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CJIYUYAI HACJEJACTBEHHOI'O HAPYIIEHUSA
CBEPTbBIBAHUA KPOBU B PAHHEM
HEOHATAJIBHOM IIEPNO/IE
1
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V3 «5-5 20p00cKas Kaunuweckas 601bHUua»>,
I'Y «PHIII[ demckoti oHK02eMaAmMOL02UU U UMMYHOLOLUUS

B cmamve dano onucanue cayuds kpogomeueHusi, 603HUKULE20 6 NePeble CYMKU KUIHU
Y Maadenya ¢ msixenol zemopuauet A, NPoaHaru3uUPoOBaANb. HANPABLEHUS KAUHULECKOZO
u 1ab6opamoprnozo NOUCKA HAPYWEHUL NePEUUHOZ0 U BMOPUUHOZ0 36€HA CEEPMbLEAHUS
KPOBU, 4MO NO3GOJULO YMOUHUMS QUAZHO3 U 8bLOPAMD COOMBEMCMBYIOUYIO 2eMOCTRAMU-
Yeckyo mepanuio.

T'emoppazuueckue paccmpoiucmea ¢ nepuode HoOPOKIEHHOCU MOZYM Oblmb 00YC106-
Jenvl depuyumom sumamun K-3asucumoix chaxmopos, snympuympobrou ungexyue, Ha-
CACOCMBEHHBIMU KOAZYJONANUSIMU, NEPEUUHBIMU U GMOPUUHBIMU HAPYULEHUAMU MPOMOO-
uumapnozo zemocmasa u psoom opyzux npuuun. Kiunuveckue nposieienus zemoppazii-
4ecKk020 CUHOPOMA Y HOBOPOKOEHH020 PebeHKa HeCneyupuunvl, NO360LSLIOM 3AN0003IPUMY
mun Kposomouugocmu, Ho He udeHMupuyuposamsv npuduny Kposomeuenus. /Jonoanu-
meavHvle UCCAeD08ANUSL, OMPAKANOUUE 8A3KOILACTIUUHBLE CEOUCMEA C2YCMKA, NO3BOLUNU
oyeHums Aphhexmusnocms zemocmamuieckoi mepanuu. [as ymouHeHus: UCMUHHOU NPu-
YUHBL KPOBOMEUCHUSL, KPOME MPOMO0INACOZpAPUL, B0ZHUKLA HEOOX00UMOCTL DONOJIHUMND
o6caedosanue pebenKa GakxmopHvlm AHAAUIOM HA OCHOBE KAACCUUCCKUX KIOMMUHZOGHLX
mecmos. B niane duaznocmuxu HApyuenull c6epmuleanus Kpogu mpomoodiacmozpagpus
He uMesda npeumyuecmes neped Kadccuueckum 00HOCMAaoutinviM aKxmopHolm aHaIUI0M.

Konpaukm unmepecos. Aémopol 3aa6as10m 06 0mMcymcmeuu KoHpAUKMOE unmepe-
cos. Hoayueno ungopmuposannoe coziacue mamepu na o6o6wenue ungpopmayuu u nyo-
AUKAUUIO KAUHULECKOZ0 HAONI00eHUS 6 OMKPLIMOU NeUamu.

Katoueswie caiosa: zemodpurus A, nosopoxoennvie demu, duaznocmura, ieuenue.
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A CASE OF HEREDITARY DISORDER OF BLOOD CLOTTING
IN THE EARLY NEONATAL PERIOD

The article describes a case of bleeding that occurred on the first day of life in an infant
with severe hemophilia A, analyzes the directions of clinical and laboratory search for disorders
of the primary and secondary blood coagulation, which made it possible to clarify the diagnosis
and select appropriate hemostatic therapy.

Hemorrhagic disorders in the neonatal period can be caused by a deficiency of vitamin
K-dependent factors, intrauterine infection, hereditary coagulopathies, primary and secondary
disorders of platelet hemostasis and a number of other reasons. Clinical manifestations
of hemorrhagic syndrome in a newborn child are nonspecific; they allow one to suspect
the type of bleeding, but not identify the cause of the bleeding. Additional studies reflecting
the viscoelastic properties of the clot have made it possible to evaluate the effectiveness
of hemostatic therapy. To clarify the true cause of bleeding, in addition to thorombeastography,
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it became necessary to supplement the examination of the child with factor analysis based
on classical clotting tests. In terms of diagnosing blood coagulation disorders, thrombo-
elastography had no advantages over classical factor analysis.
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I-elvlocbw\vm - Hamboaee yacTo BCTpeyvatoLlas-
CSl HACAEACTBEHHAaA Koaryaonatms — peuec-
CMBHOE 3aboneBaHKe CUCTEMbI CBEPTbIBAHUA KPOBH,
CLEMNAEHHOE C X-XPOMOCOMOM, XapaKTepuaytoLeecs
CHWXEHUEM WAW HapyLlEHWEM CUHTE3a daKTopoB
CBEPTbIBAHUS KPOBU. Pasanuator reModuamio A,
06ycAOBAEHHYO pAeduumutom daktopa VI, n remo-
dunanto B (6onesHb Kprctmacca), 06yCAOBAEHHYHO Ae-
duumTom dakTopa IX. 3aboreBaHUE PErNCTPUPYIOT
TOABKO Y AWL, MYXCKOIO MoAa, npu 3Tom, pacrnpo-
CTpaHeHHOCTb cocTaBAsieT A0 10 Ha 100 000 manb-
unkoB. lfemoduamsa A coctaBasgetr 80-85 % Bcex
cayyaeB remoduamm [1]. B benapycu, no AaHHbIM
PecnybAnkaHCKOro pervctpa naumMeHToB C Koary-
Aonatnsamu Ha 02 aHBaps 2024 roaa, Ha yyeTe co-
cToAN0 513 nauMeHToB ¢ reModuAMen A, U3 HUX
281 - ¢ Taxenon Gopmon 3aboAeBaHKA; UNCAO Na-
LUMEHTOB ¢ remoduanen B - 124, npu atom 59 Myx-
UMH C Tsxenon dopmon. femoodumamnsa C (bonesHb
Po3eHTans, HacAeACTBEHHbIN peduumT daktopa Xl)
BbiiBA€Ha y 26 naumeHToB, HoAe3Hb XaremaHa
(AednumnT dakTtopa Xll) - 21 naumeHt. funonpo-
KOHBePTUHeMUSA (Aeduunt daktopa VIl), 6oAe3Hb
CrtoapTta-lpayap (aAedunumnt dpaktopa X), naparemo-
dunamns (aedunumnt daktopa V), runonpoTpoMbuHemMus
(Aeduumt daktopa ll), A-runodubprHoreHemus (pe-
oduumt dakrtopa 1) u peduumnt daktopa Xl BcTpe-
YatoTCH 3HAUMTEABHO pexe. TAXECTb U BPEMST KAUHU-
YEeCKMX MPOABAEHUI FeMODUAMMN 3aBUCAT OT cTene-
HU AeduumTa daKTopa cBepThiBaHUA. KAMHUYECKKUE
NPOABAEHUS MOryT BO3HWKaTb, HauyMHas C MAa-
AEHYEeCKOro Bospacrta. B HeoHaTanbHOM nepuoae
reMopparMyecknii CUMHAPOM BO3HWKAET, NPenMy-
LLIECTBEHHO, NP TAXXEAON reMODUAMM A, MOXET Npo-
ABUTLCA OTCPOYEHHbLIM (Yepes3 noAyaca-4ac) Kpo-
BOTEYEHUEM U3 MECTA MHBEKLMWU (MPOKOAA KOXM
WAU BEHEMYHKLUMK MPK MOMbITKE MOAYUYMTb KPOBb
AAS AaDOPATOPHbIX MCCAEAOBAHMIA), MOCAE OTNaAe-
HUWSA MYNOBMHbI UAW B BUAE CMOHTAHHbIX XXEAYAOUHO-
KMLLUEYHbIX KPOBOTEUYEHWI, MOAKOXHbIX FreMaToM UAK
BHYTPUUYEPENHbIX KPOBOUIAUSIHWI. [IpOSIBAEHUAMM
remoduamnm B bonee cTapluem Bo3pacTe ABASIHOTCA
NOCTUHBLEKLMOHHbBIE FEMaTOMbl, MOCTTPaBMaTuye-
CKUE KPOBOWM3AUAHWUSA, NOCAEONEPALMOHHbBIE KPO-
BOTEYEHWS, reMapTpO3bl, MbllLEYHbIE rEMaTOMbI,
remMaTtypusi, KPOBOMU3IAUSAAHWA B TOAOBHOW MO3T,
XEAYAOUHO-KULLIEYHbIE KpOBOTeuYeHus. CoraacHo
KAnaccudurKaumm, pekoMeHAOBaHHOW BceMupHon

depepaumen femoduanm (Guidelines for the mana-
gement of hemophylia, 3" edition, jul., 2020) [2],
BbIAEAAIOT TPU CTEMEHW TAXECTU reModuann A n B
B 3aBMCUMOCTU OT CTENEHW peduumta COOTBET-
cTBytoLLero Gakropa CBEPTbIBAHUSA KPOBU: AETKYHO
(akTMBHOCTbL dakTopa 5-40 %), cpepHoo (coaep-
XaHue daktopa coctaBasieT 1-5 %) u TaXeAyro
(MeHee 1 %). Temoduanio A caepyeT auddepeHum-
poBaTb C BPOXAEHHLIM U NPUOBPETEHHBLIM AEdU-
LUMTOM ¢$aKTOpPOB MPOTPOMOMHOBOrO KOMMAEKCA,
BKAKOUAS PAHHIOK U MO3AHIOK reMopparMyeckyto
60Ae3Hb HOBOPOXAEHHbIX, MPOABAEHUSI KOTOPOM
MOTYT BO3HUKATb Ha NPOTAXEHUM NEePBbIX 6 Mecs-
LEB XU3HM MAAAEHLA.

Llenb nccrep0BaHUS: OLIEHUTb AMArHOCTUYECKME
BO3MOXHOCTM COBPEMEHHbIX METOAOB AabopaTtop-
HOrO BbISIBAEHUSI HAPYLLIEHWIM CBEPTbIBAHUSA KPOBU
Y HOBOPOXAEHHbIX C BPOXXAEHHOM Koaryaronatuen.

MaTepMaA U MeToAbl UCCAEeAOBaAHUA

LleAbHYHO KPOBb, MOAYYEHHYHO MyTEM MYHKLMK Ne-
prdeprUeckor BeHbI, cTabransmpoBann 3,2 % pac-
TBOPOM UMTpaTa HaTpus B COOTHOLLEeHnM 1:9. Uccae-
AOBaHWS MAA3MEHHOro 3BEHa CBEPTbIBaHUA KPOBU
BbIMOAHEHbI Ha aHaamnzatope ACL 9000 dupmbl
Instrumentation Laboratory (IL) ¢ ucnonb3oBaHuem
OpUrMHaAbHbIX peareHToB IL. MccaepoBanu caepy-
IOLLME MOKa3aTeAU: MEXAYHAPOAHOE HOPMaAU30-
BaHHoe oTHoLueHre (MHO), npotpombrHOBOE BpeMsi
no Keuky (MB), akTUBMPOBAHHOE YaCTUYHOE TPOMOO-
naacTMHoBoe Bpems (AYTB). AONOAHUTEABHO BbIMOA-
HAAW TPpOMBOo3AacTOrpaduio LEALHON CTabUAN3MPO-
BaHHOM LMTPATHOM KPOBU B PEXUME TeCTa pPeKab-
UMOUKALMKW B NMPUCYTCTBMMU KAaOAMHA C MOMOLLIbHO
TpomboanacTorpada IMPROCLOT™ Standard Visco-
elastic Coaguiation Assay (Kaolin) drpmbl Guangzhou
Imoprove Medical Instruments Co. Ltd. (Kutai)
C MCNOAb30BaHUEM OPUTMHAABHbBIX PeareHToB. Yuu-
TbiIBaAW CAEAYHOLIME pacyeTHble BEeAUYUHb: R -
BpeMs OT MOMEHTa Hayana UCCAeAOBaHUS A0 obpa-
30BaHUS NePBbIX HUTEN GUbpPUHA (PedepeHTHbIN
amanasoH 5-10 muH); K — Bpems OT MOMeHTa Ha-
yana obpas3oBaHus Cryctka ¢pubpuHa (C aMnAUTY-
AOM TpomboaracTorpaMmbl 2 MM) AO AOCTMXE-
HUA GUKCUMPOBAHHOIO 3HAYEHMS MPOYHOCTHU CryCT-
ka (@amnamTtypa 20 MM) - pedepeHTHbIM AManasoH
1-3 MWH; o — YrOA, MOCTPOEHHbIV MO KacaTeAbHOM
K TpoMmbo3aracTorpaMmme M3 TOUKM Hayana obpaso-
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BaHUWs CrycTka, otTobpaxaeT CKOPOCTb YBEAUUYEHUSA
NPOYHOCTM GUOBPUHOBOW CETU U XapaKTEPU3YET CO-
AepxaHue ¢pubpuHoreHa B NAasme (pedepeHTHbIN
MHTEPBAA 52-73°% A - aMNAUTYAA B KOHKPETHbIN
MOMEHT BPEMEHMU B XOAE M3MepeHus; MA - makcu-
MaAbHaa amMnAUTYAa TPOMBO3AACTOrpaMmel, oTobpa-
Xarolas KOHeUHbI atan TpomboobpasoBaHUs -
noaMmepusaumio dGubpuHa M MNpPoOYHOCTb 0bpa-
30BaBLLUErocA CrycTtka; KOaryasiLMOHHbIA WMHAEKC,
(coagulation index, Cl), xapakTepu13yrowmin Koary-
ASILMOHHBIM NOTEHUMAA KPOBM NaLMEHTA B LEAOM,
npoueccop IMPROCLOT™ paccuutbiBan Cl aBTO-
MaTMUYeCKM Ha OCHOBaHMK Npeobpal3oBaHmsa NokKa-
3atener R, a, K u MA. HopmanbHble 3HaYeHNUsT Koa-
FYASILMOHHOIO MHAEKCA AEXaT B AMana3oHe MexXAY
-3,0 u 3,0. AONOAHUTEABHO B @aBTOMATUYECKOM pe-
XWUME NPOoLLeCCOop aHaAM3aTopa pacCcumTbiBaA MO-
AYAb ynipyroctv G cryctka (pedepeHTHbIM MHTep-
BaA (4,5-11,0) K).

AAS KOPPEKLUMM BbISIBAEHHbIX HApPYLLEHWI CBEp-
TbIBaHUSI KPOBU UCTMIOAB30BAAN OAHOTPYNMHYH AOHOP-
CKYI CBEXE3aMOPOXEHHYIO NAA3My, OAHOTPYMIHYHO
AEMKOAEMAELMPOBAHHYO 3PUTPOLUTAPHYIO Maccy,
KpUonpeumnuTaTt, NAa3MeHHbIM KOHLEHTpaT dak-
Topa cBepTbiBaHMA Kposu VIII 1 BOAHbIN pacTBoOp
1 %-HOro KOHaKWOHa, pa3peLleHHble M3 K npume-
HEHWIO Y AETEN C NepUOAa HOBOPOXAEHHOCTH.

Uctopusi 6ore3HU

PebeHoK N, AOHOLIEHHbIM MaAbUYMK POAWMACS
OT 2-1 HOPMaAbHO MpoTeKatoLLern 6epeMeHHOCTH
(1-7 6epeMeHHOCTb 3aKOHYMAACh POXAEHUEM 3A0-
POBOW AEBOYKM), 2-X CPOUHbIX POAOB Uepes ecTe-
CTBEHHbIE POAOBbIE MyTU. COCTOSIHUE NPU POXAE-
HUM YAOBAETBOPUTEABHOE, Macca Mpu POXAEHWM
4020, poct 57 CM, OKPYXHOCTb rOAOBbl 36 CM,
OKPYXHOCTb rpyar 35 cm, oueHka no Anrap 8/9. 3a-
KpuuaA cpasy, K FpyAn NPUAOXEH vepes3 2-3 vyaca
nocae poxaeHusi. MaTtb pebeHka oTpuLaeT Haanume
KPOBOTEUYEHUIN Y MYXUMH MO MATEPUHCKOW AMHWUM,
OAHaKO YNMoMsiHyAa O CMepTU ee 4-XMecsavyHOro
6pata «oT TpaBMbl».

CoraacHo HaunoHaAbHOMY KaAeHAapHo MPUBU-
BOK, MPOBEAEeHa BHYTPUMbILLIEUYHAS BaKUMHaUUS
NpoTMB renatuta B B nepeaHIO NOBEPXHOCTbL be-
Apa, NOCAE Yero Yyepe3 HECKOAbKO YacOB BO3HUK-
Aa NOCTUHBEKLMOHHaA rematoma 6eapa, Bbi3blBa-
tolan 6oAe3HEHHOCTb Y MaAbuMKa, a Takxe MaTb
OTMETMAQ, UTO 13 MECTa UHBEKLIMM CNYCTA HECKOABKO
YacoB MOCAE BaKLUMHALMU BbIAGAUAOCb HECKOABKO
KaneAb KpOBM.

B obuiem aHannide kposu (OAK), B3ATOM Ha
18-M yacy XW3HW, 3adUKCUpOBaHa aHEeMUS:
(Hb 125 r/a, aputpoumTsl 3,31x1012/A, Ht 36,2 %);

Case from practice [

copepxaHue TpombouuToB 282x10%/A COOTBETCTBO-
BaAO HOPMe, AEMKOLMTLI cocTaBuAan 27,09x10%/a
(BEPXHASA TpaHMLA BO3PACTHOW HOPMbI), A€MKOLM-
TapHas popMyAa Takxe B NpeAenax BO3pacTHOM Ba-
prabenbHOCTU. B BUOXMMWUYECKOM aHAAU3€E KPOBM,
B3ATOM B 3TO X€ BPeMS, UIBMEHEHMIA HE OTMEUEHO.
B Koarynorpamme, B3sTOM Ha 20-M 4acy XW3HW,
3aPErMCTPUPOBAHO YKOPOUEHWE 0bLLEKOaryAsLIMOH-
HOro nokasatenst AUTB 1 cHUXeHMe copepxXaHua
¢unbpuHoreHa (AYTB 20,8 ¢, NMB 13 ¢, NTK 0,85,
MHO 1,19, ¢unbpuHoreH 1,19 r/a).

Ha 22-m yacy XM3HW COCTOSTHME C OTpULaTEAb-
HOWM AMHAMWKOM: YCUAMAACH KPOBOTOUMBOCTb M3 MEC-
Ta NpokoAa KoxMu. Mo aaHHbIM OAK (Hb 91 /A, 3pu-
TpoUMTLI 2,43x10%2/A, Ht 26,9 %) nporpeccupyet
AHEMMUYECKMI CUHAPOM, B CBSI3U C YEM MaAbUMK Obin
nepeBeAeH B OTAEAEHWE aHEeCTE3MOAOTMU U pea-
HUMaumMK. Yepes yac BbINOAHEHA TPOMOO3AACTO-
rpamma (T3Al): - yBeanyeHo B 5 pas Bpemsa obpa-
30BaHUA NepBor HUTK dUbpPUHa — nokasatenb (R)
56,2 MWH; CHUXEHa MakcuManbHas amnanTyaa (MA)
20 31,1 MM (pedepeHTHbIM MHTepBan 50-70 mm)
Ha QOHEe CHUXEHWE MOAYAS YMPYrocTu Cryctka
(G = 2,3 K); yBeanueHo B 5-6 pa3s Bpems dop-
MWPOBAHUA CrycTka ¢ubpuHa ¢ GUKCUPOBAHHbI-
Mu cBoncTBaMK (K = 17,4 MUH); KOaryAsiLLUOHHbI
nHaeke Cl = O npu aTOM ocTaBaAcs B pedepeHT-
HOM AnanasoHe (0T -3 Ao +3). BbiIABAEHHbIE U3Me-
HeHWs ObIAM pacUeHeHbl Kak AedULUMT BUTAMMH
K-3aBuCHMbIX GaKTOPOB Ha GOHE CHUXEHWUS COAEP-
XaHusi GUbPUHOreHa, KoaryAupyemMoro TpoMOMHOM.
B aKCTpPEHHOM NOPSIAKE K UCXOAY NEPBbLIX CYTOK XM3-
HW BbIMOAHEHA TPaHCHY3UsT OAHOTPYMMHON CBEXe-
3aMOpOXeHHOoW naasmbl (C3M) B obbeme 15 MA/Kr),
a CnycTs noAYaca TpaHCchy3rsa OAHOTPYMMHOM AEMKO-
AENAELMPOBAHHOM Pe3yc-COBMECTUMOMN 3PUTPOLLU-
TapHOM Macchl.

Ha 28 yacy XM3HW 3adpUKCUMPOBAHO MOABAE-
HWE anOl KPOBUM U MPOXMUAKU «CTaporo» reMoppaxa
Nno Ha3oracTpaAbHOMY 30HAY, B CBSA3M C YEM MPOBe-
AEHO MOCAEAOBATEAbHO B TEUEHME Yaca BHYTPUBEH-
HOe BBEAEHME OAHOMPYMNMHOroO Kpuonpeuunurara,
a 3aTeM AeKapCTBEHHOrO cpeacTBa (/AC) «OKTanAekce».
Ha ¢poHe remocTaTMueckorn TpaHCPy3MOHHOM Tepa-
nMU OTMEeYeHa KAMHUKO-AabopaTopHasa cTabuAu-
3alMs CcOCTOAHWUA pebeHka, a UMEHHO: remaToma
6eapa He yBeAMUMBaeTCA B pasmepax. KOHTpoAb
T3l nokasan HopMaAU3aLMo BpeMeHU 0bpa3oBa-
Hua cryctka (R = 9,2 MuH, a K = 3,7 Mu1H), noBbiLLe-
HMe BeAnunHbl MA A0 36,8 MM, U Kak CAeACTBUE
HE3HAUYUUTEAbHOE MOBbILUEHWE MOAYASI YNPYrocTu
cryctka (G = 2,9 K). Ha cyuwecTtsytoLyto yrposy
NPOrpeccum reMmopparmyeckoro CUHAPOMa yKasbl-
BaAa OTpuUaTeAbHas BEAMUMHA KOaryAsiLMOHHOIMO
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nHaekca (Cl = -6,1). AaHHble Koaryaxorpammbl npo-
AEMOHCTPMPOBAAN BO3PACTHYH HOPMY AASI AOHOLLIEH-
HbIX MAAAEHLEB NEepPBbIX AHEN XM3HM (AYTB 43,5 ¢,
AYTB ratio 1,22 (Hopma 1,12-1,43), B 15,8 c,
AKTMBHOCTb GaKTOpPOB NPOTPOMOUHOBOrO KOMMAEK-
ca 77 %, MHO 1,19, TB 25,1 ¢, TB ratio 1,24 (Hopma
0,75-1,99), dnbpuHoreH 3,63), UTO NMOATBEPXKAANO
reMoCcTaTMYeCKMi OTBET MPOBOAMMOIO AEYEHMS,
HO HE NO3BOASIAO BbISIBUTb NPUUKNHY reMopparmye-
CKOrO CMHAPOMa. Noka3aTeAn KpaCHOW KPOBU Ae-
MOHCTpUpoBaAn yaydwenue (Hb 108r/a, sputpo-
umnTbl 3,36x10%2/A, Ht 32,4 %), HO He AOCTUIAM
XEAaeEMOro 3Ha4YeHUs N0 KOPPEKLMN aHEMKK. Yuu-
TbiBasi NOBbILLEHHOE COAEPXAHWE MPOKAAbLIUTOHU-
Ha (2,863 HI/MA), TMNEPTEPMULIO B MEPBbLIE CYTKU
XWU3HU, HEBO3MOXHOCTb MCKAKOUUTb HAAKYKE Y pe-
6eHKa BHYTPUYTPOOHOM UHPEKLMKU, Bblna Ha3Ha-
yeHa aHTMbaKTepuanbHas Tepanua (CyAbTaCWH
M aMUKaUMH B BO3PACTHbIX AO3MPOBKaXx), a TakXe
NPOTUBOKAHAMAO3HASA NPOPUAGKTUKE (PAYKOHASOA).
ButamuH K1 (KOHakuoH) ObiA BBEAEH ABaXAbI,
CyMMapHasi A03a 3a NepBsble CyTKU cocTaBuAa 4 Mr,
a B Ka4yecTBe aHrMonpoTekTopa BBOAMAM HATpUSA
3TamM3MAaT B BO3PACTHOM AO3E.

Ha 3-1 CyTKM XM3HW BHOBb OTMEUYEHa OTpuULa-
TeAbHasi KAMHUKO-AabopaTopHas AMHaMKWKa B CO-
CTOAAHUK pebeHKa: yBeAMyeH1e pa3mMepoB remaro-
Mbl 6eapa ¢ pacnpocTpaHeHUMeEM Ha NpaByto Naxo-
BYIO 0OAACTb, MOLLIOHKY W XWUBOT, HOAE3HEHHOCTb
npu naabnaumu. Npu aTom ABUXEHUS NPABOM HOX-
KW B NMOAHOM 06beMe, NPU3HAKOB HapyLLUEHUS Mne-
prdepryeckoro KpoBoobpalleHWs He OTMeYEHO.
3aperncTpupoBaHo NOBTOPHO YAAMHEHWE BPEMEHMU
obpasoBaHMA NepBon HUTKM PUbpuHa R = 43,6 MUH
1 Bpems obpasoBaHus cryctka K = 8,1 MUH, CHUXe-
HWe BeAnumHbl o = 28,3°, nokasatens MA = 31,0 mwm
W KoaryasiLMoHHOro uHaekca Cl = -33,3. Mcnonb3o-
BaHue TAI IMPROCLOT™ B pexume onpepeneHus
BPEMEHU pekarbUUPUKaLMU CTaBUAN3UPOBAHHOM
LUMTPaTHON KPOBK B MPUCYTCTBMM KaOAMHA YKa3bl-
BaAO Ha BblpaXXEHHbIE TMNOKOAryAaLUMOHHbIE U3Me-
HEeHUs1, MOATBEPXAABLLME NPOrPEeCcCUo remopparu-
YEeCKOro CMHAPOMa, HO He MO3BOAABLLME MPOBOANTL
CENEKTUBHYIO reMocTaTUYecKyto Tepanuto. Moato-
MY AOMOAHUTEABHO onpeaeneHo AMNTB 108 ¢, yanu-
HeHHoe B 4,2 pa3a No CPaBHEHUID C KOHTPOAEM.
MpoTtpomburHoBOE Bpems 12,4 ¢ 1 MHO 1,16 mano
OTAMYAAUCH OT KOHTPOAS MPU COAEPXKAHUMN B KPOBMU
dubpuHoreHa 2,7 /A, UTO yKa3biBAAO Ha BO3MOX-
Hbll AEPULNUT OAHOTO U3 GaKTOPOB BHYTPEHHE-
ro nytn cseptbiBaHua kposu (VIII, IX, XI nan XIl).
B aKCTpeHHOM MOpPSIAKE AOMOAHUTEABHO BBEAEHbBI AO-
Hopckas Kpuonaaama 1 AC «OKTanaekc». BeeaeHune
reMOoCTaTUMKOB NMO3BOAMAO BPEMEHHO NMPUOCTAHOBUTL
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NPOrpPeccuto reMcUMHAPOMA, UYTO ObIAO MOATBEPX-
AEHO AaHHbIMK perucTtpauum TAE R = 12,3 MuH;
K = 2,9 muH; a = 57° MA = 47 mm. lNocae npo-
BEAEHHOW KOPPEKLMU CEAEKTMBHOE ONpPEeAeNeHne
aKTMBHOCTK GaKTopoB cBepTbiBaHKA kpoBu (VIII, IX,
XI van XIl) He MOrAO NO3BOAUTL BbIABUTb UCTUHHYHO
nNpuUYmMHy Koarynonatuu. [oatomy uyepesd 72 vaca
MoCAe NOCAEAHEN reMoTpaHCchy3nmn Bbina MOBTOPHO
B3ATa KPOBb MyTEM NYHKLUMM NEPUPEPUUECKON BEHBI.
AYTB (95,9 ¢, AYTB ratio 2,69 (Hopma 1,12-1,43),
MB 14,9 ¢, akTMBHOCTb GaKTOPOB NPOTPOMOUHOBOIO
komnaekca 84 % (Hopma 65-110 %), MHO 1,12,
TB 18,7, TB ratio 0,93 (Hopma 0,75-1,99), drbpuHo-
reH 3,88. GakTopHbIM aHaAM3: ¢pakTop VIII 0,36 %
(Hopma 50-154 % Ha 5-6 AeHb XM3HK), pakTop IX
24,7 % (Hopma 15-91 % Ha 5-6 AeHb XU3HMN).

Takum 06pasom, bbiA CHOPMYAMPOBAH YTOYHEH-
HbIl KAMHUYECKWUI AMArHo3 (OCHOBHOM): HaCAeA-
CTBEHHbIN pAedrumT dakTopa VI (Taxeras remoodu-
amsa A (0,36 % daktopa V). UHdekuua, cneum-
d1YHasa AN NepuHaTanbHOro nepnopa. OCAOXKHEHUA
OCHOBHOrO: MOCTUHBLEKLMOHHAs remaToma npaso-
ro 6eapa. MokaszaHo BBeAEHME KOHLEHTpaTa dak-
Topa cBepTbiBaHUA KpoBu VIl B BUAE AeKapCTBEH-
Horo cpeacTtBa (AC) «OkTtaHa™ 13 pacyeta 50 ME/kr
yepes 8 4YacoB B TeYeHUEe BPeEMEHU, HEOOXOAMMO-
ro AASl OCTAHOBKKW KPOBOTEYEHUS/AOCTUXEHUSA HOP-
MOKOAryAsiLmMmn. YumntbiBas KAMHUKO-AabopaTopHble
AaHHbIE (PE3KO 3aMEANEHHYHO KOaryaaumio no AYTB)
Ha MOMEHT NMOCTaHOBKU AMArHo3a 1 pacnpocTpaHs-
oLLYyrOCA rematomy, Hauato BBeaeHue NC «OKTaHam
B YKa3aHHOM A03€e B TeueHune 5 pAHel. Mpoune obene-
AOBaHUA (YAbTPa3ByKOBOE UCCAEAOBAHME OPraHoB
6PIOLLIHOM MOAOCTU U HerpocoHorpadua - 6e3 na-
Tonornn), OAK - HopmManM3aLMs KapTUHbI Kpac-
HoM KpoBw (Hb 129 /A, sputpounTbl 3,91x1012/A,
Ht 38,4 %).

Ha 17-e CyTKM XW3HU MaAbYMK Ha GOHE OTCYT-
CTBUSI reMopparnyeckoro CMHAPomMa 6bIA BbinmncaH
Ha aMbOyAaTOpPHbIV 3Tan. PEKOMEHAOBAHO: OXPaHu-
TEAbHbIM PEXMM, 3anper Ha BHYTPUMbILLEYHbIE
UHbeKUMKN. [TAaHOBOE 0bBCcAepOBaHWE 3amnAaHUPO-
BaHo B Y3 «PHIL, AOlm» B BO3pacTe ctapuie 1 me-
cAua ANl BbIMOAHEHUA TEHETUYECKOro aHaAu3a,
YTOYHEHUS CTEMEHU TAXECTU remModuamn A 1 co-
rAacOBaHWA AAAbHENLLEN TAKTUKM BEAEHMA NaUUeH-
Ta. [MPeANOXEHO BbIMOAHUTb FTEHETUYECKOE UCCAE-
AOBaHMWeE Ha NpeAMET HOCUTEALCTBA MyTaLMK reHa
¢dakTopa VIl ctapliemy pebeHKy (AeBOUKa).

Pe3yabTaThl U 06Cy)XAEHUE

MpobAaeMbl, CBA3AHHLIE C UCCAEAOBAHWEM KOa-
FYAALIMOHHOTO CTaTyca NauueHToB B NEPUOA HOBO-
POXAEHHOCTM, XOPOLUO M3BECTHbI HEOHATOAOraM.
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HeobxoAMMOCTb MCMOAB30BAHWA CreLManbHbIX MPo-
61pok Manoro obbema (500-700 MKA), UHAUBUAYaAb-
HbI pacyeT obbema ctabuansatopa 3,2 %-Horo pac-
TBOpa UMTpaTa HaTpUsi C YYeTOM GaKTMUYeCKoro
reMaToOKPWUTHOrO MoKa3aTeAs, UCMOAb30BaHWE cre-
LMaAbHbIX WUIA U KaTeTepoB, NPeAHa3HaAYEeHHbIX
AASI AOHOLLUEHHbIX U HEAOHOLLEHHbIX MAAAEHLEB,
NPakTMUYeCKMe Bpaun MPUHUMAIOT Kak akCUOMY,
He TpebyoLLyto AOKa3aTeAbCTBa.

KAMHUYECKME MPOABAEHMS FEMOPParnyeckoro
CMHAPOMa@ - HecneumdUUHbIM MPU3HaK, KOTOPbIN
NMO3BOAAET MPEAMNOAOXMUTb TWUM KPOBOTOYMBOCTH
(reMaTOMHbIW, NEeTeXManbHbIA WAM CMELLAHHbIN),
HO He NO3BOASIET UAEHTUOUUMPOBATD MPUUMHY KPO-
BOTEUEHUS. AHAAU3UPYS HACTOALLMN KAMHUYECKNIA
CAyyal, CAEAYET OTMETUTb, UTO Y MaAbUMKa M3Ha-
YaAbHO NOABMUAACH NOAKOXHAA remaTtomMa B MecTe
BaKUMHaLMK, 3aTeM 3adMKCUPOBaAHaA KPOBOTOUM-
BOCTb M3 MECT NMPOKOAOB KOXM. Mpu NepBUUYHOM
nccaepoBaHum Ha 20-M Yacy XU3HU MaAbymKa Bbl-
ABAEHbI U3MEHEHWS NoKa3aTeAel, OTPaXatoLmx co-
CTOsIHWE NAA3MEHHOro 3BeEHA CBEPTbIBAHWUSA KPOBU:
ykopoueHue AMNTB po 20,8 ¢, CHUXEHHOoEe coaep-
XaHue ¢ubpuHoreHa Ao 1,19 /A, UTO HE TUMUYHO
AASI 3A0POBOIO AOHOLLIEHHOTO pebeHKa NepBoro AHS
XM3HU. Mporpeccusi KPOBOTOUMBOCTU — BbIAEAEHWE
KaneAb KPOBM M3 MeCTa MPOKOAA KOXM U CHUXe-
H1e remornobuHa po 91 /A - cTaAn OCHOBAHUEM
AR MOBTOPHOIO MCCAEAOBAHMSA CBEPTbIBAHWSA KPOBU
yepes3 HECKOAbKO 4YacoB. Mo pedyabtatam TPoMO0-
anacTorpadun 3aperucTprMpoBaHoO YAAMHEHWE Bpe-
MEHW Hauyana CBepTbIBaHUSA KPOBW A0 56,2 MWH
W BpeMeHM 06pa3oBaHUs CrycTKa ¢ GUKCMPOBAHHbI-
MKW napameTpamm A0 17,4 MUH Ha GOHE CHUXEHUSA
MaKCUMaAbHOM aMMAUTYAbL. YUnTbIBasA, UTO 3a Nep-
Bble CYTKM XW3HW NaLMeHT He MoAyYaA npenapa-
TOB U KOMMOHEHTOB KPOBMW, pPe3yAbTaT NEPBUYHOIO
MCCAEAOBAHUA CBEPTbIBAHUSA KPOBW, BEPOATHEE
BCero, 6bIA pacLeHeH Kak apTedakT, CBSI3aHHbIN
¢ AeDEKTOM B3SATUS KPOBU. YUUTbIBAs KpoBoTeUe-
H1e, 00YCAOBAEHHOE HapylUeHWEM CBEPTbIBAHUS
KPOBU BCAEACTBME AedULMTA OAHOTO M3 daKTo-
POB B COYETAHUW CO CHUXEHWEM remocraTuue-
CKMX CBOWMCTB CryCTKa, MaUMeHTy B KauecTBe nep-
BOrO Llara BbINOAHEHA TpPaHCOy3Uss AOHOPCKOM
OAHOIPYNMHOW KPUOMA@3Mbl, @ 3aTEM U 3PUTPOLMU-
TapHOM Macchl. MeponpuaTMa NO3BOAMAU AOCTUI-
HyTb BPEMEHHbIA YaCTUYUHbIA TEMOCTAaTUUYECKMNIA
apdekT. lpeapliecTBOBaBLUEE TepaneBTUUECKUM
MEpPONPUATUAM BbINOAHEHWE TPOMOO3IAaCTOrpadum
B pexXunme BPeEMEHU pekaAbLMbUKaLMK LIMTPATHOM
KPOBUW B MPUCYTCTBUU KOHTAKTHOrO akTuBaTopa —
KaOAMHA — HE MOTAO MAEHTUOULIMPOBATb AEDPULNT
$aKTOPOB CBEPTbIBAHMA KPOBU, MPUHAAAEXKALLMX

Case from practice [

K BHYTPEHHEMY WAM BHELWIHEMY MNyTU. B cayuae
paclmpeHus obbema TpoMboanacTorpapmuyecko-
r0 UCCAEAOBAHWS B PEXMME BPEMEHU PEKAAbLIM-
duKaumMm cTabMAM3MPOBAHHOM KPOBWM B MPUCYT-
CTBMW TKaHEBOro ¢aktopa (MOAHbIA Tpombomnaa-
CTMH) MOTAO Obl MCKAOUYUTb (MAM TMOATBEPAMTD)
peduumt I, VI, X, V dakTopoB cBEPTLIBAHWUS KPOBMH,
HO HE MAEHTUPULMPOBATb UCTUHHYIO NPUUKMHY 3a-
6oneBaHMA. AOMOAHUTEABHOE UCCAEAOBAHUE B MPU-
CYTCTBMM LMTOXOAA3MHA MO3BOAMAO Obl OLIEHUTb
BKAap dubpUHOreHa B npouecc GopMUpPOBaHKSA
CrycTKa, UCKAKOUMB BAUSIHWE TPOMOOLIMTOB.

ANAS OCTAHOBKM XEAYAOUHO-KULLIEYHOTO KPOBO-
TeYeHUs, BOSHUKLUErO Ha 28-M 4acy XW3HU, ObiAK
BBeAeHbl AC «OKTanAekc» U Kpuonpeumnurar, obec-
neunslKne socrnonHenue I, VII, X, IX, VIII, | ¢pakTo-
pPOB CBePTbIBaHUS, a Takxe dakTopa BuarebpaH-
A3 U BUTPOHEKTUHA B COYETAHWMU C MOBbILEHUEM
aKTUBHOCTM npoTemHa C 1 npoterHa S. Bo3melle-
Hue dpaktopa VIl u noBbilleHWe copepxaHus du-
6puvHOreHa NocAe BBEAEHUSI KpUonpeLunuTaTta cro-
cobCcTBOBAAM OCTAHOBKE KPOBOTEYEHUS U BOCCTa-
HOBAEHWIO TEMOCTATUUYECKMX CBOMCTB KPOBSHOMO
cryctka. lemoctatmueckmnii aGpeKT ObIA MOATBEPX-
AEH pe3yAbTaTaMKn NOBTOPHOW Tpom6bo3aracTorpa-
du1K LEeAbHOWN KPOBU. MiccaepoBaHUE NAA3MEHHOMO
3BEHa CBEPTbIBAHUA KPOBU Ha POHE KOPPEKLMM
He MOTAO BbISABUTb MPUUYUHY KPOBOTEUYEHUSA. BbIno
NMPUHSATO peLleHME O MPOBEAEHMN GAKTOPHOro aHa-
AM3a yepeld 48-72 yaca C Yy4ETOM MPOAOAKUTEAD-
HOCTM eCTeCTBEHHOW Buoaerpasaln BBEAEHHOMO
daKTopa cBepTbIBaHUS, AEDULMT KOTOPOTO CTaA Npu-
UMHOM KpoBoTeuyeHUus. [o3ToMy GaKTOPHbIM aHa-
AW3 BbINOAHEH Yepes3 72 yaca, YTo NO3BOAUAO Bbl-
ABUTb TSXKEAYHO FeMODUANIO A KaK NMPUUMHY reMoppa-
rMYECKOro CMHApPoMa.

o MHEHWKO MHOFOYMCAEHHbIX UCCAEAOBATENEN,
Tpombo3anacTorpadusi U BABKOIAACTUYHbIE KPUTEPU
C yCNexoM MPUMEHSIOTCHA AAA KOHTPOAS 3a aAek-
BaATHOCTbIO FEMOCTATUUYECKOW Tepanun y naumeH-
TOB Pa3AMUHOIO NPOPUAS, BKAKOUAA TOPAKAAbHYHO,
abAOMUHANABHYIO XMPYPTUI0, KAPAMOXMPYPIULO, aKy-
LUEPCKNE CUTyaLUK, OKa3aHWe MOMOLLM MaumeH-
TaM C TAXXEAON KOMOMHUPOBAHHONM TPABMOM, OTHe-
CTPEAbHbIMU PaHEHUAMMU [2-T7].

MpuBeAeHbl COOBLLEHUS O BO3MOXHOCTU UCTIOAb-
30BaHUA POTALMOHHON TpoMboanacTorpadun AAS
NPOBEAEHNA OAHOCTAAMMHOIO GaKTOPHOro aHaA13a
N BbISIBAEHWUSI PEAKNX BPOXAEHHbIX Koaryronatuii [8].
B 10 e Bpemsa B uccaepoBaHnn Roeloffzen W. W.
et al. [9] 6bIAna AOKa3aHa HecomnocTaBUMOCTb Na-
pameTpoB TAl LEeAbHON He CTabUAM3UPOBAHHOWM
KPOBM 1 KOArynorpaMmbl, BbINMOAHEHHOW C UCMOAb-
30BaHWEM LMTPATHOM NAa3mbl. lccaepoBaTean onpo-
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BEPrAM aHaAOrMio Mexay BeanunHamu R, K, MA
1 3HaveHnammn AYTB, rematokpuTa, CoAepXXaHnem
dunbprHoreHa. MoaTomMy AAA BbISBAEHWA Hapylle-
HWIM CBEPTbIBAHWA AOAXHA MCMOAb30BATbhCA CTabU-
AM3MPOBAHHAA KPOBb. YCMELLHbIA KOHTPOAb FeMO-
CTaTMUYECKOW Tepanuu MOXET couyeTaTbCs C Mnpo-
6AeEMaMM NO BbIABAEHUIO MPUUKHBI KPOBOTEYEHUS
NnpU BPOXAEHHbIX Koaryanonatusx. BMecTo cneky-
AATUBHbIX PACCY>XAEHWM O AMHAMMWKE PaCYETHbIX
WHAEKCOB, OTpaXKatoLUMX BA3KOCTHOYMNPYrMe CBOM-
CTBa CrycTka, Heob6XxoAMMO CBOEBPEMEHHOE NPOBE-
AeHWe GakTopHOro aHaAn3a. B nanaHe AMarHOCTUKK
HapyLIEeHUN CBEPTbIBAHWUA KPOBU TPOMOOIAACTO-
rpadus He UMEET NPEUMYLLIECTB NEPEA KAaccuue-
CKUM PaKTOPHbIM aHaAn30M. COBpeMEHHbIE aHa-
AM3aTOPbl MO3BOASIOT BbIMOAHWUTbL PYTUHHYIO KOary-
AOFpamMmMy, AOMOAHEHHYHD GaKTOPHbIM aHaAM30M,
13 500 MKA UMTPATHOW NAa3Mbl, AAS YETO HEODXO-
Mo A0 1000 MKA CTabUAM3MPOBAHHOW KPOBW.
AASl YTOUHEHUST MeXaHM3Ma HapyLLeHW CBepTbiBa-
HUS1 KPOBK B 0OCY)XAQEMOM CAyYae METOAOM TPOM-
603anacTorpadum Heobxoamumo Takxe Ao 1000 MKA
CTabUAM3MPOBAHHON KPOBU U HE MeHee 60 MUHYT
BPEMEHU AN aBTOMATU3UPOBAHHOM pervcTpaumm
TPeX AMarHOCTUYECKUX TECTOB C MCMOAL30BAHUEM
COOTBETCTBYtOLLLETO TPOMbO3AAcTOrpada.

Takum 06pa3om, 0OMEH OMbITOM MEXAY Hayu-
HbIMW COTPYAHUKAMW U MPaKTUKaMKU NPU3BaH ONTH-
MW3MPOBATb AMATHOCTUUYECKUIA MOWUCK U Tepanuio
NauneHToOB C HAPYLUEHUAMW CBEPTbIBAHUSA KPOBMU.
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