Short Report

KpaTtkue coobwieHus

Lluppo3 neueHu y pebeHKa co chpepouuTo3oM U NpuobpeTeHHON

reMOAMTUYECKOU aHeMUueu

Hepatic cirrhosis in a child with spherocytosis and acquired

hemolytic anemia

AbiweBa AHactacusa UropeBHa, TyaynoBa Codpua AnekceeBHa

HayuHbiii pykoBoauTenn: NapuHa Ato60Bb EBreHbeBHa, K.M.H., AOLEHT

®rAQy BO PHUMY um. H.U. NMuporosa MunHsppasa Poccun, MockBa, Poccuiickaa ®eaepaums
IBY3 «Mopo3oBckas ArKb A3M», MockBa, Poccuiickaa ®eaepauus

AktyanbHOoCTb. Cdepounto3 — reHeTMueckoe 3aboneBa-
HWe, BblI3BaHHOE aHOMaAUAMMU LUTOCKEAeTa 3SPUTPOLIMTOB
M NPOSABASIOLLEECH B CHWXEHWU OCMOTUUYECKOW PE3UCTEHT-
HOCTU 3PWUTPOLMTOB U Pa3BUTUKW TEMOAUTUUYECKOM aHEMMUMW.
3aboneBaHWE MOXET npotekaTb 6eCCUMMNTOMHO WA AebHOTU-
pOBaTb FrEMOAUTUYECKUM KPU3OM.

LleAb. U3yunth TEeUEeHWe chepounTo3a Ha npumepe pebeH-
Ka, MOAyYaBLUEr0o MHOFOKpaTHble TpaHCcdy3uu 3puTpouuTap-
HOM MacCbl U C BbIPaXEHHON LMUTOAMTUYECKOW aKTMBHOCTbIO
neyeHu.

KauHnueckuit cayuan. Manbumk, 1 ropa 2 mec, nocae
nepeHeceHHoM NHEBMOHWMM B 3 Mec OBHapyxeHa aHemwus
(remornobuH — 90 /A, aputpounthl — 3,2 x 1012/p), pacue-
HeHa Kak xenesopeduumtHasa. Mpu NAaHOBOM 06CAeAOBaHMM
B NOAMKAMHUKE B 6 Mec — reMornobuH 63 r/A, NoAyYan BuUTa-
MUWHbI U deppoTepanuto. HeopHOKPATHO ObiA FOCMMTAaAU3UPO-
BaH MO MECTY XWTEAbCTBA B CBA3W C Pa3BUTUEM AUXOPAAKM,
XEATYXW, YBEAUYEHUEM MEYEHU, PBOTbI. YCTAHOBAEH AMArHO3:
HaCAeACTBEHHas reMoAuTUYeckas aHemus. MpoBOAUAMCH MHO-
rOKpaTHble reMoTpaHchy3un U AeYeHne NPEeAHN3ONOHOM.

lfocnutanmauposaH B BY3 «Mopososckas AFKE A3M».
CUMNTOMOKOMMAEKC, BKAKOUAOLWMIM BblpaXeHHYto renarto-
CNAEHOMETaAUIO, XEATYXY, AdHHble aHaMHe3a, AabopaTopHOro
obcaepoBaHus (Kym6bc-nonoXuTeAbHas runeppereHepartopHas
aHeMus, LMTOAM3 BbICOKOW CTEMEHWM aKTMBHOCTM, XOAECTas3),
notpeboBan UCKAKOUEHUSI CAEAYHOLLMX 3ab60AeBaHWI: BPOXAEH-
Hble AW NPUOBPETEHHBIE TEMOAUTUYECKUE aHEMUU, TEMOAUTH-
yeckas TpaHCOY3MOHHasA peakuusi, HAaCAeACTBEHHbIE BOAE3HM
obmeHa, NepBUYHbIM reModaroumTapHbii AUMGOrMCTUOLMTOS.

B x0A€ AM@rHOCTUYECKOro MOUCKa BbIAM UCKAKOUEHBI HaCAEA-
CTBEHHblE aMWHOALMAONATUM, OPraHUYecKue aumaypum, Hapy-
LEHUSA MUTOXOHAPHMAABHOTO GETa-OKMCAEHWSA XMUPHBIX KUCAOT,
AEDULIMT AU3OCOMHOM KUCAOW AMMA3bl, AM3OCOMHblE BOAE3HU
HaKOMAeHWA, AedUUUT anbda-1-aHTUTPUNCUHA, TUPO3UHEMMUS,
ranakTo3eMus, ayTOUMMYHHBbIM renatut. UCKAoUeHbl MHEKLM-
OHHble 60AE3HM C MopaxeHuem neveHu. Ha doHe npoBoanMO-
ro AeyeHuss (MyAbc-Tepanusi NPEAHWU30AOHOM, BbICOKOAO3HbIN
BHYTPUBEHHbIA UMMYHOIAOBYAMH, TpaHChy3uKM 3puTpoumTap-
HOWM B3BECU MO MHAMBUAYAAbHOMY MOABOPY) FrEMOAUTUYECKMHI
1N @HEMUYECKUIA CUHAPOMbI ObIAU KyMUMPOBaHbI.

06¢cyxaeHue. [py NOBTOPHOMN roCNMUTaAM3aLLMM NO AAHHBIM
reHeTMYeckoro obcnep0BaHMA BbiABAEHA peAKas reteposuror-
Has MyTaumus reHa SPTB ¢.1183-17T>C, kotopas MOXeT npu-
BOAUTb K Pa3BUTMIO ayTOCOMHO-AOMWHAHTHOrO cdepoumtosa
2-ro ™MNa WMAM aamnToumMTo3a 3-ro Tvna. Beaywwmit cumnTom
y NauMeHTa — NeYeHoYHoe nopaxeHue (LMTOAM3 BbICOKOM CTe-
NEHU aKTUBHOCTU, BUAMPYOUHEMMA 3a CUET NPAMON dpaKLmK,
UMPPO3 MO AaHHBLIM GUOBPOIANACTOMETPUM), TEHE3 KOTOPOro
B HACTOSALLMIA MOMEHT HEAICEH.

3aknaoueHue. [eHe3 aHeMUM pacLEeHUMBAEeTCA Kak cMe-
LWaHHbIA (HACAEACTBEHHbIM U UMMYHHBIR). OAHAKO OTCyTCTBUE
MHWULMaNABHBIX AaHHBIX (Tpoba Kymbea) B poebroTe 3aboreBaHUA
He MO3BOAAET AOCTOBEPHO AMbDEPEHLUPOBaTL ayTOUMMYHHYHO
reMOAUTUYECKYIO aHEMUIO Y TEMOAUTUYECKYIO @aHEMMUIO BCAEA-
CTBUE UMMYHMU3ALMU MOCAE NMPOBEAEHHbIX reMOoTpaHCchy3ui no
MECTY XMTEAbCTBA. YUWTbIBas BbIPAXEHHOCTb LIUTOAMTUUECKON
AKTMBHOCTH, EAMHCTBEHHbIM METOA MOMOLLM — TPAHCMAQHTaLLMSA
neyeHu.



