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YO «benopycckuu 2ocyoapcmeenmvitl MeEOUUUHCKUU YyHusepcumems',
V3 «6-5 zopodckas kaunuueckas 6oavHuLa»>>,
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IIpobaemvl, ces3annvle uccaed08anUeM KOAZYAAUUOHHOZ0 CIMAMYCA NAYUEHINOE & Ne-
puo0d HOBOPOKIEHHOCU, XOPOULO U3BECMHL HEOHAMO.l02aM. [emoppazuueckue paccmpoi-
cmea 6 nepuoode HOBOPOKOEHHOCU MOzym Obimb 00YCL061eHbL OePUUUMOM GUMAMUN
K-3asucumvix paxmopos, enympuympobnou ungexuyuel, HaciedcmeeHHbiMU KOAZY10-
namusmMu, NepeUdHvIMU U BMOPUUHLIMU HAPYUEHUSMU MPOMOOUUMAPHOZO 2eMOCNA3A
u padom opyezux npuuun. Kiunuueckue nposasienus zeMoppazuueckozo CuHOpoma Yy Ho8o-
poxdennozo pebenka Hecneyupuunol, NO3BOALIOM 3AN0003IPUML MUN KPOBOMOUUBOCTNU,
o0naxo nposedenue ceieKMUBHOU 2eMOCTNAMULECKOU MePANUU 803MOKHO MOJILKO NOCILE
aabopamopnoi udenmugpuravyuu 3aboaeeanus. Cpedu 6pOKIEHHIX KOAZYI0NAMUL HAUOO-
Jee wacmo ecmpeudaemcs zemopurus A, npu 3mom, KiuHuvecKue nposeienus 3a00.1e6a-
HUSL B03HUKAIOM 6 Nepuode HOBOPOKOEHHOCU MOJIbKO 6 CAYUde HAIUUUS MAKeN0U hopMbL
3abonesanusi. Mexdy mem, docmamouno pedko 6 npakmuxe epaia-neduampa i Heond-
moJi0za ecmpeuarmcs cocyoucmoie ONYX0aU, 6 Yucie Komopulx u cunopom Kazabaxa-
Meppumm — nomenyuanrvio onacroe 015 KU3HU COCMOAHUE, NPU KOMOPOM 2eMAHZUOIHOO-
MeAUOMBL CMPEMUMETLHO PACYM U 00CMUZAIOM 2U2AHMCKUX PA3MEPO8, COUEMAOmcs
¢ mskenou mpomboyumonenuel u Koazyaonamuei. B nacmosuer cmamve npeocmas-
JeHvl 064 KAUHUYECKUX CAYUAS MAKeA0U zeMopuiuu A Yy HOBOPOKOEHHVIX MANLUUKOE
¢ 6azoeou axmusnocmuio paxkmopa VIII menee 1 %, a maxxe cayuai unpanmuivnou ze-
MAHZUOIHOOMENUOMBL NEUCHU Y HOBOPOKOIEHHO20 pebenka. B cmamve npoanaiu3uposarnl
Hanpagienus 1abopamopHozo NOUCKA HAPYUWEHUL NePEUUHOZO0 U GMOPUUHO20 2eMOCA-
3a, 4Mo NO36OAUNO YMOUHUMYL OUAZHO3 U BLIOPAMb COOMBEMCMEYIOULYIO 2eMOCAMULe-
CKY10 mepanuo.

Katouegwote caosa: zemochunus A, cundpom Kazabaxa-Mepumm, Hosopoxdentvie demil,
duaznocmuxa, sevenue.

I. A. Loginova, E. N. Alferovich, I. N. Evstigneev, L. A. Khorunzhaia

THE DIFFICULTIES OF VERIFICATION
IN HEMORRHAGIC SINDROME IN THE PRACTICE
OF A NEONATOLOGIST

Problems related to the study of the coagulation status of patients during the neonatal
period are well known to neonatologists. Hemorrhagic disorders in the period of the newborn
can be caused by deficiency of vitamin K-dependent factors, intrauterine infection, hereditary
coagulopathy, primary and secondary disorders of platelet hemostasis and a number
of other reasons. Clinical manifestations of hemorrhagic syndrome in a newborn child
are non-specific, allowing to suspect the type of blood flow, however, conducting selective
hemostatic therapy is possible only after laboratory identification of the disease. Among
congenital coagulopathies, hemophilia A is the most frequently encountered, while clinical
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manifestations of the disease occur during the neonatal period only in the case of the presence
of a severe form of the disease. Meanwhile, in the practice of pediatricians and neonatologists,
vascular tumors are encounterved quite rarely, including Kazabach-Merritt syndrome —
a potentially life-threatening condition in which hemangioendotheliomas grow rapidly
and reach gigantic sizes, combined with severe thrombocytopenia and coagulopathy.
In this article, two clinical cases of severe hemophilia A in newborn boys with basic factor VIII
activity of less than 1 % are presented, as well as a case of infantile hemangioendothelioma
of the liver in a newborn baby. In the article, the directions of the laboratory search
for disorders of primary and secondary hemostasis were analyzed, which allowed the diagnosis
to be clarified and the appropriate hemostatic therapy to be selected.

Key words: hemophilia A, Kazabach-Merritt syndrome, newborns, diagnosis, treatment.

reMO(])VIAVIFI - Hambonee vacTo BCTpeuato-
Lafca HaCAeACTBEHHasA koaryaonatus -
peLeccrBHOe 3aboAeBaHWE CUCTEMbI CBEPTbIBAHUA
KPOBMW, CLEMNAEHHOE C X-XPOMOCOMOW, XapakTe-
PUBYIOLLLEECH CHUXKEHWEM UAW HaPYLUEHWEM CUH-
Te3a GaKkTopoB CBEPTbiIBAHUA KPOBW. Pasanuator
remoduAnto A, 06yCAOBAEHHYHO AEDULIUTOM dak-
Topa VI, u remoduanio B (6oresHb Kpuctmacca),
06ycAOBAEHHYIO aeduumnTOM dakTopa IX. 3abo-
AEBaHWE PETUCTPUPYIOT TOABKO Y AUL, MYXCKOIO
noaa, NPy 3TOM, PacnpPoOCTPaHEHHOCTb COCTABAAET
A0 10 Ha 100 000 manbunkoB. femoduramna A co-
ctaBaseT 80-85 % Bcex cayvaeB remoduann [1].
B Benaapycu, No AaHHbIM PecrnybArKaHCKoro peru-
CTpa nauueHToB C Koaryaonatmsamu Ha 02 AHBa-
pa 2024 ropa, Ha y4yete cocTosno 513 naumeH-
TOB C remModuanen A, n3 Hux 281 - ¢ TAXEAOMU
dopmoi 3aboAeBaHMS; YUUCAO NALMEHTOB C reMo-
duamnen B - 124, npu atoM 59 MyXUUH C TAXe-
Ao dpopmoit. Temoduamsa C (boresHb PoseHTans,
HaCAEACTBEHHbIN AeduumnT dakTopa Xl) BbiABAE-
Ha y 26 nauneHToB, 60Ae3Hb XaremaHa (AepuumnT
dakTopa Xll) - y 21 naumeHTa. [MNoNnpoKOHBEPTH-
Hemus (aeduumt dpakTtopa VIl), 6ore3Hb CTioapTa-
Mpayap (Aeduumt daktopa X), naparemModPpuana
(AednumnT daktopa V), runonpotTpoMbUHeEMUn (ae-
ounumt dakropa ll), A-runoprubprHoreHemms (Aedu-
umT dakrtopa ) u pedunumt dakropa Xlll Bctpevarot-
€A 3HAUUTEABHO pexe. TAXECTb U BPEMS KAUHMYE-
CKMX MPOSIBAEHWUI reMOdOUAMM 3aBUCAT OT CTEMEHM
AeduunTa dakTopa CBePThbiBaHUA. KAMHUYECKKE
NPOABAEHMA MOFYT BO3HWKATb, HAYMHaA C MAa-
AeHuYecKoro Bospacta. B HeoHaTaAbHOM nepuoae
reMopparmyeckmin CUHAPOM BO3HWKAET, MPenMy-
LLLECTBEHHO, MPU TAXEAOW FEMOOUAMK A, MOXET
NPOSIBUTLCA OTCPOUYEHHbIM (Yepe3 noAvaca-yac)
KPOBOTEYUEHMEM U3 MeCTa WHBbEKLUU (NPOoKoAa
KOXW MAM BEHEMNYHKLUMKW MPU MOMbITKE MOAYYUTb
KPOBb AASI AaBOPaTOPHbIX MCCAEAOBAHMI), MOCAE
OTNaAEHUSA MYMNOBMHbI AU B BMAE CMOHTAHHbIX
KENYAOUHO-KMLLEYHBIX KPOBOTEYEHWI, MOAKOXKHbBIX
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remMaTtoMm WMAM BHYTPUUEPEMHbIX KPOBOU3AUSHUN.
MposiBAEHUSIMU reModuAMK B Boaee cTapLuem
BO3pacTe ABAAIOTCS NOCTUHBEKLMOHHbIE FreMaTo-
Mbl, MOCTTPAaBMaTUUECKUE KPOBOU3AUSAHMS, NOCAE-
onepaumoHHbIE KPOBOTEYEHUS, reMapTpO3bl, Mbl-
LeYHble reMaTtoMbl, remaTypusi, KPOBOU3AUSAHUS
B FOAOBHOWM MO3T, XEAYAOUHO-KULIEYHbIE KPOBO-
TeueHunsi. CornacHoO KaacCUdUKauUKW, PEKOMEH-
AoBaHHOM BcemupHon ®epepaumen femodmamnm
(Guidelines for the management of hemophylia,
3nd edition, jul., 2020) [2], BbIAEARAIOT TpH CTene-
HU TAXeCTU remoouamn A m B B 3aBUCHMMOCTH
OT CTeneHn peduumMTa COOTBETCTBYHOLLENO GaKTo-
pa CcBepPTbIBAHUA KPOBU: AETKYHO (AKTUBHOCTb dak-
Topa 5-40 %), cpepHtoto (copepxaHue daktopa
coctaBnfieT 1-5 %) u taxenyto (MeHee 1 %). lemo-
duanto A caepyet panddepeHumnpoBaTb C BPOXKAEH-
HbIM U NPUOBPETEHHbIM AedULMTOM (GaKTOPOB
NPOTPOMOMHOBOI0 KOMMAEKCA, BKAKOUAA PaHHIO
M NO3AHIOK reMopparmieckyro 60Ae3Hb HOBOPOX-
AEHHbIX, MPOSABAEHUSA KOTOPOM MOryT BO3HMKATb
Ha NPOTSXEHUM NEepPBbIX 6 MecsUeB XMU3HU MAa-
AEHLa.

ConvTapHasa remaHrmoma ¢ TpoMOoLMTONEHNEN
notpebaeHus (CuHppom Kasabaxa-MeppuTt) -
peAko BcTpeuatolleecs 3aboAneBaHWe, MNO3TOMY
OTCYTCTBYHOT KOHTPOAMPYEMbIE UCCAEAOBAHWS, YTO
3aTPyAHSIET MPOBECTU CPABHUTEABHbI aHAAMU3 Me-
TOAOB AeveHus [6, 7].

B CcTpyKType OHKOAOTrMYeCKMXx 3aboneBaHMM
AETCKOro Bo3dpacTta Hanbonee yacTo BCTpeyatoTcs
cocyamCTble onyxoAn. Cpean A0BPOKaUeCTBEHHbIX
HOBOOOPa30BaHMM OMYXOAM COCYAOB COCTaBAAIOT
50,6 %, U3 HUX Ha AOAKD TEMaHIMOM MPUXOAUTCA
81,3 % cayuaeB. Okono 80 % poauUTENEN TaKUX
nauveHToB obpallatoTcs B TeueHue 1 ropa nocae
POXAEHWS, 3apPErMCTPUPOBaHHbIN YPOBEHb CMEPT-
HocTn konebaetca oT 10 % a0 37 %. CUHAPOM
Kaszabaxa-MepputT (panee CKM) 6bIA BnepBble
onucaH Xenr XanryHu Kacabax n KatpuH Kpowm
Mepputt B 1940 roay. MNatoreHe3a CKM He BNoAHe
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nsyueH. Mpeanoaaraercs, Uto 3axsaT TPOMOOLIM-
TOB @aHOMAAbHO NMPOANDEPUPYHOLLIMM SHAOTEAUEM
BHYTPW reMaHrMoMbl (COCyAUCTast OMyXOAb SIBASIETCSI
CBOEr0 POAA «AOBYLLUKOW» AASI TOOMOOLIMTOB, B HEN
NMPOUCXOAUT UX TMOEAb) MOXET NMPMUBECTU K aKTU-
BaLMK TPOMOOLMTOB C MOCAEAYIOLLEN BTOPUUHOM
aKTMBaLMEN KACKAAOB KOAryAaLMK, YTO B KOHEUHOM
UTOre NPUBOAUT K NOTPEDAEHWIO PA3AUUHbBIX daK-
TOpoB cBepTbiBaHUA. CuHAPOoM Kasabaxa-Mepputt
NPOABASIETCA B BUAE MHTEHCMBHO pacTyllen Ka-
MUAASIPHOM FreMaHrMOMbl, KOTOpasi MOXET PacTu
ypes3BbIUYaNHO BYPHO CO CKOPOCTbIO 1 CM B AEHb.
B Takmx cayvanx AETM YMUPAKOT OT KPOBOTEUEHMUS
M3 OMyXOAW. BCTpeuarTcs rmraHTCKMx pasmMepoB
reMaHrMOMbl CKEAETHbIX MblLLLL, COCTOSILLME U3 TOH-
KOCTEHHbIX KanUAASAPOB, MHOUABTPUPYHOLLMX LIEAYHO
KOHEYHOCTb. BO3MOXHa AOKaAM3aumsa UX B KOXe
TYAOBWLLA, TOAOBbI, LUEU, PEXE BO BHYTPEHHMX
opraHax, U3 KOTOpbIX Yallle BCTPeyaroTcs B neve-
HW 1 B TOAOBHOM MO3re, OnncaHbl EAMHUYHbBIE CAY-
yan PacrnorOXeHUs B ceneldeHKe. [eMaHrMombl
06AapatoT CnocoHHOCTbIO K MHOUABTPUPYHOLLEMY
POCTY, B CBSI3MN C YEM CKAOHHbI K peunamBam. Bol-
AEAAIOT TPU TUMA reMaHrMoM: runepTpoduUeckme
(AOBPOKAUECTBEHHbIE FEMAHIMOIHAOTEAUOMDI), Ka-
MUAASIPHBIE U KaBEPHO3Hble. Yalle BCTpevaeTcs
KOMOMHaLMA BCEX TPEX TUNOB. [eMaHrnoma 4acto
HaXOAMTCSA BHYTPU KOXM, HO MOXET MPUCYTCTBO-
BaTb FAE YTOAHO, BKAKOUasi 3abpHoLLMHHbIE OpraHbl,
CPEeAOCTEHWE, Ta3, BUCLEPAAbHbIE OpraHbl UAM OPbI-
Xenky. MNpu nopaxeHUsAxX KOXN CMEPTHOCTb NMPU Ae-
yeHun coctaBasieT MeHee 10 %, HO Npu 3a6PHOLLIMH-
HbIX OMYXOASIX CMEPTHOCTb COCTABASIET MPUMEPHO
60 %. 06K ypoBEHb CMEPTHOCTM COCTaBASIET
oT 12 po 50 %, npuyemMm cMepTb HacTynaeT B pe-
3yAbTaTe TSXKEAOrO KPOBOTEUYEHWS, CBA3AHHOIO
C AMCCEMUHUPOBAHHbIM BHYTPUCOCYAMUCTbIM CBEP-
TbIBAHWEM, AOKAAbHbIM MOPaXEHUEM XUIHEHHO
BaXHbIX CTPYKTYpP, CEPAEYHOM HEAOCTATOYHOCTBIO
C BbICOKMM BbIOPOCOM, MOAMOPraHHOM HeAOCTaTOu-
HOCTbIO UAK cencucom [6, 7]. AmarHoctuyeckme
Kputepun KMC: remaHrmoma KOXu AN BHYTPEH-
HKX OPraHoB; TPOMOOLMUTONEHWS; FEMaHrMoMa, MOA-
TBEPXAEHHAsA yAbTpacoHorpaduen B B-pexume,
KOMMNbIOTEPHOM TOMOrpaduen (KT) MAM MarHUTHO-
pe3oHaHCHoM Tomorpaduen (MPT).

Takum obpasom: 1) paHHoe 3aboneBaHuWe
He MMeeT perMoHaAbHOM 1 reorpadrUyeckomn npum-
BA3AHHOCTWU, TakK KaK BCTPEYaeTcsi BO MHOIUX
cTpaHax, B Tom uucae B CLUA, KaHape, Kutae,
Kopee, AnoHunun, Poccuun, YepHoropum, Kasaxcra-
HE U T. A.; 2) 3TMONATOreHe3 AAHHOW NAaTOAOrU He-
AOCTATOYHO M3YyueH; 3) He BbIIBAEHA KOpPeAsaLms
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Mexay passutneM CKM 1 Haanunmem kakon-anbo
9KCTPAreHUTaAbHOW NaTOAOTMK, aKyLLEPCKO-TMHE-
KOAOTMYECKMM aHaMHE30M, HaCAEACTBEHHOCTbIO,
TeueHnem 6epemMeHHOCTM, BO3pacToM MaTepw;
4) CKM BcTpeyvaeTcs peako, NO3TOMY OTCYTCTBYHOT
KOHTPOAUPYEMbIE UCCAEAOBAHMSA, UTO 3aTPYAHAET
HEeMnoCpPeACTBEHHOE CpaBHEHWE METOAOB AEUYEHUS;
5) 6uoncua onyxoAeBOW TKaHW AAS MOATBEPXAE-
HUA AnarHo3a CKM BbINOAHSIETCS HE BCErAa, AMar-
HO3 BbICTABASIACH HA OCHOBAHWW KAMHWKO-AADO-
pPaToOPHbIX A@HHbIX; 6) HECMOTPSA Ha NPUMEHEHKE
pasAUYHbIX CXeM AEUYEHUA B Pa3HbIX CTpaHax, npe-
napatamu nNepBor AMHWUK SABASIIOTCA KOPTUKOCTE-
POMABI B COMETAHMM C Npenapatamv BTOPOU AUHWK,
KOTOPble MOTYT OblTb PA3AUYHbIMWU: HECEAEKTUB-
Hble H6eTa-appeHobAOKaTOPbI (MPOMNPAaHOAOA); Ln-
TOCTaTUYECKME MPOTUBOOMNYXOAEBbLIE XMMUOTEPA-
NneBTUYECKUE AeKapCTBEHHbIE npenapaTtbl (LLMKAO-
dochammp, BUHKPUCTUH); aMOOAM3aLMS apTepPU
OMYXOAW; AyueBas Tepanus; 7) Heobxoauma pas-
paboTka MNPOTOKOAOB AMArHOCTUKM W AEUYEHMS
AAHHOM NaTOAOTUM.

Lienb uccnepoBaHUA: MPOAHAAM3NPOBATbL KAK-
HUYeCcKMe 0COBEHHOCTU reMopparnieckoro CuH-
ApPOMa NpU HAaCAEACTBEHHbIX Koaryaonatusix u co-
CYAUCTBIX OMYXOASIX, OLEHWUTb AMArHoCTUYeckue
BO3MOXHOCTM COBPEMEHHbIX MeToA0B Aabopa-
TOPHOrO MOMCKa MPUUNH HaPYLLIEHUST KOAryAsiLmu.

MaTtepuan u meToAbl

NceaepoBaHMA NAG3MEHHOMO 3BEHa CBEPTbIBA-
HWS1 KPOBW BbINOAHEHbI Ha aHaAu3aTtope ACL 9000
dupwmbl Instrumentation Laboratory (IL) ¢ ucrnoab-
30BaHWEM OpUrMHaAbHbIX peareHToB IL. B Kaue-
cTBe briomaTepuana MCNoAb30BaAW LIEAbHYHO BEHO3-
HYO KPOBb, CTaBUAM3NPOBaHHYO 3,2 % pacTBOPOM
uuTpaTta Hatpusa B cooTHoweHunn 1:9. UccaepoBa-
AV CAEAYIOLLME NOKa3aTeAU: MEXAYHAPOAHOE HOp-
MaAM3oBaHHoe oTHolleHue (MHO), npotpombu-
HoBoe BpemsA no Keuky (MB), akTuBMpoBaHHOE
yacTuyHoe TpombonaactuHoBoe Bpemsa (AYTB).
AOMNOAHUTEABHO (B CAyyae 1) BbINOAHAAM TPOMOO-
anactorpadputo (TAlN) ueAbHOM CTabUAM3UPOBAHHOM
LUMTPaTHOM KPOBU B peXKUMe TecTa pekaAbLMdUKa-
LMK B NPUCYTCTBMM KAOAMHA C NOMOLLIbIO TPOM60-
anactorpadpa IMPROCLOT™ Standard Viscoelastic
Coaguiation Assay (Kaolin) ¢upmbl Guangzhou
Imoprove Medical Instruments Co., Ltd (Kutamn)
C WCMOAb30BAHMEM OpPUIMHAAbHbIX pPeareHToB.
YunTbiBaAM CAEAYHOLLME pPaCYETHblE BEAWUUMHBI:
R - Bpemsa OT MOMEHTa HayaAa MCCAEAOBaHUSA
A0 0bpa3oBaHUsi NepBbIX HUTEN dUbpUHa (pede-
PEeHTHbIM Anana3oH 5-10 muH); K - Bpemsi 0T Mo-
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MeHTa Hauyana obpas3oBaHWa Cryctka oubpuHa
(c amMnAUTYAOM TPOMOO3AACTOrPaMMbl 2 MM) AO AO-
CTUXXEHUSA GUKCMPOBAHHOIO 3HAYEHMA NPOYHOCTH
cryctka (@amnamTyaa 20 MM) - pepepeHTHbIN AMa-
nas3oH 1-3 MWH; & - YroA, NMOCTPOEHHbIW N0 Kaca-
TEAbHOM K TpoMbBo3aAacTorpaMme 13 TOUKM Havana
06pa3oBaHKA CrycTka, oTobpaxaeTt CKOpoCTb yBe-
AMUYEHUST MPOYHOCTU GUOPUHOBONM CETU U Xapak-
Tepusyet coaepxaHue ¢ubpuHoreHa B MAasme
(pedepeHTHbIN MHTepBan 52-73°); A - aMNAUTY-
AA B KOHKPETHbIN MOMEHT BPEMEHMW B XOAE U3MeE-
peHus; MA - MakcMManbHas aMnAnTyaa TPom6bo-
aAacTorpamMmbl, oTobpaxarollas KOHEUHbIN aTan
TpoMboobpa3oBaHMs — NoAUMEPU3ALIMIO GUBPUHA
M NPOYHOCTb 06PA30BaBLLErOCs CrycTKa; Koaryas-
LIMOHHBIN MHAEKC, (coagulation index, Cl), xapak-
TEPU3YIOLLMI KOAryAaLMOHHbIM NOTEHLMAA KPOBM
nauueHTa B ueaom, npoueccop IMPROCLOT™ pac-
cuntbiBaA Cl aBTOMATMUYECKM Ha OCHOBaHWUK npe-
obpasoBaHua nokasatenen R, o, K u MA. Hop-
MaAbHble 3HAUYEHUSA KOAryAsiLMOHHOIO WMHAEKCA
Aexar B AnanasoHe mexay -3,0 n 3,0. AONOAHK-
TEAbHO B aBTOMaTMYECKOM pPEeXMME MpOoLEeccop
aHaAM3aTopa paccUMTbiBaA MOAYAb ynpyroctu G
cryctka (pedepeHTHbIM nHTepBan (4,5-11,0) K).

AN KOPPEKLIMK BbIBAEHHBIX HApYLLEHWUIA CBEp-
TbIBaHUS KPOBW MCMOAb30BAAN OAHOTPYMNMHY AO-
HOPCKYHO CBEXE3aMOPOXEHHYHO MAA3MYy, OAHOIPYn-
HYIO AEMKOAEMAELMPOBAHHYID 3PUTPOLIMTAPHYIO
Maccy, KpUomnpeumnuTar, NAa3MeHHbI KOHLIEHT-
pat daktopa cBepTbiBaHUs Kposu VIII n macas-
HbIM pacTBOp 1%-HOr0 KOHAKMOHa, Pa3peLLEHHbIe
M3 K NpMMEHEHUIO Y AETEN C MEPUOAA HOBOPOX-
AEHHOCTH.

Uctopusi 6ore3HU

Cayyari 1. PebeHok N., AOHOLLEHHbIN MaAbYMK
POAMACH OT 2-M HOPMaAbHO NPOTEKAOLLEN bepe-
MeHHOCTH (1-9 6epeMeHHOCTb 3aKOHYMAACh POXAE-
HMEM 3A0POBOM AEBOUKM), 2-X CPOUHBIX POAOB Uepes
€CTeCTBEHHbIe PoAOBbIe MyTU. COCTOSIHWE MPU POX-
AEHUW YAOBAETBOPUTEABHOE, Macca MpU POXAEHWUM
4020 r, pocT 57 cM, OKPY>XHOCTb rOAOBbI 36 CM,
OKPYXHOCTb rpyan 35 cm, oueHka no Anrap 8/9.
3aKpuryai cpasy, K rpyAn NPUAOXKEH Yepes 2-3 yaca
nocae poxaeHusa. MaTb pebeHka oTpuuaeT HaAK-
ynMe KPOBOTEUYEHWMW Yy MYXUMH MO MaTEPUHCKOM
AVHUWW.

CornacHo HaumMoHaAbHOMY KaneHAapPH NPUBH-
BOK, NMPOBEAEHA BHYTPMMbILLIEYHAS BaKLMHALMSA
NpoTMB renatMta B B mepeaHOl MOBEPXHOCTb
6eapa, NocAe Yero yepes HECKOAbKO YacoB BO3-
HWKAA@ NOCTUHBbEKLMOHHAA remaTtoma 6eapa, Bbl-
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3biBatoLlast 60Ae3HEHHOCTb Y MaAbYMKa, a Takxe
MaTb OTMETWUAQ, YTO M3 MeCTa MHBEKLMKU CNyCTA
HECKOAbKO 4acOB MOCAE BaKUMHALMW BbIAEAU-
AOCb HECKOABKO KaneAb KpOBW.

B obuiem aHaauze kpoBu (OAK), B3ATOM
Ha 18-M yacy XM3HMW, 3adMKCUPOBaAHaA aHEMMUS:
(Hb 125 /A, aputpoumtbl 3,31x10%2/A, Ht 36,2 %);
copepxaHmve TpomboLmToB 282x10%/A COOTBETCTBO-
BAAO HOPMe, AEMKOLMTBI cocTaBuAM 27,09x10°%/a
(BEPXHSIA rpaHMLIA BO3PACTHOW HOPMbI), AEMKOLLK-
TapHasa GopMyAa Takxe B NpeAenax BO3PacTHOM Ba-
prabeAbHOCTU. B BUOXMMUUYECKOM aHaAM3€e KPOBY,
B3SITOM B 3TO Xe€ BPEMS, UBMEHEHUIM HE OTMeYe-
HO. B koarynorpamme, B3aton Ha 20-M yacy Xms-
HW, 3aPEerncTPUPOBaHO YKOpoueHue oblLiekoary-
AAILMOHHOIO nokasatenst AYTB u cHUxeHune copep-
XaHunsa ¢émnbpuHorena (AYTB 20,8 cek, MB 13 cek,
NnTn 0,85, MHO 1,19, ¢ubpuHoreH 1,19 r/n),
npU 3TOM YCUAUAUCb KAMHUUECKUE MPOABAEHUS
reMopparMyeckoro CMHApOMa (KPOBOTOYMBOCTb
M3 MECT MPOKOAA KOXMW), a Mo AaHHbiM OAK
(Hb 91 r/a, aputpoumThl 2,43x10%2/A, Ht 26,9 %),
nporpeccrMpoBan aHEMUUYECKUIA CUHAPOM, Tpeby-
FOLLIMIM KOPPEKLNM.

MpoussepeHa TAl, B KOTOPOM YCTAHOBAEHO:
HU3KaA QYHKLUMOHAAbLHOCTb GaKTOPOB CBEPTLIBA-
HKA KpoBH (R) 56,2 (pedepeHTHbIN nHTepBan 5-10),
HU3KKI ypoBeHb drbpurHoreHa 14,9 (pedepeHT-
HbIM MHTEPBaAA 52-73), HU3KWUI KOAryAsLIMOHHbIN
nHaeke (Cl) muHyc 42,3 (pedepeHTHbIN MHTEPBAA
-3 + 3), cHUXeHWe OYHKUMK TpomMboumToB (MA)
19,8 (pedepeHTHbIn nHTepBan 50-70), CHWXEHUE
MeXxaHM4YeCcKkom NpoyvHocTun crycTtka (G) 1,2K (pede-
PEHTHbIN MHTEPBaAA 4,5K-11K), CHUXEH AMHAMUYe-
CKUI nHAeKe TpomboumToB (TPI) 0,4 (pedepeHT-
HbIM HTepBan 5-90), T. €. AaHHbIE B MOAb3Y Bblpa-
)XEHHOM rMnoKoaryAaummn. BeiiBAEHHbIE M3MEHEHMS
ObIAM paclUeHeHbl Kak AeDULIMT BUTAMUH K-3aBU-
CUMbIX GaKTOPOB Ha GOHE CHUXEHUS COAEpXa-
HUs1 dUbprHOreHa, KoaryAupyemoro TpoMOUHOM.
B 9KCTpPEHHOM MOpPSAKE K MCXOAY MEPBbIX CyTOK
XW3HW BbINOAHEHA TpaHCHy3UsT OAHOTPYMMHOM
CBEXE3aMOpPOXeHHON nAaasmbl (C3I1) B obbeme
15 MA/Kr), a cnycTa noAyaca TpaHCcoy3us OAHO-
rPynMnHON AEMKOAENAELLMPOBAHHOW pe3yc-CoOBMeE-
CTUMOW 3PUTPOLIMTAPHON MaCChl.

B Bo3pacTte 1 cyToKk 1 3-X YacoB 3adUKCUPO-
BaHO NOSIBAEHWE anOM KPOBU M MPOXUAKM «CTapo-
ro» remMoppaxa no racTpaAbHOMY 30HAY, B CBSA3U
C YeM MPOBEAEHO TUTPOBaHWE KpuonpeumnuraTa
n NAC «OKTanAeKkc» nocaepoBaTEAbHO B TeYeHue
yaca. Ha ¢oHe remocTtatnMyeckon TpaHCPY3MOH-
HOW Tepanuu oTMeuyeHa KAMHUKO-AabopaTopHas
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cTabuansaumsa cocTosiHMA pebeHka, a MMEHHO:
rematoma beppa He yBeAMUMBAETCA B pasmepax,
no AaHHbIM T3l - NoAOXMTEABHASA AMHaMKKa (R 9,2,
ypoBeHb ¢ornbpuHoreHa 60,5, Cl muHyc 6,1, MA 36,6,
G 2,9K, TPI 7,8). [Noka3aTeAn KpaCHOW KPOBU Ae-
MOHCTPMPOBAAK YAYULLIEHUM TEMOTAOBUHOBOM By-
bEpHON CUCTEMDBI, HO HE AOCTUIAU XEAAeMOoro
yposHsi (Hb 108 1/, aputpounTtbl 3,36x1012/A,
Ht 32,4 %). YunTbiBasi NOBbILLIEHHbIN YPOBEHb NPO-
KanbumMTOHMHA (MMKT) 2,863 HI/MA, TMNEPTEPMUIO
B NEePBbIE CYTKM XXU3HU, HEBO3MOXHOCTb UCKAKOUMTD
HaAnure y pebeHka BHyTPUYTPOOHON MHOEKLNH,
6blAa HasHaueHa aHTWbakTepuanbHaa Tepanus
(CyAbTaCWH 1 aMUKaLMH B BO3PACTHbIX AO3MPOBKaXx),
a TaKkxe npodrrakTUyeckas NpoTMBOKAHANMAO3HAS
Tepanus (dAykoHason). Butammnu K1 (KOHakMOH)
6bIA BBEAEH ABaXAbl, CyMMapHasa A03a 3a nep-
Bble CYTKM COCTaBuAa 4 MrI, B KauecTBe aHrmo-
npoTeKTopa BBOAUACSH aTam3uaatr 12,5 %. Yepes
yac BbIMOAHeHa TpoMboanacTorpamMmma: yBeamye-
HO B 5 pa3 BpeMsi 06pa3oBaHUS NEPBON HUTU
dnbpuHa - nokasatenb (R) 56,2 MWH; CHUXEHaA
MakcumanbHasa amnantyaa (MA) po 31,1 mm (pede-
PEHTHbIN MHTepBaA 50-70 MM) Ha POHE CHUXEHME
MOAYAS yNpyrocTu cryctka (G = 2,3K); ypeAnveHo
B 5-6 pa3 Bpems $OpMHUPOBaHNUA CrycTka prUbpuHa
¢ dUKcMpoBaHHbIMK cBoncTBamMu (K = 17,4 MuH);
Ha CYLLECTBYIOLLYIO YrpO3y Nporpeccum remoppa-
rMYEecKoro CMHAPOMa yKasblBaAa OTpULaTEAbHASs
BEAMUYMHA KOaryAsaUMOHHOro nHaekca (Cl = -6,1).
AaHHble KoaryaorpamMmbl NMPOAEMOHCTPUPOBAAU
BO3PACTHYIO HOPMY AAS AOHOLLEHHbIX MAQAEHLIEB
nepBbIx AHEN XM3HK (AYTB 43,5 cek, AYTB ratio
1,22 (Hopma 1,12-1,43), B 15,8 cek, akTuB-
HOCTb (aKTOPOB MPOTPOMOMHOBOro KOMMAEKCA
77 %, MHO 1,19, TB 25,1, TB ratio 1,24 (Hopma
0,75-1,99), dnbpuHoreH 3,63), UTO NOATBEPXKAANO
reMoCTaTMYeCKUM OTBET MPOBOAMMOIO AEYEHUS,
HO He MO3BOAANO BbIABUTb MPUYMHY remopparu-
yeckoro cuHppoma. Ha ¢oHe remocrtaTnyeckom
TpaHCPY3MOHHOM TepanuM oTMeYeHa KAMHUYeCKast
cTabuAmM3auma CcocTosHUS pebeHka, a MMEHHO:
rematoma beppa He yBEAMUMBAETCA B pa3Mmepax.
Ha 3-n CyTKM XM3HW BHOBb OTMe4YeHa oTpuLa-
TeAbHasi KAMHUKO-AabopaTopHan AMHaMKUKa B CO-
CTOSIHUKU pebeHKa: yBEAUUEHUE pPa3MepoB rema-
TOMbl 6eapa C pacnpocTpaHeHWEM Ha MnpaByto
naxoByto 06AACTb, MOLLIOHKY M XWBOT, 60AE3HEH-
HOCTb MpW NaAbnaumu. Mpu 3ToM ABMXEHUS Npa-
BOWM HOXKW B NOAHOM 06beMe, NPU3HaKOB HapyLLe-
HWSA NeprdepPUUECKOro KPOBOOOPAaLLIEHNS HE OTMeE-
YyeHOo. 3aperucTprupoBaHO MOBTOPHO YAAMHEHUE
BpeMeHn obpa3oBaHUA NepBoOr HUTU GUOPUHA
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R = 43,6 MuH, 1 Bpems 06pa3oBaHUS CrycTka
K = 8,1 MWH, CHUXEHNE BEAMUUHBI o = 28,3°, Noka-
3arenss MA = 31,0 MM 1 KOaryAsiLMOHHOIO MHAEK-
ca Cl = -33,3. Ucnoab3oBaHue TAI IMPROCLOT™
B peX1Me OnpeAereHnss BDEMEHU pPeKanbLMbUKa-
LMK CTabUAM3MPOBAHHOM LIMTPATHOM KPOBU B NPU-
CYTCTBMW KaOAMHA YKasbiBaAO Ha BblPaXeHHbIe
TMNOKOAryAsIUMOHHbIE M3MEHEHMS, MOATBEPXKAAB-
LLUME NPOrpeccutd reMopparMyeckoro CUHAPoOMa,
HO HEe NO3BOAABLLWE MPOBOAUTb CEAEKTUBHYHO re-
MOCTaTUUeCKyHo Tepanuto. Mo3ToMy AONOAHUTEABHO
onpeaeneHo AMNTB 108c, yaamHeHHoe B 4,2 pasa
MO CPaBHEHUIO C KOHTPOAEM. B 3KCTPEHHOM MopsA-
K€ AOMOAHUTEABHO BBEAEHbLI AOHOPCKAas KPUOMAa3-
Ma n N\C «OKTanAekc». BepeHne reMoCcTaTMKoB Mo-
3BOAMAO BPEMEHHO NMPUOCTAHOBUTb NPOrPECCUIO
reMCUHAPOMaA, YTO ObINO MOATBEPXAEHO AA@HHbI-
MU pernctpaumm TANG R = 12,3 MuUH; K = 2,9 MuH;
o = 57°% MA = 47 mm. HenocpeACTBEHHO cpasy
NMoCAE MPOBEAEHHON KOPPEKUUN CENEKTUBHOE
onpeAeneHne akTMBHOCTU (aKTOPOB CBEPTbIBA-
Hua kposu (VIII, IX, XI nan Xll) He MOrao no3Bo-
AWUTb BbIIBUTb UCTUHHYIO MPUUMHY KOaryAonaTuu.
MoaTomy uepe3 72 yaca NOCAE NOCAEAHEN reMOo-
TpaHcohy3nn 6bina NOBTOPHO B3siTa KPOBb MyTEM
NyHKUMK nepudepryeckor BeHbl. AYTB (95,9 cek,
AYTB ratio 2,69 (Hopma 1,12-1,43), 1B 14,9 cek,
AKTUBHOCTb GaKTOPOB NPOTPOMOUHOBOrO KOMII-
nekca 84 % (Hopma 65-110 %), MHO 1,12, TB 18,7,
TB ratio 0,93 (Hopma 0,75-1,99), dpubpurHOreH
3,88. ®akTtopHbiM aHanu3: daktop VIl 0,36 %
(Hopma 50-154 % Ha 5-6 AeHb XK3HK), dakTop IX
24,7 % (Hopma 15-91 % Ha 5-6 AeHb XWU3HN).
Taknm 06pas3om, bbiA CHOPMYAMPOBAH YTOUHEH-
HbI KAMHWUYECKUIM AMArHo3 (OCHOBHOM): Hacaep-
CTBEHHbIN pednumT dakTopa VIl (Taxenan remodu-
s A (0,36 % daktopa V). UHdekumsa, cneumduny-
Has AN NepuHaTanbHOro nepuoaa. OCAOXKHEHUSA
OCHOBHOTO: lOCTUHBEKLIMOHHAA remMaToMa npaBo-
ro 6eapa. MokasaHo BBEAEHWE KOHLEHTpaTa Gpak-
Topa ceepTbiBaHUA kKposwu VIl B Buae AC «OKTaHaT
13 pacyeta 50 ME/kr yepe3 8 yacoB B TeueHue
BpeMeHHW, HEOBXOAMMOT0 AAS OCTAHOBKM KPOBOTE-
UYeHUs /AOCTUXKEHMUS HOPMOKOAryAsiLMKU. YUnTbiBas
KAMHUKO-AabopaTopHble AaHHbIE (PE3KO 3aMEANEH-
HYIO Koaryasiumto no AYTB) Ha MOMEHT nocTtaHOB-
KW AMarHo3a W pacnpoCTPaHSIOLLYOCA remMaToMy,
HauaTo BBepeHWe N\C «OKTaHaT» B yKa3aHHOM A03e
B TeueHue 5 pHel. Mpoune obcrepoBaHUS (YAbTPa-
3BYKOBOE WMCCAEAOBaHWE opraHoB BPHOLIHONM Mo-
AOCTU W HenpocoHorpadus - 6e3 naToAoruu),
OAK - HOopMaAM3aLMs KapTMHbl KPAaCHOW KPOBM
(Hb 129 /A, aputpoumTsl 3,91x10%2/A, Ht 38,4 %).



1 O0630psI U JeKIHH

Ha 17-e CyTKM XW3HU MaAbYMK Ha GOHE OTCYT-
CTBUSI reMOPPArMyeckoro CMHApPomMa 6bIA BbinmMcaH
Ha ambyAaTopHbIM aTan. PEKOMEHAOBAHO: oxpa-
HUTEAbHbIM PEXWUM, 3aMPEeT Ha BHYTPUMbILLEYHbIE
nMHbekUMK. NMaaHoBoe obcaepoBaHKE 3anAaHUPO-
BaHO B Y3 «PHIML AOMK» B BO3pacTe craplue
1 mecsua AN BbIMOAHEHWUS] TEHETUYECKOTO aHa-
AM3a, YTOYHEHUS CTEMEHU TAXECTU reMOPUAMK A
M COrAacoBaHWS AAAbHEWLLEW TaKTMKU BEAEHUS
naumeHTa. NpearOXeHO BbINMOAHUTb FTEHETUYECKOE
nccAepOBaHWE Ha NPeAMET HOCUTEABCTBA MyTaLUMm
reHa ¢paktopa VIl ctapluemy pebeHKy (AeBOUKa).

KAMHUYECKWE NMPOSBAEHMS FEMOppParniyeckoro
CMHAPOMa — HecneuMdUYHbIN NPU3HAK, KOTOPbIM
NMO3BOASIET MPEAMOAOXKUTb TUM KPOBOTOUMBOCTHM
(remMaTOMHbIW, NeTexuanbHbIi UAU CMELLaHHbIN).
AHaAM3UPYSA HACTOSALLIMIA KAMHUYECKWUIA CAyYal, CAe-
AYET OTMETUTb, UTO Y MaAbYMKa M3HAYAABHO NOSABU-
Aacb MOAKOXHasi reMaTtoMa B MecTe BaKUMHaUUH,
3aTeM 3adMKCMpoOBaHa KPOBOTOUMBOCTb U3 MECT
NPOKOAOB KOXMW. B AabopaTopHbIX TECTax NpuUcyT-
CTBOBaAW yHEAUTEABHbIE AAHHbIE B MOAb3Y BO3-
MOXHOr0o AedULmMTa Taknx GaKTopPOB CBEPTbIBAHWUSA,
kak VI, XI, XI, XIl. MporpeccupytoLLmin remopparu-
YECKMM U aHEMUYECKNIN CUHAPOMbI ABUAUCb OCHO-
BaHWEM AAA TpaHchy3mm pooHopckon C3IM1, OkTan-
AEKCa, Kpuonpeuunutata. TpaHcdysusa C3IM1 cno-
cobHa NoBbICUTb B KPOBU MaLMEHTa aKTUBHOCTb
dakTopa VIl Ha 20-25 %, akTMBHOCTb dakTopa IX
Ha 10-15 %, akTMBHOCTb GaKTOPOB NPOTPOMOUHO-
BOro Komnaekca Ha 5-10 % [1, 3]. Kpuonpeuu-
nuTaT — 3TO KOMMOHEHT AOHOPCKOW KPOBU YENOBE-
Ka, NMOAyYaEMbI 13 CBEXE3AaMOPOXEHHOW NAA3Mbl
n coaepxawmii dpaktopbl VI, Xlll, daktop Buane-
6paHAa, GUOPOHEKTUH U dHbpUHOreH. TpaHcdy3na
KpuonpeumnuTaTta B COBOKynHoctu ¢ C3I1, BepoAT-
HO, cnocobcTBOBaAa AOCTUXEHWUKO MUHUMAAbHOIO
remMocTaTMyecKoro nopora aktmeHocTu dakropa Vi,
Nnpu KOTOPOM BeAnumnHa AYTB MOXeT COOTBETCTBO-
BaTb pedepeHTHOMY MHTEPBAAY BO3PACTHON HOPMbI
y pebeHka 1-2-x cyTok Xm3Hu [1, 3]. 310 1 bbIAO 3a-
dUKCHMpPOBaHO B Koaryarorpamme (AYTB 43,5 cek),
B TAl (yBeanuyeHue ¢GYHKUMOHAAbHOM aKTUBHO-
CTU GaAKTOPOB CBEPTbIBAHUS U KOAryALIMOHHOIO
MHAEKca). B coctaB xe npenapata «OKTanAekc»
BXOAAT BUTAMUH-K-3aBUCHMMblE GaKTOPbl CBEPTbI-
BaHus kposwu (ll, VII, XI, X), npotenHbl C 1 S; Takas
Tepanusa OpUeHTUPOBAHA Ha KOPPEKLUMIO BUTAMMH
K-3aB1CHMON GOPMbI FeMOpparMyeckoro CMHAPO-
mMa. C yyetom nepuopa noayxunsHu (8-10 vacos
y AETEN NEepBbIX MECALEB XM3HW), UCXOAHANA Be-
AMunHa ¢akTtopa VI (y Hawero nauyveHta me-
Hee 1 %) TeOpPETUUECKM MOXET ObiTb AOCTUTHYTA
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yepes3 40-48 yacoB, CAeAOBATEALHO, OMpPeAene-
HWE aKTUBHOCTU MPUYUHHO-3HAUYNMbBIX GaKTOPOB
MMEET CMbICA BbIMOAHSATb AMOO A0 FEMOKOPPEKLNM,
AMB0 yepe3 ABoe-Tpoe CyToK nocae Hee [1, 3, 4].

Cnyuarn 2. PebeHOK Y (MaAbuMK) POAMACS
oT 1-# dpM3MOAOTMYECKM NPOTEKatOLWEN BepeMeH-
HOCTM CPOYHBIX (B CPOKe 277 AHEWN) POAOB Yepes
€CTECTBEHHbIE POAOBbIE MyTU. COCTOSIHWE MPU POX-
AEHUU YAOBAETBOPUTEABHOE, Macca 3420 r, pocT
51 cm; npy NepBUUYHOM OCMOTPE Y pebeHKa Bbl-
SIBAEH BPOXAEHHbIA MOPOK Pa3BWUTUS AULIEBOTO
CKeAeTa - paclleAvHa BEPXHeW rybbl, aAbBEOAAP-
HOrO OTPOCTKa BEPXHEW YeAtocTu caeBa. OueHka
no Anrap 8/8 6aAnoB. B nepBble CyTKM XMU3HU OTMeE-
YeHa KPOBOTOYMBOCTb M3 MECTa MPOKOAA KOXM
AASt MOAYYEHUS KaMUAASIPHOM KPOBM C LIEALIO Aa-
60paToOpHbIX UCCAEAOBAHWM, AAMTEABHOCTb KPOBO-
TeuyeHus coctaBuAa oT 30 MUHYT A0 Yaca. B nep-
BuuyHOM OAK - ypoBeHb Hb 152 1/A, apUTpOoLUTBI
4,5x10%2/A, HT 44,5 %, TooM60UmTbI 317x10%/A.
B Koarynorpamme - HEKOTOpPOE yAAMHEHME AYUTB
A0 53 cek, npotpombuHoBoe Bpems (MMTB) -
13,8 cek, npotpombuHoBbIN MHAEKC (MTU) - 0,81,
MeXAYHapOAHOE HOPMaAM30BaHHOE OTHOLLEHUE
(MHO) - 1,2, ¢unbpuHoreH - 2,68 1/A. K KOHLY
1-X CYTOK XXM3HW Ha CNMHE CMOHTaHHO NOSIBUAACH
obLwMpHasa remaTtomMa, PacnpocTpaHMBLIAACA OT AO-
NaToK A0 NMOSICHUYHO-KPECTLIOBOrO OTAEAQ, UTO BbINO
pacLeHEeHO Kak NPOsIBAEHWE KoaryAonaTum HeyTou-
HEHHOro reHesa, B koaryrorpamme AYTB yannHe-
HO A0 67,1 cek, MTB 15,9 cek, MTN 0,71, MHO 1,41,
dunbpurHoreH 2,98 r/a. B OAK nabopaTopHble pAaH-
Hbl€ B MOAb3Y OCTPOro aHEMUYECKOTO CUHAPOMA:
Hb 64 r/a, aputpoumntbl 1,93x1012/A. Manbumk
3KCTPEHHO MEPEBEAEH B OTAEAEHME peaHuMa-
LMK AASI HOBOPOXAEHHbLIX C MPeABapPUTEAbHbBIM
AMArHo3om: «BHyTpuyTpobHaa MHOEKLMS HEYTOU-
HEHHas, KOaryAnonaTusi HeYyTOUHEHHOTO reHesa (aAe-
dUUMT GaKkTopoB cBEPTLIBaHUA?). OCTPbIA aHEMMU-
YECKWUIA CUHAPOM, FreMopparMyeckmuii CUHAPOM>»,
B aKCTpeHHOM MnopsiAke NPOBEAEHA KOPPEKLMS
remopparMyeckoro 1 aHeMmyeckoro CUHAPOMOB:
TpaHcdy3ns opHorpynnHon C3M u apuTpoumTap-
HOM MacCbl AEMKOAENAETUPOBAHHOW COBMECTUMOWM
C rpynnomr n pe3ycom nauueHTa. 3aTem BBEAEHO
NC «OKTanAekc», aTamaunAat 1 ButamuH K. Coctos-
HWe pebeHKka 6bIno CTabuAM3NPOBaAHO, remMoppa-
rMYECKU 1 aHEMUYECKMIM CUHAPOM KYNMUPOBaHbI:
B OAK Hb 153 r/a, aputpountsl 4,85x10%2/a,
Ht 44,2 %, TpoMbOLMTI 186><109//\; B Koaryno-
rpamme AYTB 46 cek, MTB 13,3 cek, MNTN 0,84,
MHO 1,18, ¢onbpuHoreH 2,66 r/A. Cnyctss 72 yaca
NnocAe NPOBEAEHHbIX reMOTPaHChY3MM NPOM3BEAEH
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3a60p KPOBW MaAbuMKa AAA MPOBEAEHUS haKTop-
HOr0 aHaAM3a B YCAOBUSIX 4-r0 yPOBHSA MPOPUABHO-
ro yupexaeHus. MNMoayyeHbl CAEAYHOLLIME PE3YALTATbI:
AYTB 108,4 cek, AYTB nauneHT/AYTB KOHTPOAb
3,03, MTB 13,1 cek, akTMBHOCTb GaKTOPOB MPO-
TpomMbMHOBOrO Kommnaekca 98 %, MHO 1,01,
TB 18,6 cek, TB nauneHT/TB koHTpoAb 0,92, du-
6puHoreH 3,7 1/a, akTuBHOCTb dakTopa VIl 0,6 %,
aKTMBHOCTb dpakTopa IX 35,6 %. TakMum 06pa3om,
nccAep0BaHME GYHKLMOHAABHOIO COCTOAAHMA CBEp-
ThbiBaOLLEN CUCTEMbI KPOBM MO3BOAMAO BbISIBUTb
daKkTop, AEPULIUT KOTOPOTO CTaA MPUUUHON KAUHK-
YECKNX MPOSABAEHWI TAXENON KoaryaonaTtmu, chop-
MYAMPOBaH AMarHo3 OCHOBHOro 3aboAeBaHMA
no MKB 10: «HacAeACTBEHHbIM AEDULUT PaKTo-
pa VI, pybpuka (D66), Taxeras reModuama An.
AN AaAbHEWLLETO AeYEHMS MaAbuMK ObIA nepe-
BeAEH Ha 4-1 ypoBeHb NepuHaTanbHOM NMOMOLLIA,
rA€ NOCAE OTMAAEHMA MYNOYHOro OCTaTKa OTKPbI-
AOCb KpOBOTeUEHWe, NoTpeboBaBLIee NPOBEAEHMS
natoreHetnyeckomn Tepanuu (AC «OkTaHaT B A03€
50 ME/Kr kaxxable 8 yacoB A0 MPEKPALLEHMA KPO-
BOTeueHus) [5].

KpOBOTOUMBOCTb M3 MECT MPOKOAA KOXM W MO-
ABAEHWE 06LLIMPHOM reMaToMbl B 06AACTW CMWHbI
OMpPEeAEAUAU MOKA3aHWUSI AAS KOHTPOASI CBEPTbI-
BalOLEN CUCTEMbI KPOBU. 3aperncTpupoBaHHoOe
yAAMHeHMe AYTB Ao 53 cek Ha nepBble CYTKM
XU3HW NP HOPMaAbHbIX 3HavyeHuax MHO u ¢u-
6puHOreHa No3BOASIAM 3aM0A03PUTL AEDUUNT dak-
TopoB Xll, XI, IX, VIII. Tpn atom, NnpoBeAEHHbIX
NUCCAEAOBAHUIM BbINO AOCTATOUHO AASI UCKAKOUEHMS
peduumnta daktopos |, I, V, VII, X. Hecneundu-
YeCKne KAMHMYECKUE NPOABAEHUS reMmopparmue-
CKOro CMHAPOMa (MOBbILWEHHAsA KPOBOTOUMBOCTb
M3 MEeCT MHbEKLMI, MOABAEHME OBLUMPHOWN rema-
TOMbI Ha CMnWHe), Nporpeccupytolmne rabopatop-
Hble U3MEHEHUS B MOAb3Y aHEMWUUYECKOro U re-
MOppParMyeckoro CUMHAPOMa SIBUAUCb MOBOAOM
AN BKCTPEHHOTO YTOUYHEHUS KOarynOrmyeckoro
AMarHosa ¢ NpoBeAeHMEM GaKTOPHOro aHaAM3a.
MpK 3TOM, YTOUHEHME NPUUNHDBI TUNOKOAryAsiLMK
BO3MOXHO He paHee, yeM yepes 48 yacoB Nocie
remMocTaTMueckon Koppekumu. Takum obpasom,
LenecoobpasHbiM ABAAETCS OTCPOYEHHOE onpe-
AeneHune aktuBHocT dpakTtopos VNI, IX B 06pasue
CTabUAM3UPOBAHHON M 3aMOPOXEHHOW MAA3MbI
AO Hauyana NPOBEAEHWS FeMOCTaTUUYecKon Tepa-
nuun [5]. B 060MX KAMHUYECKMX CAyUYasX TSXEAON
reMoouAnn A y HOBOPOXAEHHbIX MAaAbUMKOB OTCYT-
CTBYIOT yKa3aHWA Ha CEMENHbIN xapaKkTep 3abone-
BaHWSA AMLA MYXCKOrO NnoAa C NMoBbILLEHHOW KPO-
BOTOUYMBOCTbIO).
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Cayyart 3. PebeHOK X (MaAbuMK) POAMACA
0T 2- HOPMaAAbHO MPOTEKAIOLLLEN BEPEMEHHOCTH
2-X CpPOYHbIX (B Cpoke 266 AHeW) poaOB uepes
€CTeCTBEHHbIE POAOBbIE MyTWU. COCTOSIHWE MPU POX-
AEHUWN YAOBAETBOPUTEABHOE, Macca Npu POXAEHUM
4010 r, pocT 55 cM, OKPYXHOCTb FOAOBbI 36 CM,
OKPY>XHOCTb rpyan 36 cm, oueHka no Anrap 8/9.
3akpuuan cpasy, K rpyAn MPUAOXKEH B POAUABHOM
3ane. [locre poXAEHMA HAXOAMACA Ha COBMECTHOM
npebbliBaHUN, B AMHAMWKE OTMEUEHO YXYALLEHUE
COCTOSIHMSA, 0OYCAOBAEHHOE NMOSBAEHWEM U Hapac-
TaHWEM AblXaTEAbHOM HEAOCTATOUHOCTW, HEBPOAO-
rMUYECKOM cMnToMaTnKom (yrHeTeHne LLHC), cpbl-
rMBaHUAMU. AAS AaAbHENLLEro AedyeHns u obene-
AOBaHUA MEPEBEAEH B OTAEAEHUE peaHMMaLnu.
CocTtosiHne pebeHKa CTPEMUTEABHO YXYALLAAOCH,
41O NOTPEOOBAND NPUCOEAMHEHMA K annapaTy UBA,
Ha3HaYeHUs1 KapAMOTOHWUYECKOM Tepanuu, aHTu-
6aKTepranbHOM Tepanmu (yunTbiBas BbICOKUIA PUCK
peanv3aumm BHyTPUYTPOOHOIrO MHOULMPOBAHKS).
[pu 3TOM OTMEUaNOCh BbIPaXXEeHHOE B3AYTUE XU-
BOTa, MpW NaAbnauum KOTOPOro B AEBOM GAaHre
onpeaensinocb 06beMHoe 0bpa3oBaHMe C POBHbIM,
rAAAKMM KpaeMm. BbinoaHeHo Y3W opraHoB 6ptoLL-
HOM NMOAOCTH: B 3NK/Me30/TUnoracTpmum CAeBa AO-
uMpyeTcs HEOAHOPOAHOE 06pa3oBaHME C HEYET-
KUM KOHTYpOM pasmepamu 84x41x62 MM C AO-
KycamMn KpoBOTOKa B pexunme LAK. Ha momeHT
OCMOTpPa OpraHHyt NPUHAAAEXHOCTb OMPEAEAUTb
He NPeACTaBASIAOCb BO3MOXHbIM (3a0pHoLLIMHHOE
06pa3oBaHKe HEACHOTO reHesa). Ha 2-e CyTKM Xu3-
HW NOSIBUAUCH CPbITMBAHWUS aAOW KPOBbIO, B KOa-
ryanorpamMme OTMEeYanMCb MPU3HAKM TMNOKOAaryAs-
unmn (AYTB 120,9 cek, MNB 16,8 cek, pubprHoreH
1,29 1/A), B CBSI3W C YEM AAS KYNMPOBaHUS re-
MOpparnyeckoro CUHApOMa BbINOAHEHA TpPaHCOY-
3ua C3I opAHOMMEHHOM rpynnbl U pesyc-dakTopa
B o6beme 13 pacyeta 20 MA/KI ABaxAbl. C LeAbIo
KOPPEKLMK reMorrnobuHoBoro bydepa 1 KynMpoBsa-
HUS aHEMWYECKOr0 CUHAPOMA NPOBEAEHA TPaHC-
dy3na OAHOTPYNMHOM AEMKOAENAELIMPOBAHHOM pe-
3yC COBMECTMMOW 3puUTpOoLMTapHOM Macchl. B Te-
YyeHMe MOCAEAYHOLLMX CYTOK COCTOSIHME MaAbYMKa
OTHOCWUTEABHO CTabuAbHOe, Taxeroe. OTMeUYeHo
CHWXXEHWE KMCAOPOAO3aBUCUMOCTH, CMArYEHUE Na-
pametpoB UBA, oTMEHA KapAMOTOHUUYECKOM MOA-
AEPXKK. Tpn 3TOM NpK OTCYTCTBMM ABHbIX O4aroB
BOCMAAEHUS OTMEYaACs TMNepTepPMUUYECKUI CUH-
APOM. KAnHWYeckue npusHakm CCBO MHbEKUMOH-
HOro reHesa (rMnepTepmMusi, AbIxaTeAbHaa HEAOCTa-
TOYHOCTb, CEPAEYHAsA HEAOCTATOYHOCTb, HEBPOAOTU-
YECKNM KOMNOHEHT (yrHeTeHue LIHC, cyAOpOXHbIn
CUMHAPOM, OAUFYPUS), @ TaKXe CEeNTUUYECKUE MapKe-
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pbl BocrnaneHus (poct C-peakTtnBHoro 6enka (CPb),
MKT, np.) ABUAUCb OCHOBaHUE AAS MPEANOAOXKE-
HUS AMarHosa 6aKTepuMaAbHOro cerncuca HOBO-
POXAEHHOTO W MPOBEAEHUS AE3CKaAAALMOHHOWM
aHTMHaKTEPMANbHOW Tepanun (CMeHa CyAbTacuHa
M aMUKauMHa Ha MepPONeHEM C BaHKOMULMHOM).
lMpoTrBOremMopparnyeckasa Tepanua (ButamuH K,,
3TaM3UAaT) NPOBOAMAACH B AeYeBHON AO3UPOBKE.
Ha 3-1 CyTKM XM3HU COCTOAAHWE NaumMeHTa YXyALLIW-
AOCb AO KpaWHe TSXXEAOTrO: NMOSABMUACH CYAOPOXHbIM
CUHAPOM C 3aNMn30AaMU AecaTypaunn, Nporpeccu-
poBan ABC-CMHAPOM (AErOUYHOE KPOBOTEUEHME,
rematypus), B nokasateaax KOC - naktat-aumnaos
(hnakTaT 5,8 MMOAB/A), B BUOXUMUUYECKOM aHAAU-
3€ KpoBU 3adrKCUpOBaHa rmnonpoTeUHEMUS, TU-
noanbbymMmuHemMus, noBbllieHne AcAT, rMnokab-
unemus, CPb 154,77; NMKT - 8,08 Hr/mA. B OAK -
Hb 79 r/, Er 2,07*10/12a, Ht 20,8, TPOM6OLMTHI
114*10/°A. TemocTasuorpamMma — runoKoaryas-
unsa (AYTB HeT Koaryasiumu, yaamHeHue [1TB
A0 18,2 cek, noBbliweH nokadatenb MHO po 1,41,
pPe3ko CHWxeH dubpuHoreH 0,6 r/a). B uepebpo-
CMMHAAbHOM XWUAKOCTWU MPU3HAKOB BOCMAAUTEAb-
HOro npouecca He oTMeydanochb (benok 0,77 /A,
rAtoko3a 2,5, umto3 6,3*108/A, Atumdountsl 55 %,
HenTpodun 45 %). B TeueHne cyTok oTMeyancs
POCT AaKTaTa A0 9 MMOAb/A. B KauecTBe npoTu-
BOLLIOKOBOW Tepanuu 6biA BBEAEH TMAPOKOPTU3OH
2 MI/Kr B/B BOAKOCHO. YuMTbIBasi NPOrpeccupoBa-
HWE aHEeMWUUYECKOro U remMopparnyeckoro CUHAPO-
Ma, BbiNOAHEHa TpaHcdy3ua C3I 0AHOMMEHHOM
rpynnsl U pe3yc-¢paktopa, a 3atem TpaHcohy3uAa
OAHOTPYMMHOM AEMKOAENAELIMPOBAHHOM Pe3yc Cco-
BMECTUMOM 3PUTPOLUTAPHON MaccChl; C LIEAbIO
KOPPEKLIMN TMNOPUBPUHOTEHEMUN MPOBEAEHO TU-
TpOBaHWE Kpuonpeuunurata 2 A03bl; C LEAbHO
KOPPEKLIMM TMNoanbbyMMHEMUM NPOBEAEHA TPAHC-
dy3unsa anbbymmHa 10 %. Mo paHHbIM OAK, oTme-
YeHo MNoBbllWeHWEe reMorAobuHa Ao 150 /A 1 3pu-
TpOUMTOB A0 4,77x10%2/A, 3apUKCUPOBAHO CHU-
XeHne TpomboumnToB A0 97x10%/A. KAnHUUECcKH
oTpuUaTeAbHAA AMHAMWKa MO PECNUPaTOPHbIM
1 reMOAMHaAMMYECKMM MoKasaTensiM, NoTpeboBaBs-
Las «yxecrtoyeHus» napametpos UBA, nepeBoaa
Ha BYO (BblcokouacToTHyto) MBA, yCUAEHUS UHO-
TPOMHOM NMOAAEPXKM; MO AaHHbIM Y3W, oTpuua-
TeAbHasi AMHAMMKa 3a CUET NosIBAEHUsi CBOBOAHOM
XWAKOCTU B OPIOLLIHOM MOAOCTM M MaAOM Tasy,
a pasmMepbl HEOAHOPOAHOro o6pasoBaHusA He-
CKOABKO YBEAMUMAUCH (86x47x70 MM C AOKyca-
MU KPOBOTOKa B pexume LAK). femopparmyueckuia
CUHAPOM MPOrpeccrMpoBan (M3 3HAOTPaxeaAbHOM
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TPyOKM CaHWpyeTCcsl anasi KPOBb), B CBA3K C YEM
npoBeaeHa TpaHcdy3uns AC «OkTanaekc». PebeHok
AMXOPaAKA, MPOBOAMAACH aHTUNUPETUUYECKAs Te-
panus. Mo pAaHHbIM KOC, nporpeccnpoBan AakTat-
aumnpos (Aakrat 11,9 MMoAb/A). HecmoTpst Ha npo-
BOAMMYIO FEMOCTATUUYECKYIO Tepanuto, CoxpaHs-
AMCb AabopaTopHble U KAMHUYECKUE MpPU3HaKK
rMNoKoaryAsilmm, B CBSI3M C YeM BHOBb NPOBeEAE-
Ho TuTpoBaHuKe C3I1, a 3aTeM KpuonpeuunuTaTa.
Ha 4-e cyTKK XU3HWU coXxpaHAAacb KAMHUKO-AG60-
paTopHasi rMnokoaryAsiumsa (rematypus, AeroyHoe
N XXEAYAOUYHO-KULLEYHOE KPOBOTEUYEHUE), C LIEABIO
KYNMpPOBaHWS KOTOPOW NPOBOAMAWUCH TPAHCHY3UU
C3IM aBaxAbl, kpuronpeumnutata, AC «OKTanAeKkce»;
aHEMWUYECKWUI CUHAPOM «TpeboBan» NepeArBaHuUs
aputpoumTapHor Macchl. CoctosiHe pebeHka
0CTaBaAOCb KpaWHe TAXEAbIM, COXPaHAAACh Bbl-
cokas (70 %) KUCAOPOAO3aBUCUMOCTb, WKECTKUEN
napametpbl MBA, HecTabMAbHOCTb reMOANHAMUKIM
Ha ¢oHe coueTaHHOM Tepanuu (A0byTamMuH + poda-
MUWH + HOPaAPEHaAMH + MMAPUHOH), MPOrPECCHpO-
Bana OAMrypus. Ha axokapanorpadmm HOBOPOX-
AeHHoro ®B-72 %; oTMevanacb AMAATaLMS Kamep
cepALa, CoKpaTUTeAbHast GYHKLMA MUOKapAA XKEAY-
AOUYKOB CHWXEHa; MUTpaAbHasa peryprtaums 1 ct.,
TPUKyCMnAAAbHAs peryprutaums 2 CT., AeroyHas pe-
ryprutaumns 2 ct. CUCTOAMUECKOE AAaBAEHWE B Ae-
royHon aptepun 100,0 Mmm pT. CT. AeroyHas runep-
TeH3u1sA. Pe6eHOK NPOKOHCYALTUPOBAH XMPYProm-
OHKOAOIOM, MPEANOAOXKEH AMArHO3 «3abpHOLLMHHOE
HOBOObOpa3oBaHue cAeBa (HermpobaacToma?)», Bbl-
NOAHEH 3a60p CAeAYHOLMX aHAaAM30B AAA NPOBe-
AeHua B yeaoBuax PHIIL 4-ro ypoBHA okasaHus
nomMoLuu: 1) mmenrorpamMma 13 AByX NATOYHbIX KO-
CTeN, 2) oHKOMapKepbl, 3) 06LLUMIA aHAAU3 KPOBM,
4) moya Ha b1oreHHble amMuHbI, 5) Koaryaorpamma.

Muenorpamma: NyHKTaT KOCTHOrO Mo3ra 13 ne-
peAHen oCTW NMpaBol NOAB3AOLLHOM KocTu borat
KAETOYHbIMW 3AeMEeHTaMK. MerakapmoumToB AO-
CTaTOYHOE KOAMYECTBO, BCTPEUAOTCA EAMHUYHbBIE
byHKUMOHUpPYOLLME GOPMbI, KOAMUYECTBO TPOMBO-
LMTOB HECKOAbKO CHMWXEHO. o KAETOYHOMY Cco-
CTaBY CXOX C MYHKTATOM M3 NepeAHer OCTU AEBOM
NMOAB3AOLLHOM KOCTU. BAacTbl B Mpepenax HopMbl,
ATUMUYHbIE KAETKM HE HAaWAEHbI.

Koarynorpamma: AYTB 66,3; MTB 35,7; aktus-
HocTb dpakTopoB MTK 26 % (65-110); TB 36,7; dp1b-
puHoreH 1,14 1/n; dakTopHbI aHaAm3: dakTop
49,8 %; paktop V 15,7 %; dpakTtop VII 15,3 %; dpak-
Top VIII 78,3 %; dakTop IX 58 %; dpakTtop X 59,2 %.

3akAueHue: M3meHeHnss MoryT ObiTb camo-
CTOATEAbHOM MPUYMHON KPOBOTEUEHUS. AAA KOPPEK-
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umm (couetaHHbi poedmumT V m VII) ncnoab3osaTtb
C3IM po 10-15 ma/kr + Oktanaekc 20-25 MA/Kr
yepes 12 yacos.

buoreHHble amuHbl: BK (romoBaHWAMHOBaA
kucnota) 130,635 mr/1 1 (pedepeHTHbIN MHTEPBAA
18,05-23,34); BMK BaHUAUAMUHABAEBASA KUCAO-
Ta) 16,276 mr/1 1 (pedepeHTHbIM MHTepBan 9,17-
11,69). OHkomapkepsbl ot 5.04.21: AN (anbdpade-
TONpoTenH) 4229 HI/MA (pedepPeHTHbIN NHTEPBAA
0-16400); HCE (Hernpocneundunyeckan eHona3a)
95,72 Hr/MA (pedepeHTHbIN MHTepBan 0-23); b-XI'T
(xoprMOHMYECKMIK FOHapoTponuH) 0,612 MME/MA
(pedepeHTHbIN MHTepBan MeHee 15). MpokaAbLUu-
TOHWH — noBblleHne ¢ 4,49 Hr/MA A0 8,08 HI/MA.
C yueTtomM AaHHbIX 0cMOTpa, Y3U 6pHoLLHOM NMOoAO-
CTW, @aHAaTOMMWUYECKOro PacrnoAOXeHnsa obpasoBa-
HUS,, @ TakXe AaHHbIX AabOpaTOPHbIX WUCCAEAO-
BaHUM (HCE-95,72 Hr/mA, BMK-16,276 MI/MA;
MBK-130,635 mr/1 r CRES900), NpeAnoAOXeHO Ha-
AMune y pebeHka HelpobaactoMbl (?) 3abproLLInH-
HOro MPOCTPaAHCTBa CAEBa.

Ha 5-e cyTkn B 6MOXMMWUYECKOM aHaAu3e
KPOBM OTMEYaAOCb HapacTaHWe B AMHAMUKe
YPOBHS1 06LLero 1 npamoro 6uaMpybuHa (0bLmi
6UAMPYOUH 349 MKMOAb/A, MPAMON BUAMPYOUH
83,36 MKMOAb/A, POCT MEYEHOUYHbIX TpaHCaMu-
Ha3 (ANAT 1139 ea/n, ACAT 3588 ea/), noBbiLLE-
Hue ypoBHA CPB (o1 29,85 mr/A po 154,77 mr/n),
yMepeHHasi rMnonpoTeMHeMus, runoarbbyMmmnHe-
MU (06wmnin 6enok ot 39,1 r/a po 46,3 1/A, anbby-
MWH 0T 23,55 /A A0 25,26 1/A). B OAK - cHuxe-
HWe remornobmHa Ao 111 /A (HecMoTps Ha NPOBO-
AVMMblE HEOAHOKPATHbIE TEMOTPAHCOY3nn, B T. U.
Ha 5-e cyTkun C3I1, apuTpoumnTapHaa macca, Kpmo-
npeumnurat, AC «OKTanAeKec»); reMmopparmyeckun
CUHAPOM M TPOMOOLIMTONEHUSI HOCUAM MPOrPEeccH-
pytoLLmMIi XxapaKTtep. \erKoLuTbl 1 GOPMYyAa KPOBK
6€e3 BblpaXeHHbIX n3MeHeHWin. B OAM - npoTeunHy-
pus, MakporemaTtypusi, NaTOAOrMYECKUE LIUANHA-
pbl, AEMKOLMTYPUSA. HECMOTPA Ha MakCUMaAbHYHO
Tepanuio, COCTOSIHUE C OTPULATEABHOM AMHAMMU-
KOM, 0OYCAOBAEHHOE NpPOrpeccrpoBaHUEM CUH-
APOMa NMOAMOPraHHOM AMCOYHKLIMK, HEKYpabeAb-
Horo ABC-cuHApOMa, pa3BUTMEM pedpakTeEpPHOro
K Tepanun KoMBMHUPOBAHHOIO LLIOKa. B Bo3pacTe
4,5 cyToK y pebeHka pasBMAaCh CToMKas bpaau-
KapAKS C MEPEXOAOM B aCUCTOAMIO. PeaHMMaLmnoH-
Hble MeponpUATUA B NMOAHOM 00bEMeE (3-Xx KpaT-
Hoe BBepeHMe Sol. Adrenalini 0.01 % - 0.5 mi
C WHTEPBAAOM B 5 MWHYT + 3aKpbITbIM Maccax
cepaua B TeyeHne 30 MUHYT) addeKTa HE MMEAN,
KOHCTaTMpOBaHa CMepTb.
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3aKAKUUTEAbHbBIV KAMHUYECKUI AMArHo3:

OcHoBHOM: HoBoOOpa3oBaHue HEONPEAENEH-
HOMO WUAM HEW3BECTHOrO XapaKTepa, HEeYTOYHEH-
Hoe (HerpobaacToma?). bakTepuanbHbIM cencuc
HOBOPOXAEHHOIO HEYTOUHEHHbIMN.

OcAOXHeHWs: KoMOUHUPOBaHHbIM nepepacrnpe-
AEAUTEABHbBIV AODAMUHPESUCTEHTHbIN LIOK, C GOp-
MUpoBaHWeM abAOMWHAABHOTO KOMMAPTMEH CUH-
apoma. CMOA: AH Illl. HK. NATL ABC cuHapom.
NeroyHoe kKposoTeueHue. Mapes XKT. O, oauro-
aHypus. AHacapka. OcTpas neyeHoyHas HepOoCTa-
TOYHOCTb. CYyAOPOXHbIM CUHAPOM (KynMpoBaH). [u-
nepTepMUUYECKMin CUHAPOM (KynupoBaH). ConyT-
cTBytoLLME: KpyNHOBECHbIM K CPOKY FrecTaumu.

MaTtoAroroaHaTOMUUYECKUIA AUATHO3:

OcHoBHoe 3aboneBaHue: MHdaHTUAbHASA reMaH-
rMO3HAOTEAMOMA NeyeHn 1 TMna ¢ MacCUMBHOM
cekBecTpaumen epubpuHa U GOPMEHHbIX INEMEH-
TOB KPOBM B OMyXOAEBOM TKaHU, TPOMOOLMTONEHM-
yeckon nypnypon (cuHapom Kasabaxa-Mepputr):
B @aHaAM3ax KpoBM TpoMboLmMTbl 114x10%/A.

OcAOXHEHUs 0CHOBHOro 3aboaeBaHus: Pacnpo-
CTpaHeHHblE KPOBOU3AUSAHUS B Aerkne. Tpom603
BHYTPMOPIOLLIMHHOIO, BHYTPUNEUYEHOUYHOIO CErMeH-
Ta MNYMOYHOW BEHbl MU MHOXECTBEHHbIE TPOMObI
B MEUYEHOYHbIX BEHAX C 04aroBbIMW MaCCUBHbIMM
HEKPO3aMU 1 KPOBOUIAUAHUAMK B AEBOI AOAE MNe-
yeHU. AMddy3Han benkoBas 1 XMpoBas AUCTPOOUS
renaTounToB, rMaAAMHOBO-KaneAbHast AUCTPOdUS
M 0YaroBblIi HEKPO3 KAHAABbLIEBOIO 3MUTEAMS MOYEK.
MHTEPCTULMAAbHBIM OTEK MUOKapAA C MEAKUMU
$OKyCaMM HEKPO30B B MANUAAAPHBIX MblLILAX Ae-
BOro xeaypouka. OTek-HabyxaHue BellecTBa ro-
AOBHOr0 Mo3ra. AKUMAEHTaAbHas TpaHchopma-
uusa TMMyca 3 CTeneHMu.

ConyTcTBytoLLME 3aboAeBaHUA: KpynHOBECHbIN
K CPOKY rectauum.

MaToAoroaHaTOMUUECKWI 3MUKPUS:

Y AOHOLIEHHOTO HOBOPOXAEHHOIO MaAbuyMKa
MMeAna MecTo A0BpoKauecTBEHHan COCyAMCTas ony-
XOAb nevyeHu, obycAOBUBLLIAS Pa3BUTUE CUHAPOMA
Kazabaxa-MeppuTT. 3aboreBaHue ycyrybruaoch oua-
rOBbIM MacCHBHbIM HEKPO30M MeYeH BCAEACTBUE
Tpomb03a Nyno4yHon BeHbl. CMepTb pebeHka Ha-
CTYNUAA Ha 5-€ CYTKM XU3HU OT MOAMOPraHHOM
HeAOCTaTOUYHOCTU. [IPU3HaKOB cencuca npu Mop-
$ONOTUUECKOM UCCAEAOBAHMM HE 0BHapYXEeHO.

Pe3yabTaThl U 06CYy)XKAEHHUE

CTpemMu1TEAbHBIN POCT AOBPOKAYECTBEHHON CO-
CYAUCTOM OMyXOAM NeYeHu crnocobCTBOBAA aKTy-
BaLMKN TPOMOOLIMTOB C NMOCAEAYHOLLEN BTOPUYHOM
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aKTMBaUMEN KaCKaAOB KOAryAsiLMu, YTO B KOHEYHOM
uTore NPUBEAO K NOTPEOAEHUIO GaKTOPOB Koaryas-
LMK C pa3BUTUEM HekypabeabHoro ABC-cuHapoma.
NabopaTopHble TecTbl AEMOHCTPMPOBAAM TMUMO-
KOaryAsLMIo, TOPMMAHYIO K MPOBOAMMOM Tepanuu,
6bIAO MPEANONOXEHO, YTO TAKUE U3MEHEHWS MOTYT
6bITb CAMOCTOSTEABHOW MPUUMHON KPOBOTEUEHNS,
ANS KOPPEKLMU KOTOPbIX LierecoobpasHo 6bino
ncnonb3oatb C3MM a0 10-15 ma/Kr + OKTanAekc
20-25 mA/Kr yeped 12 vacos. lNpu 3TOM, NOBbI-
LweHue oHkoMapkepos (BK, BMK, HCE) no3soAu-
AO MpeAnoAarath B kauecTBe reHe3a HOBOOHPa3o-
BaHWSA HEMPOOAACTOMY, UTO HE HALIAO MOPPOAO-
TMYECKOrO MOATBEPXAEHUSA. TAXENOE COCTOAHUE
nauueHTa, Haanume Bcex npusHakos CCBO (cuH-
APOMa CUCTEMHOIO BOCNAAUTEABHOIO OTBETA) SIBU-
AOCb OCHOBaHWEM AASl MPEANOAOXKEHUS AMArHO-
3a HeOHATaAbHOIO Cencuca M NPOBEAEHUST BCEMO
KOMIMAEKCa COOTBETCTBYHOLLETO KAMHMYECKOMY Mpo-
TOKOAY TEpanuu.

Takum obpas3om, 0OMEH OMbITOM MEXAY Hayu-
HbIMW COTPYAHUKaMK U NPaKTMKamMu NprM3BaH onTu-
MW3MPOBaTb AMArHOCTUUECKMI MOUCK U Tepanmio
Yy HOBOPOXAEHHbIX C HAPYLLEHUAMW CBEPTbIBAHUS
KpPOBM.
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