YK 616-692:612.017.1-064]-07

0.M. 3uHoBbeBa, W.I. barypckas,
T.A. JlbiceHKo, J1.B. lpocKypuHa,
H.B. Ctapoay6oBa, O.I. lpocBupHoBa

=

|=§: FAY3 AO «AmypcKas obnactHas geTcKas
ﬁ KNMHMYecKas 60nbHMLA»

a || r. bnaroBeueHcK

=

5 CJIYYAA ANATHOCTUKU NEPBUYHOIO
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é COCTOAHUA Y PEBEHKA PAHHEIO

O Il BO3PACTA

CuHgpom Yeamaka-Xurawm — 3abone.a-
HMWEe C reHepanM30BaHHOW KNeTOYHOMW Auc-
yHKUMen. Tun HacnefoBaHWA — ayTOCOM-
HO-peLeccuBHbin. OOycnoBneHo paedheKTom
Lyst-npoTenHa. XapaKTepHbli MPU3HAK 3TOrO
CMHAPOMA — TUTaHTCKMe nepoKcmaasono-
NOXUTeNbHble TPpaHynbl B HenTpodunax, 30-
3uHodunax, MoHouutax nepudepuyecKkom
KPOBM M KOCTHOrO MO3ra, a TaKxe B KieT-
Kax-npealecTtBeHHULax rpaHynoumnTtoB. [u-
raHTCKMe rpaHynbl 06HapyXMBalOT TaK Xe B
LUPKYAMpyLWmMX ammdoumnTtax, umMronnasme
HENPOHOB M KIeTKaX COeANHUTEbHOM TKaHU
nepuHeBpanbHoON obnactu.

CuHpopom Yepauaka-Xurawm — pepkoe 3a-
boneBaHue, xapaKTepusylolleecs TAXKENbl-
MV MOBTOPHbLIMW THOMHbIMKU WHPeKUMAMM,
napunanbHbiM anbObUHU3IMOM, nNporpeccu-
pyloLen HeponaTtMen, CKAOHHOCTbIO K KpoO-
BOTEYeHUAM, pas3Butnem numdonponude-
PaTMBHOrO CUMHAPOMA, a TaKXKe Haanymem
FTMFAHTCKUX FPaHyn BO MHOTMMUX KfieTKax, 0Co-
6eHHO B nenKouuTax nepudepmnyeckomn Kpo-
BU. ImmyHopedbuunt npu cuHgpome Yepma-
Ka-Xurawu obycnoBieH, B NepBylo o4yepeab,
HapyweHnem ¢dyHKuMM darounTosa B KieT-
Kax rpaHynouuMTapHoOro n makpodgaranbHoro
pAfa U NPOABAAETCA CKNOHHOCTbIO K THOW-
HbIM U TPUOKOBbLIM MHDeKumnam [3]. KpoBoTo-
YMBOCTb CBA3aHa C AedeKTOM BbICBOOOME-
HUA pomboumnTapHbIX rpaHyn [4].

[flepBoe ynomnHaHue o cnHapome Yegmna-
Ka-Xurawm oTHOCUTCA K 1943 roay (Beguez
Cesar). B panbHenwem 310 3aboneBaHue
onucanu Steinbrinck (1948), Chediak (1952),
Higashi (1954) [1].

Tun HacnepoBaHMA — ayTOCOMHO-peLec-
cuBHbIN. ObycnoBneHo aedektom Lyst-npo-
TenHa. MaToreHe3 3aboneBaHNs CBA3bIBAIOT C
aHOManuMen CTPYKTypbl KNEeTOYHbIX MeMOpaH,
HapylweHnem cuUCTeMbl CobUpaTeNbHbIX MU-
KpoTpybouyek u aedeKTOM B3aMMOAeENCTBUSA
nocnegHux ¢ membpaHamu nusocom. bonb-
Was 4acCTb KNNUHUYECKUX MPOABNEHUN MOKET
ObiTb 06BACHEHA aHOMaNbHbIM pacnpepene-
HUEM NN30COoManbHbIX hepmeHTOB. YacToTa 1
TAXKECTb MUOTeHHbIX MHDEKLUI 0bycnoBneHa
CHUXEHMEM aKTUBHOCTM KUCNOPOAHOro Mme-
TabonmM3ama v BHYTPUKIETOYHOro nepeBapu-
BaHUS MUKpo6oB B darountax BcneacTsue
3a[1epXKN N HEMOCTOSAHHOTO BbICBOOOXKAEHMA
’MAPONUTUYECKUX NN30COMaNbHbIX pepmeH-
TOB U3 TMraHTCKUX rpaHyn B (arocombl [2].
Kpome Toro, y 601bHbIX CHUXEHbI aKTUBHOCTb
€CTeCTBEHHbIX KUNNEPOB U aHTUTEN03aBUCK-
Mas LUTOTOKCMYHOCTb NumdoumnToB. 3abone-
BaHWE OTHOCAT K MePBUYHbIM MMMyHOoAedU-
LuTam.

Mpu nevyeHnn cuHgpoma Yegmaka-Xvrawu
MPUHUMAIOTCA CUMNTOMATMYeCKME Mepbl, 3a-
LIMTA KOXW M rNa3 oT MHCONALUMK. B neyeHun
MHDEKUMOHHbIX 3NM3040B — KOMOWHaUUS
aHTUOMOTUKOB WIMPOKOro CNeKTpa AeNcTBUS.
Mpu pa3sutuM remodarounTosa noKasaHa
nonuxmmumortepanua. EAWMHCTBEHHbIN paaun-
KanbHbIA METOJ NIeYEeHUS, KaK U NPU MHOTUX
APYTMX NEePBUYHbIX UMMYHOAedULUTAX, — aN-
NOreHHas TpaHCNMaHTaL WA KOCTHOrO Mo3ra.

YuyntbiBasi KpamHO pPeaKoCTb JAaHHOTO 3a-
6oneBaHus, NPMBOAMM NPUMEP U3 NUYHOW
NPaKTUKMU.

B rematonoruyeckoe otpeneHne NAY3 AO
«AMypCcKas obnactHas AeTcKas KNnHu4yeckas
6onbHuua» (nanee — AOJKB) 12.12.2013 no-
ctynun pebeHok H., 18.07.2011 T. p.

AHamHe3 6one3Hu: 6ONEH C KOHUA HO-
A6psA, Korga nosBuAUcb 6bonb B ropne, ru-
neptepmus, yBenuyeHne nepudbepruyecKknx
nmmdoy3noB, yBeNNYEHNE KUBOTA B 00b-
eme. C 01.12.2013 N0 04.12.2013 Haxoaun-
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Abstract

The authors present the case of diagnosis of a rare disease
(Chediak-Higashi syndrome) from personal practice. The impor-
tance of the cytomorphological study of the material in asso-
ciated bacterial-viral infections with severe course in children
was especially noted.

Key words: Chediak-Higashi syndrome.
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cA Ha nevyeHuun B LLPB no mecty wutenncrBa.
C 05.12.2013 N0 12.12.2013 HaxX0AUACA Ha
neyeHun B FTAY3 AO «AmMypcKasa obnactHas
MH(peKuMoHHaas 6onbHULA» C AMATHO30M:
dbonnukynspHas aHruHa. Habnwoganucb Bbl-
Pa’KEeHHbIN WMHTOKCUKAUMOHHbIA CUHAPOM,
aHemua TAXenom creneHu. llonyyan aHTu-
H6aKTepuanbHyto, AE3NHTOKCUMKALNOHHY!IO,
CMMNTOMATUYECKYID Tepanuio, NpoBOANAACH
remoTpaHcdysma. 12.12.2013 pebeHOK nepe-
BeneH B AOAKB ans ncknwyenns numdonpo-
nudepatnBHoro 3aboneBaHus.

Mpu nocTynneHMn COCTOAAHME TAXenoe 3a
CYEeT MHTOKCMKALNOHHOTO CMHApOMa, numdo-
nponudepaumnm, nonuceposnta (KMAKOCTb B
OptowWHOM M nneBpanbHON obnacTtax). Kox-
Hble NMOKPOBbI GneaHble, NULO, BEpPXHUE W
HUXHME KOHEYHOCTU, TynoBULLE MNOKPbITbI
3pUTEMATO3HOMN CbiMbD C remopparnvyeckum
KomnoHeHTOM. [lepudepuyeckne numdoys-
Nbl: Ha LWee KoHrnomepaTbl ¢ 06enx CTOpoH
0T 1,5 0 2,0 CM B AMameTpe, NOAMbILIEYHbIE,
naxosble — A0 1,0—1,5 cM. Jlerkue u ceppue
6e3 natonoruun. XXuBoT yBenmyeH B obbeme.
MeyeHb BbICTYyNaeT Ha 5,0 CM, Cefle3eHKa — Ha
4,0 CM U3-noja Kpas pebepHon gyru.

B 6uMoxMmmyeckom aHanmse KpoBM BblsAB-
NeHo HapyuieHne 6enkoBoro obmeHa (rmno- u
ANCNPOTEMHEMMA), CUHAPOM MEeYEeHOYHO-KNe-
TOYHON HEJOCTAaTOYHOCTU, LUTONMN3A N XOofe-
ctaza (rmnepbunupybrHemms 3a cCYeT NpAMoNn
paKuMmM, nNOBbILEHNE YPOBHA TpaHCaMU-
Ha3, JIAT, noBbiweHne ypoBHsa TTTMN n W®).
3 umMyHONOrnyecknx MapKepoB MHMEKLUI
06HapyXeHbl MMMYHOTrNobynuMHbl Knacca M
K VCA n knacca G kK NA Bupyca InwTenHa-
bapp. B KnnHnyeckom aHanmse KpoBu oTme-
4anncb aHemMuA C NpU3HaKamu aHM30LuMUTO3a
3pUTPOLUTOB, TPOMOOLMUTOMEHUS, YCKOPEH-
Haa CO3. KonnyecTBO NnenKoumToB B npeje-
nax BO3pacTHOM HOopMbl. B nenkoumTtapHom
dbopmyne: HenTponeHua, AMm@ounTos, Mo-
HouuTo3 (Tabnuua 1).

® F 1
PucyHok 1. Nepuchepnyeckas KpoBb: aTUNMUYHbIE

rpaHynbl B UUTONJIa3me Najao4yKoAAepHOro
HenTpoduna

Mpu noacyete hopmynbl KpoBM obpaTuno
Ha cebs BHMMAHMe Hannyme aTUNUYHbLIX rpa-
Hyn B YacTn HenTpodunnos, NIMMAPOLNTOB, MO-
HOLMTOB U MOHOHYKNeapax (puc. 1, 2).

13.12.2013 BbINOJIHEHA NYHKUWA nNofj-
B3AOWHOMN KOCTU. [laHHble MUenorpammbl
npeacTaBneHbl B Tabnuue 2.

[AnarHo3 «oCTPbIf NeNKO3» ObiN UCKIOYEH.
Ha oCHOBaHWM BbllWenepeyYncneHHbIXx AaH-
HbIX OblNl BbICTABNEH KAMHWUYECKUINA AMArHO3:
NH(PEKLNOHHbIN MOHOHYK/1€03, PaHHAA nep-
BUYHAA MHGeKUns. PebeHOK nonyyan npotu-
BOBUPYCHYIO, aHTUOAKTEPUANbHYIO U CUMNTO-
MaTuyecKylo Tepanuio.

Mo xapaKTepHbIM MOPMONIOTUYECKUM MPU-
3HaKaM (rMraHTCKue rpaHynbl B NeMKoLUTax)
cneuuanucTsbl KNMHUKO-AMATHOCTUYECKOMN
nabopatopuu NpeanoNoXUIAN Hannymne y pe-
6eHKa cuHapoma Yeamaka-Xurawum. Kpome
TOro, Hanuyme accouMMpPoBaHHON OaKTepwu-
aNbHO-BUPYCHON WHMEKUUn C TAMKEeNbim Te-
YyeHMeM yKasblBano Ha MMMyHoAaeduUUTHOE
COCTOAHMUe.

09.01.2014 npenapaTtbl KOCTHOro Mo3ra
Hanpas/ieHbl B KAWHUKO-UUTONIOTUYECKYIO
nabopartopuio PAKB (Mockea). MonyyeHo 3a-
KNno4yeHne: 6nacTHble KNeTkm — 0,1-1,8%. Ha
BCeX CTaAuAx co3peBaHua B LUTONIasmMe rpa-
HYyNoLUTAapHOro, MOHOLMTAPHOTO POCTKOB, a
TaKXe B uutonnasme NMM@OLMTOB BbIABAA-
IOTCA TUTaHTCKMEe aHOMaJibHble FpaHynbl, Xa-
paKkTepHble ana cmHapoma Yeamaka-Xurawm.
(puc. 3, 4, 5).

Ha ocHoBaHuM pe3ynbTaToB 06CnenoBa-
HUA BbICTAaBNE€H KAMHUYECKUA ANATHO3: CUH-
Apom Yeamaka-Xurawm; rnasHon anbObuHMU3M.
B nocneayouiem nauyueHTy ycnewHo Obina
BbiMNOJIHEHA TpaHcnaaHTauMa KOCTHOro Mo3-
ra. B HacTosuiee Bpema pebeHOK HAaXOAUTCS
noja HabnwaeHnemM No MecCTy XUTeNbCTBA.

Takum obpa3om, AaHHbIN Clyyai NOATBEP-
XAaeT BaXHOCTb LMTOMOPMONOrMYEeCcKOro nc-
cnepoBaHuA matepuana npu accouumMpoBaH-
HbIX GaKTepUanbHO-BUPYCHbIX MHMEKLUAX C
TAXeNbIM TeYeHueMm.
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KoopauHatbl ana ceA3um

3uHoBbeBa Onbra MwuxannoBHa, 3aBe-
ayloulas  KNMHUKO-AMarHoctuyeckom nabo-
patopuein TAY3 AO «Amypckasa obGnactHas
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Ta6nm|a 1. laHHble KIUHMYECKOro aHanusa KpoBHM 6onbHoro H.

lMokasatenu

HGB - Temorno6buH

RBC - 3putpoumnTsbl x10*12 / n

HCT - FfemaTokput %

PLT - Tpomb6ouutbl x10*9 / n

WBC - Nleikoumntbl X10*9 / n
HeWtpodunbl nanoukosnepHble, %
HeWtpodunbl cermeHToAnepHble, %
J03mHOGUABbI %

bazodunbl %

LYM - lumbouuntbl %

MON - MoHouuTbl %
MoHoHYyKneapbl %

......... CO3, mm/uac

MCH nr

MCV mkm/3

RDW %

MCHC r/an

AeTCKaA KanHun4vecKasn 6OJ'IbHI/IL|,a>).

zynovieva6b7@mail.ru

12.12.13 15:28

88
3,11
24,1
59
9,5

13

55
18
14
61
28,3
77,5
17,9
36,5

E-mail:

batrypckasa VMipuHa leTtpoBHa, 3aBeaytoLLas
rematonornyeckum otaeneHnem T[AY3 AO
«AMypcKasa obnactHasa AeTcKas KNMHUYeCKas

6oNbHULAY.

JlbiceHko TaTbAHa AneKcaHgpOBHa, Bpay
KNMHNWYECKOW nabopaTtopHON AMATHOCTUKMU
FAY3 AO «AmypcKas obnactHas aeTtcKas Kiau-

HUYecKasa bonbHULA».

[MpockypuHa Jlapuca BnagumnpoBsHa, Bpau
KNMHWYECKOW NnabopaTtopHON AMATHOCTUKMU
FAY3 AO «AmypcKas obnactHas aeTcKas Kiau-

HUYecKasa bonbHULA».

Crapoay6oBa HaTanbsi BukTopoBHa, Bpad
KNMHWYECKOW nabopaTtopHON AMATHOCTUKMU
FAY3 AO «AmypcKas obnactHas aeTcKas Kiau-

HUYecKasa bonbHULA».

MpoceupHoBa Onbra eHHagbeBHa, neau-
atp F'AY3 AO «Amypckas obnactHaa AeTcKas

KnnHn4yecKasn 60ﬂbHI/IL|,a».

MoutoBbIn agpec FAY3 AO «AmypcKas 06-
nacTHas [OeTCKas KAMHuYeckas 6onbHULA»:
675005 . bnaroBeuieHck, yn. OKTabpbcKasn,

108 [.
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Ta6nuua 2. laHHble Muenorpammbl 60ibHOro H.

13.12.13 00:00

MyHKumen noAB3A0LWHON KOCTU (NepeaHsan ocTb)
MonyyeH KOCTHbIN MO3r
Konunyectso KapnMoLUTOB B NYHKTaTe  [p€3KO yBe/IMYEHO
bnactbl, % 7,6
Mpomwnanountobl, % 3,6
HenTtpodunbHble muenouunTsl, % 6
HelTpodunbHble meTamuenountbl, % 5,6
HeltpoduniinanokaepHRER 11,6
HelTtpodunbl cermeHTonaepHble, % 14,8
S03nHOPUNbI, % 0,8

basodunsl, % 0

MoHoumTbl, % 3,2

Niumoountol, % 12,8
MnasmaTnyeckme Knetku, % 0

MwuTo3bl, %

0,4

1.9/1

Kon-so mel@kapnoumntos
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PucyHok 2. lMepudepuyeckasn KpoBb: FTMraHTCKME aTUNMYHbIE TPaHY/bl B MOHOHYKJIEapHbIX KNeTKax

PucyHok 3. KocTHbIi Mo3r. TMraHTckme rpaHyinbl PucyHok 4. KocTHblii mo3r. luraHrckue
B 6nacre asypodmnbHble rpaHynbl B Gnacre n muenoyute.

PucyHok 5. KocTHbit mo3r. lurantckue
asypodunbHbie rpaHynbl B NaN04YKOAAEPHOM
HenTpodune.
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