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THROMBOCYTOPENIA SYNDROME IN A CHILD WITH TYPE II
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[Ipencrasnen caydail CHHAPOMA TPOMOOLIUTOIEHUH Y PEGEHKA C MyKOIONUCAXapuio30oM 1 THma (CHHAPOM
Xanrtepa). C 3 €T y pedeHKa B aHAMM3aX KPOBU HAOMIOAIACh TPOMOOIIUTONEHUS. B 8 JIeT Ha (pOHE KOKHOTO
IEMOPPATUYECKOTO CUH/POMA BBIABICHO KPUTUUECKOE CHIDKEHHE YPOBHA TPOMOOLUTOB. I[IpOBOAMIIACH
IuhepeHInaIbHAL JUArHOCTUKA C UIMMYHHOU TPOMOOLUTOIIEHUYECKOH IyPITYPOIL.

Kirouessie c10Ba. Jletn, TPOMOOIIUTONEHUS, MYKOIIONMHUCAXAPHIO3.

A case of thrombocytopenia syndrome in a child with type II mucopolysacharidosis (Hunter’s syndrome) is
presented in the paper. From the age of 3, thrombocytopenia was observed in child’s blood analyses. At the
age of 8, against the background of hemorrhagic syndrome critical decrease in platelet level was revealed.

Differential diagnosis with immune thrombocytopenic purpura was performed.
Key words. Children, thrombocytopenia, mucopolysacharidosis.
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CUCTEMBI, TyrOyX0CTb. Hanbonee 4acro BCTpe-
yarorucd II Tvm MyKoIonmucaxapuio30B (CUH-
JpOM XaHTepa) XAPAKTEPU3YETCS PELECCHB-
HBIM, CLEIVIEHHBIM C X-XPOMOCOMOW THIIOM
HACJIEZI0BAHNA, OOJEIOT MAIbYMKU. BbUIEIAIOT
JIETKYIO (POpMY C COXPAHEHHBIM MHTEIIEKTOM
y peOCHKA U TKENYIO — C HAPACTAIOMIEH YMCT-
BEHHOH OTCTAIOCTBIO. [Ipy pOX/IEHNM U B Te-
YEHHUE NEPBOTO T'O/Id KU3HU NPU3HAKK 34607€-
BAHUA OOBIYHO OTCYTCTBYIOT WIH ABIAIOTCA HE-
OYEBUIHBIMU. YaIe BCEro AMArHo3 CTaBUTCH
B IIPOMEXYTKE OT 2 710 4 neT. [lid OoATBepIKe-
HUA O0E3HN XAHTEPA MPOBOJAT ONPE/EICHNE
ypoBHA 3Kckperuu Al ¢ Mo4yon (BO3pacraet
cymMapHad 3Kckpernd AL, XxapakrepHa rumep-
SKCKPELUA JEPMATAHCY/Ib(ATA U IeapaHCy/b-
(bara) U AKTUBHOCTU JU30COMAIBLHON HAYPO-
HAT-2-Cy/b(DATa3bl JEMKOLUTOB KPOBH (CHIDKE-
HUE AKTUBHOCTH). TeueHue OONE3HU 3aBUCUT
OT CTENEHU TKECTH M BPEMEHU HAYAIad CIIe-
U(pUIECKor Tepanui 3, 4].

Mnpponatudeckas TpPOMOOLIUTOIICHUYECKASA
NypIypa ABIAETCA NPUOOPETEHHBIM AYTOUM-
MYHHBIM 340071€BAHNEM, TIPOABIIAETCA TEMOPPa-
TMYECKUM CHHPOMOM HA (POHE 3HAUMTENBHON
TpoMboUMTONEHNH. HapymeHnne BbIPAOOTKH
TPOMOOLIUTOB ¥ UX PA3PYyLICHUE OOYCIOBIEHBI
CIOKHBIMY MUMMYHHBIMH MEXAHU3MAMH, B TOM
gpciae depe3 T-KIeTOYHOe ONOCPEIOBAHHOE
BO3JECUCTBYE [2].

[IprBOAMM CITy4ail TPOMOOLATONIEHNHN Y Pe-
6eHka ¢ 60me3Hpl0 Xantepa. bonpnoit b, § ner,
nocTynui B otaenenue remaronornu [JKDB Ne 9
uM. [1 W. Tlnuyruna r. Tlepmu ¢ xano6amu Ha
TNETEXUATBHYIO CHIIIb HA KOXKE U CHIKEHHUE KO-
JIMYECTBA TPOMOOLUTOB B OOIIEM dHAIU3E KPO-
i (40-10°/m). Bpemst MOSBICHHUS CHIMU BISC-
HATb HE VAAIOCh (PEOEHOK BOCIIUTHIBAETCA
TOJIbKO OTLIOM, KOTOPBII BHUMAHUE HA T10ABJIE-
HHUE CHIU HE 0OPATWI), KDOBOTEUEHNUI HE ObI-
JIO, AHAMU3 KPOBU IUIAHOBBIA. OTYETIMBBIX
IPOBOLMPYIOMMX (DAKTOPOB, MPEAMECTBYIOMNX
3400/IEBAHMIO, HE BBLIBICHO. TpoMOOIMTOIE-
HUA BIEPBBIE 3a(DPMKCUPOBAHA B 3 TOd U CO-
XPAHAIACh B JalbHENmEM. [JUHAMUKA TPOMOO-

IMTOB B TedeHwe kusHu: 1 rog — 260-107/n,
3 roma — 152:10°/m, 4 roma — 175-10°/n, 6 sier —
83+10°/n, 7 niet — 75-10°/n = 101-10°/m — 124-10°/m.

CemelHbI aHAMHE3. BpaKk HE KPOBHOPOJ-
CTBEHHBIM. BospacT poputenert npu poxIeHUN
pebenka 29 ner. V Marepu AMarHOCTUPOBAHA
CHCTEMHAs KPACHAA BOTYAHKA (YMEPIA B 35 JIET),
y 620YIIKY 110 MATEPUHCKON JIMHUU — OPOHXU-
AJIbHAA ACTMA, XPOHUYECKHI [TIOMEPY/IOHE(DPUT.
Orex 310pOB.

AnamHe3 KXusHW. IlepuHATAIbHBINA aHAM-
HE3 OTATOLIEH. PeOEHOK OT 3-11 GepeEMEHHOCTH
(nepBad 6epEMEHHOCTb — BBIKMABIN B 13-14 He-
JIeNIb, BTOPAs GEPEMEHHOCTD 3AMepIIas ), IPOTe-
KaBIIEN HA (POHE HAPYIIEHUH XKUPOBOIO OOMe-
Ha II creneny, CUCTEMHON KPACHOHM BOIYAHKY,
ApPTEPUAIBHON TUIIEPTEH3NH, aHEMUN [ crere-
HHU, KAHAWI034, COYETAHHOro recrosa, OPBU
B I Tpumectpe U B 15 nHexenb. Pogpl cpounbie
B 39 Helenb. DKCTPEHHOE KEeCAPEBO CEUECHUE
B CBA3U C apuTMHEN 10d. Macca rnpu poxe-
HIH — 3506 T, pOCT — 53 CM, OKPY)KHOCTb I'OJIO-
BBl — 35 CM, OKPYKHOCTb Ipyau — 34 cM. OrneH-
K4 110 mKane Anrap — 8/8 6auios. M3 poauib-
HOTO /JIOMa PeOEHOK IEPEBEICH B OT/IENCHUE
IATONIOTMM HOBOPOKAEHHBIX, I7iE HAXOMICH
C IMAarHO30M «IIepUHATAIbHOE opaxeHue IJTHC
TMIIOKCMYECKOTO I'€HE3a, OCTPLIA NepUo. Bere-
TOBUCIIEPATBHBINA CUH/POM, CHUH/POM [IBUT'd-
TEIbHBIX AUCPYHKIMIL CyJOPOKHBI CUHAPOM.
Orex ronosHoro mogra. JIH III crenenn. Ocrpas
CCH II cr. Oreunniit cuugpom. I'emopparuye-
CKWI1 CMHJPOM> B TEUEHWE 3 HEIE/b, U3 HUX
14 et B majaTe MHTEHCUBHOM Tepanuy (HA
VBJI - 6 jHeit, NPy CAHAIMM TPAXCOOPOHXH-
AJIHOTO JiepeBa ACIUPUPOBAIACH CKYAHAA Ce-
PO3HO-TEMOPPATMYECKAs MOKPOTA. B sxemyaxe
reMOJIM3UPOBAHHAA KpOBb). Ha mepsom rogy
JKU3HU PA3BUBAJICA II0 BO3PACTy. [0IOBY HAYaKI
JEpXKaTh B 1 MECALL, CUETD B 8 MECALICB, XOAUTD
B 10 MecA1eB, TOBOPUTH HECKOJBKO CJIOB B 12 Me-
caues. 3yObl MOABWINCH B 8 Mecanes, [Ipodu-
JIAKTUYECKUE TIPUBUBKY CAETAHBI 110 BO3PACTY,
HEKEATE/IbHBIX ABIECHUN HA IIPUBUBKU HE ObI-
710. Ha V3M B 1 rop onpezensanach remnarociuie-
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HoMeraus. bonen OPBU 2 pasa 3a nepsbiil 1of
®usHU. B 1 rog 1 mecar nmpoonepuposaH 1o
TIOBO/TY TAXOBO-MOIIOHOYHO! I'PBIKU CIIPABA.

MyKonOnMcaxapuyo3 BIEPBLIE 3AM003PEH
B 2 TOfja IpU OOCIENOBAHUM U JIEYEHUU IO
II0BOJly OCTPOM MHEBMOHMHU. OTMEYEHA 3d-
JIEPKKA  TICUXOPEYEBOTO  PA3BUTHS, TIPyObIE
YEpTHl ULA (MAKpOLEPAINs, TUNEPTENOPUIM
IJI43, IOJIHBIE I'YOBI), OTPAHUYEHUE TOJBUKHO-
CTM B CycTaBaX. [IpoBeAEHA KOHCY/IbTALIUA
TEHETHKA, JUI1 YTOUHEHUA THIA MYKOIIOJINCA-
XAPUJI032 PEKOMEH/IOBAHO OOCIEI0OBAHUE B JId-
60paTOpUN HACJIE/CTBEHHBIX OONE3HEN OOMe-
HA BEIECTB MEIUKO-TEHETUYECKOTO HAY9HOIO
neHTpa I. Mocksel. O6c¢nenoBad. KonneHTpa-
nus AT B Moue cocrasuna 103,5 mr/MM kpea-
TUHMHA (BO3pacTHas Hopma 44-80 mr/mMM
KPEATUHNHA). DH3UMOJUAIHOCTUKA: anb(a-L-
uayponuaaza — 87,6 uM/mr/184 (Hopma
61,00-175,50), wuaypoHatcymbdaTaza KpOBU —
2,1 umon/4 h/mn (nopma 297,00-705,00). Ta-
KM 00Pa30M, € yUETOM KIMHUKA U 1a60paTop-
HBIX JJAHHBIX [OATBEPKICH AUATHO3 MYKOIIOIU-
caxapuyioza Il Tna (6one3Hp XaHrtepa).

B Teuenune KU3HN HAPACTAIN NPU3HAKY 32-
OOJEBAHNS: TIPOTPECCUPOBAIA TEMATOCITIEHOME-
TS, TYTOIOJIBIDKHOCTD  CYCT4BOB; PEOEHOK
YIpaTWI paHee NPUOOPETEHHBIE HABBIKU (TIEpE-
CTT CAMOCTOATENIBHO XOJUTh, CTAT HEONPATHO
€CTb JIOXKKOM); OTMEYAIOCh CHIDKEHHE HHTEII-
nexta (pespab 2012 1. IQ < 20, 4TO COOTBETCT-
BOBAIO ITyOOKOM YMCTBEHHOH OTCTATIOCTH); UC-
9e3/1a WIEHOPA3AEIbHAA Pedb; HOABWIVCH SHYPES,
SHKOIIPE3, A'PECCUBHOCTD, OTCYTCTBUAEC KOMMYHH-
KA6EbHOCTH (HYKAAICA B IOCTOSHHOM OTIEKE).

B BO3pacre 5 Jer Noy4m1 0XO0I'u ropayeit
BOJIOM 1—3-I1 CTENEHW CTWHBL, TOSICHUIIBI, HUX-
HUX KOHeyHOcTerd 710 42 %. 1ok III creneHu.
Haxopuica B orzieneHny peanuManuu 31 eHb.
JIBX/IBI TIPOBE/ICHA TEMOTPAHCDY3HSL.

B 7 ner Bnepsbie 06C1€A0BaH B MOCKOB-
ckom HUM nepmarpun u feTckon xupypruu M3
PO B oTe€HNY BPOXKCHHBIX U HACIEACTBEH-
HBIX OOJE3HEN C OPAKEHUEM HEPBHOMN CUCTE-
MBI C HAPYIICHUEM TICUXUKU Y JeTei. [Iposeze-
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HO IONHOE KOMIUIEKCHOE obcaenosanve. Ilop-
TBEPIK/ICH /IMATHO3 60/E3HN XAHTEPA U HA3HAYeE-
HA Tepanus (PepPMEHTO3AMEMAIONNM TIPEra-
parom amanpasa. Jo nocrywienud B IJIKb um.
[1. M. TTngyruna 3manpasy He mojIy4dal

[Ipy TOCTYIUIEHUH B OT/IEIECHUE I'€MATOJIO-
TMU COCTOSHUE TI0 COBOKYITHOCTU OOBEKTUBHBIX
JAHHBIX ToKenoe. Macca tena 33 kr (90-97-i
HEPUEHTWIb), pocT 128 cM (90-i1 nepLeHTub),
OKPYKHOCTb TOJIOBBI 57 ¢M (>97-TO IepLeHTH-
7). [Iu3MOpHOIo Tenocnoxenua. Koxuele 1o-
KPOBBI OJIE/IHBIE, CYXHE, UMEIOTCA CIIE/bl O;KOTOB
HA HIDKHUX KOHEYHOCTSX, CIIMHE, TIOSICHULIE, IO
BCEM MOBEPXHOCTU TeMd MNETEXWAIbHAA ChIIb.
[TOAKOKHASA KUPOBASA KIETUATKA PA3BUTA U30BI-
TOYHO, BBIPAKEHA ITACTO3HOCTD JIMIIA, KOHEYHO-
crerl. Popma IPyAHON KIETKH OOUKOOOPA3HAAL
Meranoueganus, rpyople 4epThl JIMLA, KOPOTKAA
miesd, OpaXUIAKTUINA KUCTEH U CTOI, TYIOIoO-
JBIDKHOCTb KDYITHBIX U MEJIKUX CYCTABOB, JC-
TPO(Ys HOITEBBIX IUIACTHH, BATBIYCHAA YCTAHOB-
K4 KOJIEHHBIX CYCTABOB, IVIOCKOBAJIBIYCHBIE CTO-
Ibl. MpimeyHas runoToHus. HocoBoe JpIxaHue
3aTPYAHEHO, OTAEIAEMOTO HeT. Cep/IeUHbIE TOHBI
npurymensl, purMudnsle. YCC = 104 B MuH,
Al=110/75 MM pr. CT. JKUBOT yBE/IMYEH B OOBE-
M€, MATKUI, OOJIE3HEHHBI B IIPABOM U JIEBOM
nozpedeppsax. [ledeHb BBICTYIAET M3-TI0J Kpas
peGepHOI Iyru HA 7 CM, CEIE3EHKA NAJIbIAPYETCA
+5 om. Cryn Kanmmieo6pasHelid, 3HKonpes. Mo-
YEUCITYCKAHYE OE300/IE3HEHHOE, HOYHOI SHYPES,
JHEBHOE Heepkanue Mo4u. CIyX — KOHJyKTHB-
Hasg TYroyxocTb I crenenu. [71aza — cMemanHbiin
ACTUTMATU3M. Pe3Kad 3a/IepiKKA NCUXUYECKOTO
passutyd. XOAuT Ipy Topzepxkke. OTCyICTBre
peunt («Mb4UT>). HeMOTUBMPOBAHHBIA KPUK. COH
OECTIOKOMHBIH. DIM30/Ib! IICUXO3MOIMOHAIBHOIO
BO3OYKIEHUA. VIMeeTca peakiya Ha IPOCMOTP
MYJIBT(PUIBMOB B BUJIEC PEYEBOTO U IBUTATENBHO-
I'0 BO3OYKICHUA.

O6cnegoBan: B O0IEM AHAIN3E KPOBU
TpombonuTonenus: 9-18:10°/1, na done neve-
Hus — 172-209-10°/1, apyrue mokasatenu He
M3MEHEHBL; KOATYJIOTPAMMA — BBIABICHA IHUIIO-
KOAI'yJALMss: TPOMOUHOBOE Bpemd 31,1 ¢ (HopMa
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13,0-21,0 ¢), AYTB - 422 ¢ (Hopma 26,0-40,0 ¢).
AHA/IM3 KPOBU HA AHTUTENA K TPOMOOIIUTAM —
OTPULIATEILHBIA. MuenorpamMma: KOCTHbI MO3T
MHOTOKJIETOYHBIH, NOMMMOpQHbIA. [IpescTas-
JIEHBl BCE POCTKU KpOBeTBOpeHMA. Obpamaer
HA Ce0d BHAMAHME METAKAPUOLUTAPHBIA POC-
TOK — M€ra BCTPEYAIOTCA 10 5—8 B 110JI€ 3pEHUs
6e3 TPOMOOLIUTAPHOIO OKPYAKEHHA, CBOOOIHO-
JEXAMUe TPOMOOIUTE! HAOMIOAAIOTCA €MHIY-
HO. ['paHy/IOIUTAPHBI POCTOK BBIPAKEH XO-
pOIIO, MPOLEHT MONOABIX OJACTHBIX KIETOK
B HOPME, CO3PEBAHUE KIETOK COXPAHEHO. DPUT-
POLMTAPHBIA POCTOK PA3JAPAKEH, IPUTPOIOI3
WIET N0 HOPMOOTACTUYECKOMY THILY, OJJHAKO
BCTPEYAIOTCSA EVHAYHBIE METIO0ACTL U TIPU-
3HAKY IU33PUTPOII0334. FAKTIOUECHUE: PEAKTUB-
HOE COCTOSIHUE KOCTHOI'O MO3ra. Pasppaxenue
METAKAPUOLIUTAPHOIO POCTKA C HAPYLIEHUEM
€ro (PYHKIIMOHAIBHOM AKTUBHOCTH.

AHAM3BL MOUM, Kaia 6e3 martonoruu. 1o
JaHHBIM Y3/ OpraHOB OPIONIHOM MOJOCTH: Tema-
TOCIVIEHOMETA/IMA.  YBEMYEHUE PA3MEPOB IO
JKEIYIOUHOM KEJEDL.

C y4EeTOM KPHUTHUYECKOTO YPOBHA TPOMOO-
[IUTOB, HAUIMYUA KOXHOIO T€MOPPATMYECKOIO
CHUH/IPOMd, TSKECTM OCHOBHOIO 3400JIEBAHMA,
JAHHBIX OOCIENOBAHUA B CTAIMOHAPE BBHICTAB-
JIEH JJMarHO3 OCHOBHOW: MMMYHHAA TPOMOOLIU-
Tonenndeckas myprypa (UTII), octpoe Teuenue,
reMopparnyeckuii Kpu3. COyTCTBYIOIMI Jiar-
HO3: MyKonomucaxapuos II tuma  (cunapom
XaHTepa): IMyO0Kas YMCTBEHHAS OTCTAIOCTD;
CUMMETPUYHAA TANEPTPOPUA MUOKAP/A JIEBOIO
KENyZI04YKa 6e3 TIPU3HAKOB OOCTPYKINHY; JIETeHE-
PATMBHBIE M3MECHEHUA MHTPAILHOIO KIANAHA
C HEOCTATOYHOCTBIO 2-M CTENEHH, JIeTeHEpa-
TUBHBIE M3MEHEHNS dOPTAIBHOIO KJIAaHA 6€3
HAPYWIEHUA €0 (DYHKINY, IeNaTOCIUIEHOMETd-
st Cmenranubi acturmatu3M OH. TlceBno3ac-
TOWHBIE JUCKU 3PUTEIbHBIX HEPBOB. JUCPYHK-
11 OUINAPHOTO TPAKT4. Hapymmenue 0caHKu.

[IpOBEAEHO KOMIUIEKCHOE JIEYEHUE: THIIO-
AJUIEPTEHHBINA  CTOJ, TAMYHEKC (KypCoBas /1032
1 r/kr) B/B KamenbHO No 3, IpEeAHU30JI0H —
70 Mr/ cyr. B Tedenue 10 gHEw, ¢ IOCIeAyIomen

OBICTPOM OTMEHOM 3a 3 JHA, 3ram3wiar. Ha
(boHE JIeueHNs JOCTUTHYTA TIONOKUTEIbHAS JIU-
HAMMKZ: CBIIb KYIUPOBAHA, KOJMYECTBO TPOM-
ooruToB B HOpME (209-107/1).

[locne BBIMMCKM M3 CTALMOHAPA dYepes
3 MecAlla Hayata Tepanud  (hePMEHTO3AMEIIAI0-
IIMM TPENapaToOM ANpPa3ou — eKEHEIEIbHO B/B
KAIE/IBHO, [IEPEHOCKMOCTb IPEMAPATA XOPOIIAAL.

B karamuese (7 MECAUEB, B TOM YUC/IE HA
(bOHE JIEYEHNS MAPA3ON) KOIMYECTBO TPOMOO-
IUTOB CHIDKEHO, HO HE /IO KPUTUYECKOTO YPOBHS:
94:10°/n = 171:10°/m - 128-10°/m - 103-10°/n -
168-10°/71, reMOpparudeckoil ChIr, KPOBOTEYC-
HUAN HE ObUIO. 32 PEOEHKOM MPOJIO/DKAETCA Ha-
OImofieHre, TPOBOAUTCA PETY/APHBIA KOHTPOJIb
KOJINYECTBA TPOMOOLIUTOB.

TakuM 06pa30M, NPEACTABIECHHBIN KIVMHU-
YeCKUI CIy4art MMEET HECOMHEHHBIN IPAKTHYC-
CKUH UHTEPEC U1 BPAYEN NEIUATPOB, TEMATONIO-
TOB, TEHETUKOB. CIOKHOCTD U HEPEHIMATBHON
JVATHOCTHKA 3AKMOYATACh B PA3TPAHVYECHUN
KPHU30BOTO TEYEHUA CUHAPOMA TPOMOOLIATOIIE-
HUU (UMENICA B TEYCHUE KU3HHU) TIPH MYKOIIOMU-
caxapyziose 11 tuna (ornoxenue TAI' B KOCTHOM
MO3I€) € OCTPOM MMMYHHO! TPOMOOIIUTOIIEHU-
YEeCKOM MyPITYPOI, KOTOPYIO HEMb3A ObUIO MCKIIIO-
YUTb NPA BBIABICHUN KPUTUYECKOTO CHIDKEHUA
KOJIMYECTBA TPOMOOLIUTOB U HAIMYMA KOKHOIO
TEMOPPATMYECKOTO CUH/IPOMA TIPU OTATOMIEHHOM
AHAMHES3E 110 ayTOMMMYHHBIM 320071€BaHsaM (CKB
y Matepy). ONHO3HAYHO BEPU(HUIMPOBATH JAr-
HO3 HE IPECTABIVIOCh BOSMOXHBIM. OJHAKO,
VUUTBIBAA TONOKUTEBHYIO JIMHAMUKY Ha (POHE
JIEYeHUsT KOPTUKOCTEPOUIAMA U BHYTPHBEHHBIM
MMMYHOIJIOOY/IMHOM, HA aMOY/IATOPHBI 3TAIl pe-
GEHOK BBIMCAH C IMATHO30M MMMYHHOI TPOMOO-
IUTOIEHUYECKON TTypryphL.  Heob6xonumo faib-
HEMIIEe MHAMUYECKOE HAOMOEHNE 34 PEOEHKOM
B IOJIMKIMHKKE Y TEMATOJIOrA C KOHTPOJIEM KOJU-
4eCTBA TPOMOOLIUTOB.

B moctynHOI nuTepatype Mbl HOJOOHBIX
C/Iy4a4€B HE BCTPETWIH, B OOJIBIIMHCTBE HAyd-
HBIX UCTOYHUKOB IIATOJIOTUYECKUX U3MEHEHNN
CO CTOPOHBI CUCTEMBI KPOBU y OOJBHBIX C CUH-
JPOMOM XaHTEPA HE ONUCHIBACTCAL
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