Tonbko Yy OoAHOM  MaUMEHTKM  Bbin
KOHCTaTUPOBAH NIeTanbHbIM Ucxod. [AnarHos e 6bin
YCTAHOBAEH NPU ABNEHUAX TAXKENOM NaHLMUTONEHWUN.

Ha d)OHe TAXKENNOoro arpaHynounTosa npucoegnHANNCb
cepbe3Hble MHd)EKLI,VIOHHbIe OC/I0XKHEeHUA n
NeTanbHbIN ncxon 6bin KOHCTaTUhpOBaH npu
KaCCUYeCKUX KIMHUYECKNX NpoABIEHUAX Cencuca.

3aknioueHune

Takum obpasom, BOJI0CAaTOK/IETOUYHbIN
Neiko3 B HacToAwee BpemAa  ABAAeTcA
NOoTeHUMaNbHO  U3NeYMmbiM  3aboneBaHUEM.
HeobxoaMmo npoBeaeHMe CBOEBPEMEHHOM,
OCHOBaAHHOM Ha  COBpPeMEeHHbIX  MmeToAax
AMarHOCTMKM  3abosieBaHuA A0  pa3BUTUA

Cepbe3HbIX MHOEKUMOHHBIX U FeMOopparnyeckmx
OC/IOXKHEeHMN. [pn npoBeAeHUM CBOEBPEMEHHOM
Tepanun BKJ/1 nporHo3 B noAasBasloLlLem
6onbWIKHCTBE c/ly4aeB 61aronpuATHbIN.
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BEPOATHOCTHAA OLLEHKA OBOCTPEHWIA
Y BOJIbHbIX XOBJ1 KATETOPUA
HU3KOIro PUCKA HA POHE
AO/ITOCPOYHOIO JNIEYEHUA
PO®NIYMUNIACTOM

OPUTMHAJNIbHbIE UCCNNEQOBAHUA

BHyTpeHHUue 60ne3Hn

BBeaeHue.XpoHN4YecKaaobCcTpyKTUBHas 6onesHb
nerkux (XOBJ1) - HeYKNOHHO nporpeccupytollee
3abonesaHue, KoTopoe COMpPOBOXKAAETCA
XPOHUYECKMM BOCMANUTENbHBIM MPOLLECCOM U
XapakTepusyerca noAsieHUEeM O0OOCTPEHUN W
BHeneroyHbix addekros [8]. B 2016 roay 35%
cmepTen oT 3aboneBaHM OpPraHOB AblXaHWS
B 3KOHOMWYECKM aKTMBHOM BO3pacTe Obian
obycnosneHbl XOBJ1. 3KoHOMUYECKUM yuiepb
3apaBooxpaHeHmto ot XObJ1 B PO 3a 310 Bpems
coctasun 18,8% Bcex 3aTpaT Ha 3abonesaHwus
OpraHoOB AbIXaHMWA, MPU 3TOM B ledeHMn 6onesHu
npeobiagatoTnpAMble3aTpaTbiHACTaLMOHAPHYHO
NOMOLLLb [2]. Yawe  BCcero nauueHTbl
rocnUTaNn3UPYOTCA NO noBoay 060CTpeHus,
Tpebytolero 3CKanaumm MeaMLUMHCKOM
nomowm [1]. YacTble obocTpeHMa y nauneHToB
XOBJ1 cywecTBeHHO CHUMXKAKOT KayecTBO WX
U3HM M NPUBOAAT K MNPOrpeccMpoBaHuio
3aboneBaHMa, MNO3TOMYy OCHOBHOW  Le/blO
Tepanuu 60NbHbIX ABNAETCA HE TO/IbKO KOHTPO/Ib
BbIPA*KEHHOCTU PeCcnMpPaToOpPHbIX CUMNTOMOB, HO
N MUHUMMU3ALUMA PUCKA NOABAEHNA 060CTPEHUI
[4]. Ha cerogHAWHUMA AeHb MMerLWuiica
nepeyvyeHb NEKAPCTB, NMPUMEHSAEMbIX B JIeYEHUN
XOB/J1, He NpuBOAUT K KenatenbHomy 3podekTy,
aKTUBHO BeAyTCA MCCNeAO0BaHWA, OCHOBAHHbIE
Ha M3y4eHUM NpenapaTos, CNOCOBHbIX YAy4LWNTb
TeyeHne  3aboneBaHMA U OONATOCPOYHbIN
NPOrHo3 60/bHbIX. Y4MUTbiBaAd, 4TO B OCHOBe
XOBJ1 neXutT cucTeMHOe nepcucTupytollee
BOCMasieHne, OAHMM  UX  MEPCNEeKTUBHDIX

Pestome B npenctaBneHHOW cTaTbe MOKasaHbl
pe3ynbraThbl nccnefoBaHus, n3y4yaroLiero
BAMAHME NPOTUBOBOCNANUTENBHOM  Tepanuu
podnymmnactom Ha AOAFOCPOYHbLIA  MPOrHO3
NpPM XPOHWYECKON OOCTPYKTUBHOM 6GonesHu
NEerkux  HU3KOro  pucka. [loKasaHo, u4TO
NPONOHTMPOBAHHOE NPUMeHeHne podpaymunacta
npuBoauT K 6Gonee BbIPaXKEHHOMY CHUMKEHWUIO
YyacToTbl 060CTPpeHM 3a roa nedvenusa (p<0,01) n
pucka noseneHus oboctpeHun (OP=0,52[0,30-
0,90], p<0,05), yem 6asucHas Tepanua. Kpome
TOrO, BK/OYEHWE  MPOTUBOBOCNANUTENLHOM
Tepanuu NPUBOAMUT K YBENUYEHUIO YMCNa UL,
He Mmerowmx anm3onoB obocTpeHua Ha ¢oHe
nevenus (x2=4,45, p<0,05).

KntoueBble cnoBa: xpoHMYecKana obCTpyKTUBHAA
6onesHb  NIerknx,  0OOCTPEHWUsi,  MPOrHO3,
podnymmnnact, neyenHue.
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