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lpeacTaBaeHo onucaHne KANHUYECKOro Cyyas Taxenoii remodunm A
y HOBOPOXJeHHOro ¢ 6a30Boii akTUBHOCTbIO BakTopa VIII menee 1%. Knu-
HUYecKIne NPOABIEHNA reMopparnyeckoro CMHApoMa 6biin HecneunouuHbl,
Mo3BOANN ONpPeeNuTb HanpaBeHue 1abopaTopHOro NouUcKa HapyLLeHuit
MepBMYHOrO 11 BTOPUYHOIO reMocTasa. YTOuHeHue AuarHo3a u Bbibop remo-

CTaTUYecKon Tepanun Obl1 BbINONHEHBI NOC/E na6opaTopHoro ncenenoBaHnAa
(BepPTbIBaHUA KPOBU. npen(TaBJ’IEHHbIE nceneoBaHnA 0TpaxXalT Haubonee
TUNUYHbIE OLIMOKM Ha dTanax AVarHOCTUKKA N KOppeKLun HapyLIJEHVH?I Bep-
TbIBAHNA KPOBK, UTO NO3BONINT B 6yAyLI.|,EM YNy4ywnTb KauecTBo MeaULIHCKOIA
MOMOLLN HOBOPOXKAEHHbIM.
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The article presents a rare case of a hereditary coagulation disorder (factor
VIl deficiency). The reported rare case of hemophilia A manifestation in a child
in the early neonatal period emphasizes the need for an accurate collection
of a family history of bleeding, as well as an assessment of specific clinical and
laboratory data and a differential diagnosis with other disorders of the blood
coagulation system. The clinical manifestations of hemorrhagic syndrome were

BBegeHune

not specific; they allowed us to determine the direction of the laboratory search
for violations of primary and secondary hemostasis. Clarification of the diagnosis
and the choice of gemostatic therapy were performed after a laboratory study
of blood coagulation. The presented studies reflect the most typical errors at
the stages of diagnosis and correction of blood coagulation disorders, which will
improve the quality of medical care for newborns in the future.

MMHUK. B epuosie HOBOPOXKEHHOCTU CUMIITO-
MBI TeMOQWIINU PETUCTPUPYIOT Pexe, YeM 3TO
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Cpenyt BpOXX€HHBIX KOAr'y/IOIaTIil Hanbo-
JIee 9acTo BCTpeYaroTcst reMousi A (medpuinr
¢axropa VIII) u remodunns B (6onesun Kpucr-
Macca, fiepunut paxropa IX), perucrpupyembie
TOJIBKO Y JINII MYXXCKOTo mona. [emoduaus A
cocrabiseT 80-85% Bcex ciydaeB reMobuanm
[1-3]. HacToTa BcTpeuaemocTy reModunuu A co-
craBnsgeT oT 1:5000 go 1:10000 manpunkoB. Po-
AuUTeny pebeHKa MOT'YT YTOUHNUTD CeMellHbIil
aHaMHe3 TOJIbKO B IOJIOBMHE CIy4YaeB — HaJu-
4yye KpOBOTEUEHMI Y MY>KUMH 110 MaTePUHCKOI

IIPOMCXOMUT B Bo3pacre 1-4 et [4].
Temodunusa B Bcrpeuaercs B 4 pasa pexe,
yeM remodunua A. Temodunuio B penko auar-
HOCTHPYIOT B IepBble Mecs1bl ku3Hu. Hacmen-
crBensslit gedpuuut pakropa XI (6onesus Po-
serrass, remodunus C), paxropa XII (6onesun
XaremaHa), ¢pakrtopa VII (rumonpokoHBepTH-
Hemus), paxTopa X (6onesns Crroapra-IIpayap),
dakropa V (maparemodunmns), dakropa II (ru-
morporpombunemnsi), pakropa I (A-rumodub-
punorenemusi) u geduuut ¢pakropa XIII orHo-
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CSATCSI K KaTeropum pefKkux popM Haclef[CTBEH-
HBIX KOary/JIOnaTui.

Knunnueckne nposieiieHns reMouInu Mo-
TyT BO3HMKATb, HAUYMHAA C M/IaIeHYeCKOTO BO3-
pacra. B mepuosie HOBOPOX/IEHHOCTHI TeMOppa-
TUYEeCKUN CUHAPOM BO3HMKAET TO/IBKO IIPU TA-
xernom pedunnre daxropa VIII (pexxe dpakropa
IX). [eMopparuueckuit CHHPOM IIPOSIBISAETCS
oTcpodeHHBIM (depes 0,5-1 gac mocse TpaBMbl)
KpOBOTEUYeHMeM, IT0CTIe TPOKOJIa KOXKI UM Be-
HeIyHKI[MY, BBIIIOJIHEHHBIX C LIeJIbI0 MO/Ty4e-
HU KPOBHU i1 TaOOPaTOPHBIX MCCIIeTOBAHMIL;
3aperucTpUPOBAHDI C/Iy4ayl KPOBOTEUEHU U3
Ky/IbTH ITyHOBUHBI [4]. Bpicoka BepOsATHOCTD
BO3HMKHOBEHUS B MHTPAHATAJIbHOM IIE€PUOJie
KedaoreMaToM, OAKOXKHBIX U BHYTPYMBbIIIEY-
HBIX T'€MaTOM, BO3MO>KHBI BHYTpIUYepeITHbIe KPO-
BOM3NMUAHUA. [eModummio A ciemyeT oTmmyarhb
OT BPOX/IEHHOTO 11 IPMOOpeTeHHOTO Aeduiu-
Ta (PaKTOPOB MPOTPOMOMHOBOTO KOMIITIEKCA,
BKJIIOYas reMOpparnyeckyio 601esHp HOBOPO-
JKJIEHHBIX. B TedeHMe nepBbIX 6-9 MecALeB KU3-
HI TTAaIIMEeHTHI ¢ TeMOUINEeil OT reMOpparuii
crpaganT penko. OgHaKo, Kak TOTbKO peOeHOK
Ha4uMHAeT XO[UTh, BCTaBaTh, M BO3PACTALT PIUCK
TpaBMaTU3aL[ MM, TOSIBIAIOTCA KPOBOTEUEHMA.

CoracHo kmaccuduKanuy, peKoMeH/JOBaH-
Holt Bcemupnoit ®epepanueit l'emopunmmnu (Gui-
delines for the management of hemophylia, 2™edi-
tion, jul., 2012), B HacToOs1lee BpeMs BbIJIE/IAIOT
TPM CTelleHU TsoKecTy reModunuu A u B: Ts-
JKENMYI0, CPEHETAKENYI0 I NIETKY10. Boiparken-
HOCTb IIPOSB/IEHNUIT 3a00/IeBaHMS 3aBUCUT OT
koHIeHTpanuu ¢akropa VIII wmn IX B mnasme
Kposu marnyenTa [5]. Tskenas creneHb — ypo-
BeHb (akTopa 10 1%. CpefHssA cTeleHb Tsxe-
CTu — ypoBeHb dakTopa oT 1 fo 5%. Jlerkas
CTeIeHb — ypOBeHb akTopa 5-40%.

KnuHndeckne nposiBIeHNA reMopparmude-
CKOTO CMHJPOMa B IIepIOJ HOBOPOXXIEHHOCTI
HecIlel (U YHBI, TI03BO/IAIOT 3aII0OJO3PUTD TIa-
TOJIOTMIO CBEPTHIBAHNA KPOBM U OIIPENE/INTD
HaIlpaB/ieH1e 1abopaTopHOro noucka. [Ipnus-
TUe TepaIleBTUYECKOIO pelIeHN s, OpUeHTUPO-
BAaHHOTO Ha HanboJee YacTO BCTpevaroluecs
HapYLIeHNU CBEPThIBAaHNUA KPOBY, MOXET CTAaTh
HpU4MHON (aTtanbHoI omnbKu. [ToaTomy mnpo-
BeJleHJe CeJIEKTMBHOI TeMOCTaTU4YeCKON Tepa-
UM BO3MOXKHO TOJILKO IOCIIEe 1Tab0paTOpPHOIL
upeHTUdUKanNN 3a60/1eBaHSL.

ITens MccnegqoBaHMA — OLIEHUTD MOCTIENO-
BaTENbHOCTD JlelicTBUI 1 9 (PEeKTUBHOCTD OKa-
3aHMUA CIeHMaNTN3VPOBAHHON MEIUIIMHCKON TI0-
MOII M HOBOPOXIEHHOMY C TeMOpparn4eckum
CHHJPOMOM.

Uctopua 6onesHn

PebeHoK M, MajIbuuK, pOJUIICS JOHOLIEHHBIM
yepe3 ecTeCTBEHHBIE POJIOBbIE Iy TH, OT 1 Oepe-
MEHHOCTH, 1 CPOYHBIX POJIOB, B CPOKE recTalum
277 nHelt, maccoit Tena 3420 r. gauHOM 51 cM.
/13 aHamMHe3a MaTepy He OBIJIO YCTaHOBJIEHO

[OBBILIEHHOI KPOBOTOUYMBOCTH B cembe. JKeH-
I{JHa MMeJIa CJIefyIol/e SKCTPareHnTanbHble
3a00/IeBaHMA: TUIIOIIA3NA IMTOBYU/HOI XKerle-
3bl, TUTIOTUPEO3 B CTAANN MEMKAMEHTO3HOI
KOMIIEHCAI[UM, PETUKY/ISPHBII BApUKO3 HIK-
HJX KOHEYHOCTEI, CTIOXKHBIN MUOIIMYECKNIT ac-
TUTMaTU3M. [MHEKOIOTMuecK1il aHaMHe3: Xpo-
HUYeCKUIT LIePBULUT.

Hacrosasn 6epeMeHHOCTb IpOTEKaa Ha
(boHe aHEMUU JIETKOIT CTENEHM, B 3 TPUMECTpe
AMarHOCTMPOBAH KONBINUT. B aHTeHAaTa/lTbHOM
[epyOie MAarHOCTMPOBAH BPOXK/IeHHBIII TIOPOK
PasBUTHSA IIOfA: paciie/niHa BepXHeil ryosl,
Q/IbBEOJIIPHOTO OTPOCTKA BEPXHeI! Ye/IOCTI C/IeBa.

VHTpaHaTanbHbII Ieprof mpoTeKkasn 6e3 oc-
noxxHeHnit. O1eHKa 110 Amrap Ipyu poKieHun
gyepe3 1/5 MuHyT coctaBuna 8/8 6amnos. Pebe-
HOK popuica 11.01.2020 roga B 23.40 B ymoBer-
BOPUTEIBHOM COCTOSIHMM. [Ipy ImepBMYHOM
OCMOTpe YCTAHOBJ/IEHa T'PYIIIIA PUCKA 110 BHYTPH-
yTpoOHOMY MHQUIMPOBAHMIO. BbIsfAB/IeHa BpOX-
IeHHas paclie/MHa BepxXHell ry6sl 1 anbBeo-
JIAPHOTO OTPOCTKA, COCET CAMOCTOSTENbHO,
[7I0TaeT, He MOllepXuBaeTcs. B mepBble CyTKM
JKVI3HM OTMe4eHa MOBbIIIeHHAsI KPOBOTOYMBOCTD
M3 MeCTa IIPOKOJIA KOXKI JIs IOy YeH s KaIlnI-
JISIPHOIL KPOBHU C LIe/IbIO 1a60paTOPHBIX MCCIIeNO0-
BaHMIA, JUINTENBHOCTD KPOBOTEUEHN ST COCTABIISI-
na oT 30 MuHyT fio 1 yaca. B mepBuuHOM 06111eM
anazmse Kposu (OAK) ypoBenb remornobmuna
(Hb) - 152 r/n, spurponutos — 4,5x10'/1, rema-
rokput (Ht) - 44,5%, Tpom6bounter — 317x10°/11.
Ha crinse nosiBuach oOIIMpHast reMaToMa, pac-
[IPOCTPaHMUBIIASCA 3a 12 9aCOB 0 MOSCHUYHO-
KPEeCIIOBOTO OTZENa, a B MECTaX MHDBEKIIWIT Mel-
K1ie reMaToMbl. B remocrasuorpamme B 1 cyTkn
JKVI3HM aKTUBMPOBAHHOE IapLalbHOe TPOMOO-
mwiactuHoBoe BpeMs (AYTB) - 53 cex. (ynnnne-
HO), nporpombuHoBoe Bpem: (ITTB) - 13,8 cex.,
nporpom6buHoBblit nugekc (IITU) - 0,81, mex-
LYHapOJZHOe HOpPMa/Nn30BaHHOE OTHOILIEHNEe
(MHO) - 1,2, pubpunorex - 2,68 r/n. B guna-
MIKe OTMe4YeHO HapacTaHMe TAKeCTU COCTOsA-
Hus pebeHKa, 06yCIIOBIEHHOE reMOPParnyecKm
CUHIPOMOM reMaTOMHOTO THIIA, YTO ObLIO
paciieHeHO KaK IpOsIBIeHMe KOary/IoaTiu He-
YTOYHEHHOTO TeHe3a. Pe6eHOK ObII epeBefieH
B OT/ie/IeHNe AHECTEe3NOMOT MY ¥ PeaHNMaLNN
HOBOPO>K/IEHHBIX JieTell. DKCTpeHHO IpoBefe-
HO nabopaTopHoe obcnenoBanme. PesyapTarel
OAK (13.01.2020, B 07.59): Hb yman co 152 no
64 r/n, sputponuTtsl ¢ 4,5x10'%/1 go 1,93x10"/7,
TpoMbonuTel 200x10°/1. TeMocTasnorpamma:
AYTB ysemmaumnocs ¢ 53 1o 67,1 cex., [TTB 15,9 cex,
IIT1 0,71, MHO 1,41, ¢pubpunoren 2,98 /1.

YuureiBas flaHHblEe aHAMHE3a, KIMHUKO-
nmabopaTopHble ZaHHbIe ObLIT BBICTaB/IEH IIPeJ-
BapUTETbHBIIN KIMHIYECKMIT ZMATHO3:

OcHoBHOIT: BHyTpnyTpo6Has nHpexuus,
HeyTo4HeHHas. Koarynomnaris HeyTOYHEHHOTO
rexesa (geduunt GpakTOpOB CBEPTHIBAHMA?).

OcnoxHeHust: TeMopparn4ecknit CMHAPOM.
Anemmyecknit cuHApoM. CUHIPOM yrHeTeHuA
LIHC.
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ComyTcTByIOIINIL: BpoxkmeHHbIT TOpOK pas-
BUTUSL: Pacle/IMHa BepXHell IyObl, albBeossAp-
HOT'O OTPOCTKA BepPXHell 4e/TI0CTH C/IeBa.

B skcTpeHHOM NOpAAKe NpoBefeHa Kop-
peK1MA TeMOpPparm4ecKoro M aHeMMYeCcKoro
CUHJAPOMOB: TpaHcdysus ofHorpymnmnHoit (A(II)
pe3yc IOJIOKUTENbHOI) BUPYC NHAKTUBMPO-
BaHHOII CBe>ke3aMopokeHHoit mrasmel (C3IT)
B o6pemMe 45 M/ U 3PUTPOLUTAPHOIN MaCChI
nevikogernenuposanuoi A(Il) pesyc momoxu-
TeIbHOM B 00beMe 65 mi1, Okrannekc 175 ME,
sraM3muaar 12,5 MI/KI BHYTPUBEHHO KayK[ble
12 yacos, BMKacon 5 Mr 1 pas B CyTKU BHYTpPU-
BEHHO (COTTIAaCHO KIMHMYECKOMY IIPOTOKOIY
AVIAaTHOCTUKMN, peaHVMaluy I MHTEHCYBHOU Te-
panuu B HEOHATOJIOT UM, YTBEPIKIEHHOMY IIpU-
Ka3oM MMHUCTepCTBa 3ipaBooXpaHeHns:A Pec-
ny6nuku Benapycs or 28.01.2011). CocrosiHue
pebenka 6bUT0 CTaOUIN3NPOBAHO, TEMOPpATH-
YEeCKMI ¥ aHEMUYECKUI CUHEPOMBI KYIIMPO-
BaHBI, O YeM CBUJIETE/IbCTBYIOT 1abOpaTOpHbIe
mokasarenu: OAK (14.01.2020): Hb153 1/, spu-
tpouuts 4,85x10"%/11, Ht 44, 2%, TpoMOOIUTHI
186x10°/n. TemocTasuorpamma: AYTB 46 cek,
ITTB 13,3 cex, IITU 0,84, MHO 1,18, ¢pubpn-
HOTeH 2,66 I/

[IpyunHa reMOpparn4eckoro CMHApoMa
yrouHeHa 16.01.2020: AYTB 108,4 cex, oTHO-
menne AYTB maunent/AYTB xonTpOns - 3,03,
ITTB 13,1 cek, aKTUBHOCTb (PaKTOPOB IIPOTPOM-
6uHoBOTO KOoMIIekca 98%, MHO - 1,01, Tpom-
6nnoBoe Bpems (TB) 18,6 ¢, orHomenne TB ma-
uuenT/TB koHTpons - 0,92, pubpurores 3,7 r/1,
akTuBHOCTD dakTopa VIII - 0,6%, akTMBHOCTD
¢daxropa IX - 35,6%. [JomonHuTenbHO 3ape-
TUCTPUPOBAaHA MaKCHUMajbHasA arperauyoH-
Hast aKkTUBHOCTH (MA) TpOMOOIIMTOB METOLOM
Born V.G. (1962), poroontudecknm arperome-
tpoM AP 2110 «COJIAP», (Pecniy6nuka Bena-
pych). B mpucyTcTBun ajpeHanHa B KOHEUHOI!
KOHIeHTpauuu 5 MKkM/1 MA cocraBuna 59%,
B NIPUCYTCTBUM HATPUEBOI CONM aJleHO3MHAM-
¢docdara B KOHEYHOIT KOHIIeHTparyuy 5 MkM/n
MA - 62%. ViccnenoBanue pyHKI[MOHAIBHOTO
COCTOSIHMA CBEPTBIBAaHNA KPOBY II03BOJINIIO
BBIABUTH PaKTOP, AePUIUT KOTOPOTO, CTA
MIPUYMHON KIMHUYECKUX NPOABICHNUN TsXKe-
noit KoarynonaTtun. Ilocne yrounenns rexmesa
66171 chopMynMPOBAH [MaTHO3 OCHOBHOTO 3a-
6oneBannsa no MKbB 10: HaciencrBeHHBIN fie-
¢unut dpakropa VIIL, pybpuxka (D66), tsixxenas
remobus A.

[1s1 panpHeriiero nedeHms pe6eHOK Obl
IepeBefileH B IeAMaTpuueckoe OTJeNeHUe
PHIIIT «Matb 1 guts». Yxe B IefUaTPUUCKOM
OTHe/IeHNN y pebeHKa OTKPBITIOCh CIIOHTAHHOE
KPOBOTEUYEeHMEe M3 NYIOYHOI paHKU, YTO IO-
Tpe6OoBajIo IPOBEEHNMsI TATOT€HETUIECKOI Te-
panumu meKapcTBeHHBIM cpefcTBOM «OKTaHaT»
(koHLIeHTpaT (akTopa cBepThIBaHMA Kposu VIII)
B jjo3e 50 ME/Kr BHyTpUBEeHHO yepe3 8 yacoB 10
IpeKpallleHns KpOBOTeYeH N .

Taknm 06pa3om, MHTepeC JAHHOTO KIMHU-
YeCKOT0 CIydasi 00yC/IOB/IeH TsXKeoll popMoit

(akTMBHOCTD (akTopa cBepThiBaHMA KpoBu VIII
MeHee 1%) reModuaun A y HOBOPOXKJeHHOTO
peOeHKa IpU OTCYTCTBUM YKa3aHUIT Ha ceMell-
HBIIT XapaKTep 3a00/IeBaHUA Y MIaJeHIja MyX-
CKOTO I10J1a C HOBBIIIEHHOI KPOBOTOYMBOCTBIO.

PesynbTatbl
n ob6cyxpaeHmne

KpoBOTOUMBOCTD 13 MeCT IIPOKO/IA KOXKMU
u GpopMupoBaHMe reMaTOM B MeCTax BBIIIONIHe-
HJ S BEHOIIYHKLIMIA C IIe/IbI0 IIONYYEeHN A KPOBU
1714 TabOopaTOPHBIX UCC/IeNOBaHUIL, TIOSB/ICHNE
OOIIMPHOIT reMaTOMBI B 00/1aCTH CIIVHBI U T10-
SCHUYHO-KPECTL0BOI 006/1acTy OIpe/enn
IIOKa3aHNA /14 KOHTPOJIA 32 COCTOsIHMEM CBep-
TBIBAaHMA KPOBU, BK/IIOYAs BLIIIOJIHEHNE «PY-
TUHHBIX» XPOHOMETPUUYECKIX TeCTOB U IO CYe-
Ta YMC/Ia TPOMOOLUTOB. 3aperucTpupoBaHHbIE
B l-e CyTKM )KM3HM IO Hayajla reMOCTaTN4ecKoil
repanuy, yanunenue AYTB go 53 cek., co-
OTBETCTBYIOIEE BO3PACTHOI HOPMe 1-X CYyTOK
xkusHyu, MHO 1,2 u conepxanne ¢pubpuHoreHa
2,68 1/1 B n71a3Me KpOBU IIO3BOJLANN 3aII0O0-
3pUTH CHIKEHME CIIOCOOHOCTY KPOBMU K CBEp-
TBIBaHMIO 3a cueT feduuurta paxropos XII, XI,
IX mnn VIII. IIpoBegeHHbIX MCCIeOBAHUI
OBbIJIO JOCTATOYHO JJIs1 UCK/TIOUEHU A lepUINTa
daxTopos cBeprbiBanus kposu I, II, V, VII n X.
Hecnernndunyeckne K1mHNuYeCKe IPOSBICHUS
reMOpparnyeckoro CMHpoma (IOBbILIeHHAA
KPOBOTOYMBOCTD 13 MECT YKOJIOB M OO pPHAs
HOJKOXKHAA reMaToMa), IpOorpeccUpyIollero
HauyMHaA ¢ KOHIA MepBbIX CYTOK >KM3HU, JIa-
6opaTopHOe MOATBEPK/eHNe KOaTy/IoNnaTun,
JOJ/IKHBI OBITN CTaTh HOBOJOM JIJIsI 9KCTPEHHO-
TO YTOYHEHM I KOary/lI0/IOTMYeCKOTo JMarHosa.
He umes TOYHOTO iMar€o3a, HeBO3MOXKHO T'pa-
MOTHO IIPOBOJIUTDb CEJIEKTUBHYIO IeMOCTaTIye-
CKYI0 Tepaluio.

Yepes 30 yacoB 1ocine poxjeHus Hanaudue
OOLIMPHOI TeMaTOMBI MMOACHUYHOI 06/1acTu
u 06/1aCTV CIIMHBI B COUETAHUY CO CHVDKEHMU-
eM reMOra06uHa 0 64 /1, 3pUTPOLUTOB /1O
1,93x10"/n, yBenmuenue AYTB ¢ 53 fo 67,1 cex,
ITTB 15,9 cex, MHO 1,41 onpenenunu noxasa-
HUs IS TPAHCY3UM JOHOPCKOI KPMOTIIa3MBbI
MAaI[MEeHTY C OCTPOIl KPOBOIOTEpelt, 06ycIoB-
JIEHHOJ1 BPOXX[I€HHBIM HapylLIeHNeM CBepTbl-
BaHMA KPOBY HEYCTAaHOBJIEHHON 3TUONOI M.
Tpancdysnsa 45 mn C3I1 B fose 15 MJI/KT B Tede-
Hue 1 Jaca criocoOHa MOBBICUTD B KPOBU TTALIN-
eHTa akTUBHOCTH (pakropa VIII Ha 20-25%, ak-
TUBHOCTH (pakTopa IX Ha 10-15%, aKTUBHOCTD
($haKTOpOB IPOTPOMOMHOBOTO KOMIIZIEKCA Ha
5-10%. MuHMMaNbHBIN reMOCTaTUYECKUII TI0-
por aktuBHOCTU (akropa VIII, mpu xoTopom
abcomorHas BennunHa AYTB MoxeT cooTBeT-
CTBOBATh pedpepeHTHOMY 3HaueHNIo (34-58 cek)
BO3PACTHONM HOPMBI 1-2 CyTOK, cocTasngeT 20%.
[Mocne xoppexuyy Benuunaa AYTB cocTaBua
46 cex. C yueToM nepuopia nonyxusun (8-10 va-
COB Y JieTell ITIePBbIX MeCSIeB KM3HI) VICXOTHAS
(menee 1%) aktuBHOCTb (pakropa VIII Teopern-
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An interesting clinical case .

YeCKIU MOXKET ObITb JOCTUTHYTA Yepe3 40-48 yacoB,
II03TOMY YTOYHATb KOAr'y/lIOJIOIMYeCKYI0 IpU4L-
Hy KPOBOTeUYeHMA Cpa3y I0c/Ie KOPpeKI UM He
nMeeT cMbicna. Yepes 48 gacos mocyie TpaHc-
¢ysun C3II 1 OCTAaHOBKM KPOBOTEYEHUsI BbI-
sIBJIeH fieuIuT pakToOpa CBEpTHIBAHUS KPOBU
VIII - 0,6%. Cnegyer OTMETUTD, YTO B COCTaB
Oxrarnrekca BXOHAT (paKTOpbI CBEPTBIBAHNS KPO-
su VIL II, IX, X, mporenn C n mpotens S. IIpnme-
HeHNe BOTHOTO pacTBopa ButaMuHa K cormacHo
VMHCTPYKLIMM pa3pelieH0 BHYTPUMBIIIEYHO WK
I1d mpueMa BHYTpb. IIpu aToM ciemyeT mom-
HUTD, YTO MALMEHTAM C TsDKeToil reModuineit
BHYTPUMBbIIIEYHblEe MHBEKINY 3aIpel]eHbl.
HpOBeHeHHaH HOBOPOXXIE€HHOMY IreMoCTaTm4e-
cKas TepamnusA Obl/la OpPMEHTUPOBaHa Ha pebeH-
ka ¢ K BuramuH-3aBucumoit ¢popmoii reMoppa-
I9ecKolt 601e3HN HOBOPOXXJEHHOTO.

Knuunyeckue nposiBeHNs reMopparmuye-
CKOTO CMHZIpOMa — HecnelnpuiecKuii IpusHax,
IIO3BOJIAIOLINIL OIIpeNeNNTh TUI FeMopparuye-
CKOTO CUHZIpOMa (TeMaTOMHBIIL, TeTeXMaTbHBIIL,
CMELIaHHBIIT), 9YTO He0OXOAMMO [/l BBIOOpa
HaIpaBjeHusA nabopaTopHoOro noucka. bes a-
60paTOPHOTO BBIABIEHNS IPUYNHBI KOATY/I0-
IAaTUM IPOBOJUTH CEEKTUBHYIO crienuduye-
CKYI0 KOppPeKIMIO HapyLIeHUI CBepThIBAaHUA
KPOBM HeBO3MOXXHO. Bce ropopickme yupex-
JeHNA 3paBOOXPaHEeHN s, BK/II0Yas pojaomMa
U CIlelManN3UpOBaHHbIE IIEHTPbI, OCHAI[EHbI
KOaTy/I0IOTMYeCKMMM aHa/IM3aTOpaMu, II03B0-
NAIMYMU BBIIOTHUTDh (PAaKTOPHBIN aHANNS.
B cnoxuBmieiica cUTyaluy peanbHBIM pelle-
HIeM 3aJla4)l MOIJIO OBITh OTCPOYEHHOE OIlpe-
menenre aktuBHocTu ¢akropa VIII (IX) B 06-
pasiie cTabMIM3MPOBAHHOI 1 3aMOPOXKEHHOI!
IIa3Mbl KPOBM IAI[MeHTa, IIOTy4eHHOM 110 (ak-
Ty IOABJIE€HUA FeMOPParn4eckoro CUHApoMa,
[0 Havasa 3aMeCTUTEebHOI reMOCTaTUIeCcKO
teparuu. OnpesesieHne MOI/IO ObITh BBIIIONHE-
HO B OTHOM U3 JIBYX YYpeXJIeHUI ropofa, Ihe
TaHHOE MCCIefJoBaHMe IOCTAaB/IeHO Ha IIOTOK.
CBoeBpeMeHHOE UCII0/Ib30BaHNE KOHILIEHTpaTa
¢dakropa cBeprhiBanuA kpoBu VIII B mocra-
TOYHOII J103€ MOIJIO MpelOTBPAaTUTDb PacIpo-
CTpaHEeHMe TeMaTOMbI I KPOBOIIOTEpIO, Ipefi-
CTaBJIABIINUX PeajbHYI0 YIPO3y [/ KU3HU
Mmnajenna. IIposefenHas reMocraTmyeckas
Tepanus Obl/Ia OPMEHTHPOBAHA Ha MAI[MEHTOB
C FeMOpparn4ecKoil 601e3HbI0 HOBOPOKACHHBIX,
a He Ha reMoumio A.

Ha pucnancepnom ydere I'Y «Pecny6mn-
KaHCKUI HAyYHO-TIPAKTUYECKUIT LEHTP JI€TCKOM
OHKOJIOTMM, TeMaTOJOTUM ¥ VMMYHOJIOTMI»
B COOTBETCTBUM C aHHBIMU Pecnmy6nmkaH-
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CKOTO perucTpa MalJeHTOB C BPOXKAEHHbIMHI
HapyLIEeHNAMU CBEPThIBAHN A KPOB) Ha Ha4ajIo0
2020 ropa cocrosino 107 mereit ¢ remodunueir A
B Bo3pacTe fj0 18 stet, u3 Hux TsDKenas gopma
3aboneBanus y 79. 3a nmocnennue 20 et cpenu
79 MajpuMKOB, PORMBLINXCS C 6a30BOI aKTUB-
HocThio dakropa VIII menee 1%, mepsoe BBefe-
HIle KOHI[eHTpaTa (aKTopa CBepTHIBAHUA KPOBI
(KPCK) VIII BbIIONIHEHO B pojjoMe y 7, mep-
soe BBefeHne KOCK VIII B Bospacre ot 1 fo
6 MecALEeB BBINIOJHEHO 14, B Bo3pacTe OT 7 110
12 mecsiueB - 15 mmageHnam ¢ remodunren A.
B To >xe BpeMs, clefiyeT OTMETUTD, YTO 3a
10 et ¢ 2002 1o 2012 rop B LlenTp obparniocs
29 pmeteli B Bo3pacTe OT 1 0 6 MecAleB 110 T10-
Boay mospHeit K BuTaMuH-3aBUCUMOIL (POPMBI
reMopparn4eckoil 601e3H1 HOBOPOXKJEHHOTO.
Bo Bcex ciayyasx yTOYHeHMe aHaMHe3a U K/IM-
HMYECKOJ KapTMHBI TeMOPParn4eckoro CUHJ-
poMa NO3BOAIN ONpefle/INTh HallpaBleHe
7abOpaTOPHOTO MOKCKA. YTOYHEHME JUATHO3a
U BBIOOP TeMOCTATIYEeCKOII Tepanuu ObIIN Bbl-
[IOJIHEHBI [I0C/Ie Ta00PaTOPHOTO MCCTIe;OBAHNS
CBEpPTBIBAHMA KPOBM, a IPU HeOOXOZUMOCTH
U arperalMoHHOl CIIOCOOHOCTY TPOMOOLIUTOB.

JI71s1 KOppeKTHOI MHTepIpeTaluy pe3yib-
TaTOB BBIIIOJTHEHNA XPOHOMETPUYECKIX TeCTOB
pesy/nbTar HO/DKeH ObITh NpeJiCTaBIeH B BUJie
abCOTIOTHOTO 3HAYeHM I BpEMEHHOTO II0Ka3aTe-
7 TIAllYIeHTa, OTHOIIEHM I BpeMEHHOT0 II0Ka3a-
TeJlsA MallYieHTa K Be/INYMHe BPEMEHHOTO MOKa-
3aTens B KOHTpore [6]. He mMes 3sHaueHMs KOHT-
poJisg, IPUHUMATD pelileHye 00 yBelM4eH NN
MM COKPallleHM A BPEMEHHOI0 II0Ka3aTensa He
KOPPeKTHO. [I/1s1 IpOoTpOMOMHOBOTO BpeMeHM
TOIOTHUTEIBHO PAcCUNTHIBAIOT BemmurHy MHO
U aKTUBHOCTb (aKTOPOB IIPOTPOMOMHOBOTO
KOMIUIEKCa B niponeHTax. Bemannaa 1TV, ompe-
menenHas MetogoM B.H. Tyronykosa (1952), ne
OTpakaeT aKTUBHOCTDb (PaKTOPOB IPOTPOMOU-
HOBOT'O KOMIIJIEKCA 1, UCXOZ A U3 COBPEMEHHBIX
noctynartos, IITV He pekoMeHIOBaH [ KIN-
HMYECKOTO UCIIONb30BaHUA.

[TpencTaBieHHbIE UCCIENOBAHNA OTPAXKAIOT
Hauboslee TUNIMYHBIE OMVMOKY Ha dTalax Aua-
THOCTUKM U KOPPEKLJY HapyIIeHNIT CBepPThI-
BaHW KPOBY, YTO ITO3BOMUT B OyAyLIeM yayd-
HINTh KaYECTBO MEAMUIIMHCKOI IIOMOILM JIETSAM.
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KOMMepYecKkoM 1 HeKOMMepUeCKOM CeKTopax.
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