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[Mpobnema NopyLIeHHs reMocTasdy 3anmaeTbCa Ha CbOroaHi A0CI akTyanbHOK. KNiHILMCTY 4acTo 3abyBaloTh NPO PIAKICHI NOPYLLEHHS 3rop-
TaHH$A KPOBI, AKi BUK/IVIKAIOTb KDOBOTEH], 3arPO3NMBI KUTTIO NaLEHTIB.

PioKICHI MOPYLWEHHSA 3ropTaHHA KODOBI — MEHEeTUMYHO 0OYMOBEHA rpyna Koarynonarivi, BUKInKaHnx ediuntoM nnasmosux Oinkis, Wo 6epyTs
y4acTb Y reMocTasi, a Takox gediuputami pibprHoreHy, NpoTpomoiHy, daktopa V sroptaHHsa kposi (FV), daktopis 3roptanHs kposi V 1a VI
(FV+FVIN), dakTtopa sroptanHs kposi VIE (FVII, dakTopa 3roptanHg kposi X (FX), daktopa sroptaHHs kposi Xl (FXI), dakTopa 3roptaHHsa KpoBi
Xl (FXI), daktopa sroptanns kposi X (FXII), gki KNiHIYHO NpoaBnaTbCA KposoTedamn. KinbkicTe ¢aktopa 3yMOBOE HE TilbKM Xxapaktep
KDOBOTEY, ane i ixHIO TXKICTb, a TAKOX MPOrHO3 3axXBOPIOBAHHSA. Y TakMx NALLIEHTIB MA€ 3HAYEHHS 3aranbHuUI reMoCcTatuyHUA 6anaHc, OCKinb-
KV BaXIMBUMU 3aIMLLAIOTLCS K DIBEHD KOXHOMO Gaktopa 3ropTaHHdA KPOBI, Tak i 3araibHu1 KOHTPOb reMOocTagdy, WO AONOMOXE BU3HAUNTU
PU3KIK KPOBOTEY.

MeTa — npuBEpPHYTY yBary nikapis pi3HKx cnewjanbHOCTEN A0 NPOOAEMATUKM KNIHIYHX NPOSBIB PIAKICHVX CNaaKoBKMX KoarynsLinHux nopy-
LEHb, L0 MOXYTb CyNPOBOOXKYBATMCA KPOBOTEHAMM, 3arPO3NNBUMIY 300PO0B 10 Ta KUTTIO NALLEHTIB.

KniHiuHunii BUNnapok. HaseneHo KNiHivH1iA BUNaaokK, aknii inlocTpye nepeobir piakicHOro NopyLIEHH: 3ropTaHHs KPOBI B AiTel 3 ogHiel ciM'l, ae
NPOBEAEHUI CKNaaHWI OJarHOCTUYHUIA MOLUYK NiKapAaMN DISHMX CheLianbHOCTeN 419 BCTAHOBIEHHS OCTATOYHOIO AjarHoay.

BUCHOBOK. PiKICHI NOPYWeEHHA 3ropTaHHA KPOBI — NaToNoria, gka HevacTo 3yCTpiHaeTbCs B NONYNAL, OAHAK KNIHIYHI CUMATOMN MOXYTb
MaTu HeraTyBHI HaCNiaKy ANA 3A0POB'S i XUTTS nauieHTa. [t 3 pisHiMmn NposBamy reMopariyHoro CUHAPOMY MOTPEOYIOTb PETENLHOMO AjarHo-
CTUYHOrO OOCTEXEHHA B CreLjanidoBaHux naboparopisx. Jlikapi CyMixHVX cneuianbHOCTel MaloTb 3AIMCHIOBATH MOLLYK iIMOBIDHOIO PiaKICHOMO
nediuUTHOrO MakTopa 3ropTaHHs KPOBI NPW PaHHIX i NI3HIX YCKNaaHEeHHsX y nicagonepauiiHoMy nepiofi abo nicns MeamyHnX MaHinynsuji.
HeobxiaHo nam’aTaTi Npo CnaakoBul reHes Liei natonorii Ta 06CTexyBaTh BCIX YieHIB CiM'i.

JloCniaXeHHs BMKOHaAHO BiANOBIAHO A0 NPUHLMNIB [eNbCiHCHKOI Aeknapadji. Ha npoBeaeHHs A0CIAXEHb OTPUMAaHO IHPOPMOBaHy 3roay 6aTb-
KiB AiTen.

ABTOPU 3aABNSIOTH MPO BIACYTHICTb KOHMIKTY IHTEPECIB.

KntouoBi cnoea: haktop 3ropTtanHa KPOBI, PIAKICHI Koarynonarii, roMO31roTi, reMopari4Hnii CUHAPOM, KDOBOTENI.
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The problem of impaired hemostasis remains relevant even today. Rare bleeding disorders that cause life-threatening bleeding in patient are
often overlooked by clinicians.

Rare blood coagulation disorders are a genetically determined group of coagulopathies caused by a deficiency of blood plasma proteins
involved in hemostasis, as well as a deficiency of fibrinogen, prothrombin, blood coagulation factor V (FV), blood coagulation factors V and
VI (FV+FVIN), blood coagulation factor VII (FVII), blood coagulation factor X (FX), blood coagulation factor XI (FXI), blood coagulation factor
XII(FXI), blood coagulation factor XIII (FXIII), which are clinically are manifested by bleeding. The amount of the factor determines not only the
nature of bleeding, but also their severity and prognosis for the disease.

In such patients, the general hemostatic balance is important, since the level of each blood coagulation factor and the general control of he-
mostasis, which can determine the risk of bleeding, remain important.

Purpose — to draw the attention of doctors of various specialties to the problem of clinical manifestations of rare hereditary disorders of blood
coagulation, which can be accompanied by bleeding that poses a threat to the health and life of patient.

Clinical case. A clinical case is presented that illustrates the course of a rare blood coagulation disorder in children from one family, where a
comprehensive diagnostic search was conducted by doctors of various specialties to establish a final diagnosis.

Conclusions. Rare blood coagulation disorders are a pathology that is not often found in the population, but clinical symptoms can have ne-
gative consequences for a person's health and life. Children with various manifestations of hemorrhagic syndrome need a thorough diagnostic
examination in specialized laboratories. Physicians of related specialties should look for a possible rare deficiency of the coagulation factor in
early and late complications in the postoperative period or after medical manipulations. It is necessary to remember the hereditary genesis of
this pathology and examine all family members.

The research was carried out in accordance with the principles of the Helsinki Declaration. The informed consent of the patient was obtained
for conducting the studies.
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Beryn

pobjieMa TIOPYIIEHHST TeMOCTasy 3a-
JINTIAETHCST  JIOCUTh aKTYyaJIbHOIO Ha
ChOTONHI. 3as3Buuail, AKIIO0 B AUTUHU
BUHUKAE KPOBOTEYA, TO BUKJIOUYAIOTH HAWTIONIN-
peHim Koarysonarii — remodiiio Ta XBOpoOy
Binnebpanma. OmxHak HagMipHi KpPOBOTEYl, Kpim
remoiJiii, MOJKYTb CIIOCTEPITATUCS B JIIOJIEN TOMO-
3UTOTHUX 3a PEIeCUBHOIO TEHHOI MyTalli€o [6].

ISSN 2663-7553 Cyuacna neaiatpis. Ykpaina 6(126)/2022

Ha sxab, KIIHITIUCTH He 3aBK/IN TTaM ITaloTh MPO
pizkicHi nopymienHsa sroprands kposi (PII3K).
[lo miei Tpymu 3axBOpioBaHb HajeKaThb Koary-
Jonatii, BUKIMKaHi AedilnToM I1asMoBUX Oiji-
KiB, 1110 6epyTh ydacthb y remoctasi [3,8], a Takosk
cipuunteni gedinutom (GibpUHOTEHY, TPOTPOM-
6iny, hakropa V sropranus kposi (FV), dakropis
sropranns kposi V ta VIII (FV+FVIII), dakropa
sropranns kposi VII (FVII), ¢akropa sropranns
kpoBi X (FX), akropa sropranug kposi XI (FXI),
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(haxrTopa sropranng kposi XII (FXII), ¢akropa
sropranns kposi XIII (FXIII) [3]. Ile mpusBoanTh
10 TopytieHb popmyBanHs (hiOPUHY, SIKUI CTAHO-
BUTH OCHOBY TPOMOY TIpH 3rOpTaHHi KpoBi [3].

Temodimiss ta xBopoba Bimnebpanga 3saiima-
10Th 92-95% CajkoBUX KoaryJomnariii, gedinur
FXI cranoButh 1-2%, a pedinur FVIII Ta FV —
0,0—1%. ¥Yci inmri (popmu BXOAAT 0 TPYIIN BKpaii
pinkicHux KoaryJsonariii [3,8]. 3a iHmmumu Kepe-
agamu, PII3K cranoBmsats 3—5% ycix criagkoBux
nedinuTiB 3ropTanHs Kposi [3,7].

Bpaxosytoun, mo PII3K 3ycrpivatorbes fo-
cuth pizko (3 gacroroo 1 Ha 500 000 i HaBiTh 1 Ha
2 000 000 nacesienHs1), y BCbOMY CBITi He TIPOBO/IN-
JIICS PAHIOMIi30BaHi KJIIHIYHI JOCJiKEHHS Y 3B S3-
Ky 3 Masioio BuOipkowo [4,8]. B Ykpaini cranom Ha
2020 p., 3a nanumu BeecBiTHBOI hemepartii remodiii,
44 134 693 ocobu B nomyJisitii 350—400 000 smozeit
KUBYTD 13 TeModimieto. [Ilopoky 3pocrae KilbKicTh
XBOPUX, sKi cTpakaaioTs Ha PII3K kposi, omHax mo-
CTOBIPHOI CTATUCTUKY Ha ChOTOIHI HeMae [8].

Y kJiHiuHIN{ KapTUHI WX CTaHIB Iepie Micie
MTOCiZIal0Th KpOBOTEYi. [eMopariaauii CHHAPOM IIpH
PII3K mae neBHi 0cobJMBOCTI 3aJI€3KHO Bij| TOTO,
axkuil pakrop gedinutamii [8].

[likaBrM 3aynTAETHCS TOH (haKT, MO HEMAE TI0-
CJTITOBHOI KOPEJIATl MisK KiIbKicTIO edilmmTHOTO
(hakTOpa B KPOBI Ta 3araJIbHOIO TSKKICTIO KPOBOTEYI
[3], sxmii MOsKe BUBHAUNTU PU3UK KPOBOTEYi [2].

Icaye tpu dopmu Tssrkocti PII3K 3ameskno
Big aktuBHOocTi FII, FVII, FX, FXIII, gaxkuii Mmo:xHa
BusHaunT Jabopatopuum meronom [3,8]. Tsorka
opma 3ycTpivaeTbest ipu KOHIEHTpaIlil (hakTopa B
kposi Mmemnire 10%, 3axBopioBaHHs Tependavyae Ha-
SABHICTD TSPKKMX CIIOHTAHHUX KPOBOTEY, KPOBOBUJIN-
BY B OpraHu, 1110 3aTPOKYE KUTTIO TAI[IEHTA, TPUBAJI
ricssionepailiiii Ta MOCTTPaBMAaTUYHI KPOBOTEUi.
CepenHiii CTyIiHb 3aXBOPIOBAHHSI acOIliOBaHUI 3
BUHUKHEHHSIM JIETKUX a00 TOMIPHUX CIIOHTAHHUX
ab0 TOCTTPAaBMATUYHUX KPOBOTEY CIIOCTEPITAEThH-
cs1 ipu KoHteHTpaitii daxropa Bix 10% mo 20—40%.
Jlerkuii cTymiHb 3aXBOPIOBAHHS 3a3BUYail riepebirae
GE3CUMIITOMHO, i IIPUBOOM JIJIS1 TIOAAJIBIIONO [iarHO-
CTUYHOTO TIONIYKY MOKe OyTH BUIIQJIKOBE BUSIBJIEH-
Hs1 301/IbIIIEHHsT TPOTPOMOIHOBOTO Yacy B TAIliEHTA.
Yacriie Takuii CTyTHb BiZIMIYa€ThCS 32 KOHIIEHTPaA-
1ii pakropa B kpoBi moHas 20—40%. B3arasi koxien-
Tparist ycix aKTopiB KPOBi y 3/[0POBOI JIIOJMHH CTa-
HoButh 50-200% [3].

[Mpuunnamu possutky PII3K € penecuBne
yCTaKyBaHHSI HYKJEOTHIHUX 3MiH Yy TeHaxX KO-
JYIOUUX KOaryJsniiHux ¢axtopis abo B TeHax
OIJIKIB, HEOOXIIHUX IS MOCTTPAHC/ISALINHUX MO-
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nudikariii Takux ¢akrtopiB. PerecuBHi reHeTnyHi
MOPYIIEHHS BAHUKAIOTh Y TOMY pasi, SKI0 ANTHHA
YCIIQJIKOBY€E TOH camuii JeheKTHUI TeH BiJl KOX-
Horo 3 6aTekiB [3]. Bisbmicts PII3K € piakicau-
MU ayTOCOMHO-PEIeCUBHUMM CTaHAMMU, 1110 MAIOTh
KJIIHIYHUHU TTPOSB TiJbKU B JIIOJIEH, TOMO3UTOTHUX
3a periecBHOTO TeHHOI0 MyTarti€io [3]. PII3K naii-
yacTiie 3yCTPivaThCs B €THIYHUX TPYTIaX, y SKUX
NPUITHATI KPOBHOCIOPiAHEeH] 1a06u i crocrepi-
ra€ThCsl BUCOKA IMOBIPHICTh TOMO3UTOTHOI'O HOCIS
nedextHoro rena [3,8]. [Ipore 3a nesikumu dakro-
pamu BifizHaYa€ThCss HAOY TU ediluT, 10 3yCTpi-
YAETHCS YacTime 3a crnagkoBy dopmy. /o Takmx,
Hanpukia, Harexuts FVIIL Ilpuannamu Habyto-
ro aediluTy MOXKYTh OyTH TSKKI 3aXBOPIOBAHHS
MTeYiHKH, TlepeHecennii cercuc, aedinut Bitaminy K
i TIOCTiifHE 3aCTOCYBaHHS JEAKUX JIIKAPCHKUX 3a-
co06iB, Hanpukaaz Bapdapuny [3].

Y  mentpi matosorii  remoctazy  H/ICJI
«OXMAT/IUT» Takosxk OyBatOTh TAIEHTH, Y KX
JIIarHOCTYIOTh PiJIKICHI TOPYTIEHHS 3TOPTAHHS KPOBI.

Y BumiesazHayeHoMy IIeHTpi 3a Tepioa
2017-2022 pp. miarnoctoBano 21 BUNAIOK pif-
KicHUX medinuTHUX (HaKTOPiB 3rOPTaHHS KPOBI.
[Is1 maTosoris wactine 3ycTpivyasacs cepej JiB-
yaT — 13 xgiBuaTok i 8 xyronmuukis. /liTh 3a BikoM Ha
MOMEHT BCTAQHOBJIEHHS JliarHO3y PO3IOIININ-
cst Tak: 710 3 POKiB — O iTeit; Bij 3 710 7 POKIB —
S miteit; Bim 7 no 13 pokiB — 7 mirteit; Big 13 mo
18 pokiB — 4 mutuHWU. YciM MiTAM TTPOBOIUIIOCS
KOMILIEKCHE KJIIHIKO-/1aboparopHe  00CTeKeHHSsT
3 OIIHKOIO0 3araJIbHOTO aHaJi3y KPOBi, MiJ[paxyH-
KOM TPOMOOIIMTIB i BUBHAYEHHSIM iX arperariiiHoi
3narHocTi 3a gornomoroio A/[D Ta puctonuTHHY,
a TaKOX 3 OIIHKOTO KOAryJIOTPaMy Ta BU3HAYEHHIM
IHMUX (HaKTOPiB 3TOPTAHHS KPOBI.

[epeBaxkny Oimpiricts (19 xiTeil) craHOBUB
nedinur FVII — 90,4%. Cepen 11ux [iTell TSOKKI
cryninb 3axBopioBanns (FVII <10%) crocrepi-
raBcst y 12 (63,1%) miteit; B inmmx 5 (26,3%) mi-
Tell BiMiYaBCsl JIETKUU CTYIiHb 3aXBOPIOBAHHS.
Y k7iHiuHIN KapTUHI UX JIiTEd y [iBYaT MPeBasIio-
BaJTM CKapTy Ha PSICHI Ta 3aTsLKHI MEHOparii, mosiBa
crioHTaHHUX reMatoM. Cepez XJIOMYNKIB IlepeBaxka-
JI CKapru Ha PSICHI HOCOBI KPOBOTEYi Ta CIIOHTAHHI
rematomu. 19% ziTeil He MaJu B3arasi ckapr i obcre-
JKYBaJIMCs TLIAaHOBO, OCKIJIBKM B Opara abo cecTpu
6ys BusiBiennii gedirmt FVII pisHoro crymesst.

[locJtiaKeHHst BAKOHAHO BiZITIOBIZIHO /10 TTPUHITATIIB
Tesmpcinenbkoi aexmapartii. Ha mpoBeieH s 10CTiKeHb
OTPUMAHO 1H(OPMOBaHY 3ro/y OaTbKiB IiTe.

Mema pnociijKeHHsT — TPUBEPHYTU yBary
JIKapiB-KJIHIIUCTIB 10 TPOOIEMATUKY KITIHIYHUX
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MPOSABIB PIIKICHUX CHAJKOBUX KOAryJomaTiil s
3anobiraHHs yCKIaJHeHb Y BUIJISAI KPOBOTEY, 3a-
TPOBJTUBHX 3/I0POB’I0 Ta JKUTTIO MAITIEHTIB.

Kminiyauii BUnamaok

Xnonyux T., Bikom 12 poKiB, SIKUII CIIOCTEpi-
raerbcd B 1eHTpi marosorii remocrtazy HJICJI
«OXMATANT» 3 2017 p. 31 ckapraMmu Ha BUpa-
SKEHUU TIKIPHO-TeMOPariyHuil CUHJPOM Yy BUTJIS/I
reMaToM Ha HUJKHIX 1 BEpXHiX KiHIliBKax. batbku
3Beprysncst y 2017 p. mast o6CTeRKEHHS] TUTHHN.
Ckapru Ha KPOBOTOYHMBICTH CIIOCTEDIrajucs Bij
HapOJIKeHHS y BUTJIA/ KPOBOTEYUi 3 IYIIKOBOTO 3a-
JIUMIKY, 3 TPUBOMY YOTO JUTHHY ITPOOIIEPOBAHO.
¥ Bimi 3 poku XJIOMUNK MPUKYCUB SI3UK, KPOBOTEUA
TpUBajia 0 OfHi€l 100m. BaThbku 1O MeandHy 10-
IOMOTY He 3Bepranucs. [Iporsarom ycboro nepiony
JKUTTSL B IMTUHU TOCTIHHO 3'SBJISJINCS TeMaTOMU
o tisy. ¥ Bepecti 2016 poky (aurui 6yJio Maiixke
6 POKiB) XJIOIMMYNK 3HOBY MTPUKYCUB SI3UK, KPOBOTEUA
TpuBaja 10 ABOX i0. BaTtbku 3BepHy/mMCS 110 Me-
JIMYHY JIOTIOMOTY 32 MiCIleM TIPOSKUBaHH. XJIOTTYNK
OTpUMYBaB iH(Y3IiHY Tepariio, aMiHOKAIIPOHOBY,
TPaHEKCaMOBY KUCJIOTY, AUIIMHOH. 3a MicsIlb I0TO-
My IIiJl Yac 3MiHU 3y0iB BUHMKJIA KPOBOTEYA 3 SICEH,
SIKY 3YIUHSIJIN B CTAIliOHAPI 32 MiCIIEM ITPOKUBAHHSI.

Y 1ieHTpi mMaToI0Tii TeMOCTa3y AUTHHI 3p00OIEHO
yci KIIiHIKO-71ab0paTopHi aHali3 , sIKi MOTJIU TTi/I-
TBEPAUTH J[IarHO3 KOATYJI0TaTii: TeMo(isiig Ta XBo-
poba Bimebpana.

[Tokazauku KoaryjorpaMu, KOHIIEHTPaIlisd (hak-
topis VII, VIII, IX, dakropa Bimrebpanma Bij-
MOBiIaJIi BIKOBUM HOpMaM. 3pa30K KPOBi BiJ[ITpaB-
Jgeno no Himeuuwmnu g BuHaveHHs (PaKTOpIB,
AKi He MOKHA OyJI0 BU3HAYUTH B pedepeHc-1abo-
patopii HACJI «OXMAT/AUT». Orpumannii pe-
gysbrar FXIII ctanosus 8% (rHopma — 50-200%).

Y xnomunka € crapia cecmpa K., Bikom 14 po-
KiB, stka B 2016 p. mpoxoania 06CTeKEeHHsI Ta JIKY-
BaHHS Yy Bi/UIJICHHI MJIACTUYHOI Ta PEKOHCTPYK-
TUBHOI MIKPOXipyprii 3i cKapraMu Ha TyXJIMHO-
nozibHe yTBOPEHHS BEPXHbOI TPETUHU IIPABOTO
crerta. /[iBUMHKa TakoX Majia KPOBOTEUY 3 IIyII-
KOBOTI'O 3aJIMIIKY 32 /{BAa TUKHI IICJI HAPOJYKCHHS.
Buxonamm ymuBanH. Y MOAATBIIOMY, KOJA BOHA
royasia XOAuTh, 6aTbKU HEOAHOPA30BO MOMiYain
reMaToOMU B PI3HUX MICISX TiCJs TpaBMaTU3allil
abo camocriiiHo. /lekiibka pasiB Oysu CIIOHTaHHI
HOCOBi KpoBoTedi. /[UTHHY HEOZHOPa30BO 006CTE-
JKyBaJM TeMaTOJIOTH, OJTHAK 3MiH Y KoaryJorpami
Ta KJIiHIKO-/1ab0paTOPHUX aHAJi3aX HE BUSBUJIM.

it — KpoBHi poauyi, HAPOAKEHI BiJl OZHUX
GaTbKiB. Y Matepi BaritHocTi — 6e3 maToJIoril,
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(isionoriuni MOJIOTH, YCKJIJHEHDb y TIOJOTaxX Ta
micJsIoIoroBoMy Tiepiozi He Oyiio. [litu pocim i
PO3BUBAJIMCS Bi/IMOBIHO /10 BiKY.

Y 2016 p. piBuuHKY TpoonepyBaIu 3 MPUBO-
NIy BUJAJEHHS MiKM SI30BOi TeMaTOMU Yy BEpPXHill
TpetuHi crerHa. Ilepes ormnepaili€elo AUTUHI BU-
KOHa/M Taki awHami3m. Koarymorpama: axTuBO-
BaHUI YaCTKOBWIT TPOMOOILIACTUHOBHII Yac —
33,8 ¢; mporpombiHoBuMii yac — 15,5 ¢; TpoMOIHOBUIA
yac — 13,7 ¢, ¢ibpunoren — 3,3 1/J1; a TaKOX
dakropu 3ropranns kposi: VW:Rco — 60%;
FII — 108%; FV — 103%; FVII —
89,5%; FVIII-108%; FIX — 81,2%; FX — 93%;
ATIIT — 110,6%; piBHI aHTUKOATryJSHTIB: TIPO-
tein C — 84,4%; nporein S — 86%; Bu3HaUYeHHS
arperaitii tpom6onutiB 3 AJ[MD Ta pucTorernHOM —
y Hopmi. Omepartiiss mpoiinia ycmimuo. OmpHak
Ha Apyry n00y Iicjs omepaiii 3'aBUINCS BeJUKI
TeMaTOMM B MICIi TPUJIETJINX TKAaHWH, TiCsoTe-
pamiifinoi paHu Ta B AiJISTHIN 30BHIMIHIX CTaTEBUX
opradis. Ilicsistoneparifina 1moB’si3ka HaCKPi3b MPo-
c4KJa reMopariuHuM BMicToM. JIiKyBajin remocTa-
TUYHUMU TIpenapaTaMu, OlHAK CTaH JiBUMHKHU T10-
TipIuUBCs, PO3BUHYJIACS TTOCTIeMOopariyHa aHeMist
3 remorsiobinom 60 1/, 3 TPUBOAY YOTO AUTHHI
BUKOHAJIM IIePeJUBAHHS €PUTPOLUTAPHOI MaCH.
Takox HEOZIHOPA30BOTO ITPOBOAMIIN HEePeUBaAHHS
CB1K03aMOPO’KEHO]1 TJ1a3MU, ITiCJAd YOTO CTaH /M-
TUHU TIOJIIIINABCS, a paHa 3aroijacsl NepBUHHUM
HATATOM.

JIBa MicsIii OTOMY IUTUHY OOCTEKUJIN B Jia-
6oparopii M. Bepaina: FXII — 83%, FXIII —
HIKYE 4%.

Hapasi gitu 3 11i€i ciM'i Tpu MaCUBHUX KPOBO-
Teyax OTPUMYIOTH CBI’KO3aMOPOIKEHY TIIa3My Ta Te-
MocTatnuHi penapaTtu. CTaH giTeii 3a/J0BiTbHUI.

Oo6roBopeHHst

®axrop VII (FVII) — upokonBeprtuH,
€ Bitamin K-3anexxamMm ¢GakTOpOoM, YTBOPIOETH-
ca B remartonutax. Voro cepeHs KOHIEHTpAILis
y kposi cranoButh 0,03 mMrmonp/miu. Ile —
a-T00y i H, mpodepMeHT (ITpoTeasa), IKUil pasoM
3 FIII i Ca2* aktuBye FX 110 30BHINTHBOMY TILJISIXY
3ropTafHsg KpoBi. TakoX y KOMILIEKCi 3 TKaHWH-
HuM akropom FVIIa akrusye FX i FIX tpomGiH,
1110 6epyTh ydacTh y rerepaitii Tpom6iHy. CriaiKoBuit
nedinmut (axTopa TEpellaETbhCs  AYyTOCOMHO-PeEle-
CUBHUM IIUIIXOM YCHAJIKyBaHHs. BUKINKaeTbCS My-
TaiisiMu reHa F7, posrammoBanoro Ha xpomocomi 13
[4,6]. dedimut FVII € naitvacTimum posiazom
KOaryJisilii i CTaHOBUTH MPUOJIM3HO TPETUHY BCiX

PII3K [8].
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KAIHIYHWMIM BUTTAAOK

Kniniuno 3amigospiosaru aedinur FVII caig
pU  PEIUIMBHUX KPOBOTeYaxX i KPOBOBUJINBAX,
SIKi BUHMKAIOTh CIIOHTAHHO 200 BHACJIIOK TPaB-
mu. Hattuacriire 11e — cJin30Bi KPOBOTEYi: HOCOBI,
sICEHOBI, MeJieHa ab0 TeMaToxe3ist, reMaTypisi, psic-
Hi Ta TPUBaJi MEHCTPyasJbHi KPOBOTEUi, CIIOHTAH-
Hi TeMaTOMM M’ SIKUX TKaHWH Pi3HOI JIoKami3artii i,
SK TIPABUJIO, HETTPOTIOPIIiiHI TpaBMmi [3]. Y mesaxux
MAIIEHTIB 30BHIIITHI CUMIITOMU KPOBOTEUI MOXKYTh
OyTH BIJICYTHIMU, TIOMIpHUMH ab0 TIOTEHIIIHO
TSUKKUM, 1HOMI — HeOe3MeuHrMHU /IS JKUTTS, sIKi
NAI0Th YCKJIQ[HEHHS BXe B AUTUHCTBI [7]. Kpo-
BOTEYi B IIEHTPaJIbHIIl HEPBOBIil cucTeMi Ta remMap-
TPO3, 3a JMaHUMU JHTEPaTypH, CIIOCTEPITAIOTHCS
B 16—18% xBopux [1].

Kniniuyny HacTOpOKEHICTh CJIiJl MAaTH JIKapIo,
AKIO BiH BiJ[I3HAYa€ B HOBOHAPOJKEHOI JAUTUHU
AHOMAJIBHY KPOBOTEUY 3 KYKCH ITyTIOBUHU.

®axrop FXIIT — ¢ibpun-crabinisyounii dhak-
TOP, 110 YTBOPIOETHCS B TEMATOIMTaX i TPOMOOIIH-
Tax. Moro cepeiast KOHIEHTpAILis Y KPOBi CTAHOBUTD
0,1 mxmosb/Mia. Ile — B-rmobyiain, npodepmeHT
(tpancrmortaminasa). [lett mpocdepmen smuBae o iy
JIaHIOrK (hiGPUHY, IO IPU3BOAUTD 0 GLJIBII CHJIb-
HOTO 3TYCTKY 3 OLIBIIONI0 CTIHKICTIO 10 GiOpUHOIIIZY
[4] FXIII-A cunTe3yeTbcs B KIITMHAX KiCTKOBOTO
Mo3ky, a FXIII-B — y remarorurax. CriagkoBuit
nedinmuT akTopa TepenacTbes ayTOCOMHO-Perie-
CUBHUM IIJISIXOM YCIQJIKyBaHHS. BUKJIMKaeTbCs
myTatisimu reda FXIII, posraioBaHoro Ha Xpomo-
comax 6 Ta 1. [lommpenicts gedinuty FXIII cepen
nacesiens cranoBuTh 1 Ha 2000000 nacenenns [1].

Kuiniuni 1posiBu B GiIbIIOCTI BUNAAKIB 1TOB's-
3aHi 3 reHetnyHuM BapianTom FXIII-A i mposs-
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JIAIOTBCST 3aTPUMKOIO 3aTOEHHSA PaH, HaJAMipHUMU
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TOMH, 1[0 TPUBAJIO 30€PIraioThCsi B HEOHATATHBHOMY
nepiozi [1].

BucHoBku

Ha cporoamni jikapi He BUSIBJISIIOTH AOCTaTHbHOI
HACTOPOKEHOCTI TMOA0 PiAKICHUX (DaKTOPIB CH-
CTeMM 3rOpTaHHS KPOBi came yepe3 HU3bKY 4acTo-
Ty nux ¢akropi. OgHak ciix mam’srati, 1mo 6e3
BU3HAYEHHS BMicTy (aKTopa 3TOPTaHHS KPOBI
HA/I3BUYAHO CKJIQIHO TIOCTaBUTU TPABUJIbHUI
JIiaTHO3; a 11e, CBOEIO Yeprolo, Moxe CHPUYMHUTH
HebaskaHi yCKJIaHEHHS, sIKI MOJKYTh 3arpOsKyBaTh
JKATTIO Halll€HTa.

AKm1o B npakTuili Jikaps 3yCcTpiuaroThesi XBOPi
3 FeMOpariyHUMU MPOSBAMU Y BUTJISIII 4ACTUX KPO-
BOTEY 3i CJIM30BUX OOOJIOHOK, CIIOHTAHHUX KPOBO-
BUJIMBIB Yy M'SIKi TKaHWHHU, TeMapTpPO3iB, PSICHUX
MeHOparii, sgKi MPU3BOAATH J0 TAKKOI MOCTTEeMO-
pariuHoi aHemii 3 IepeJiMBaHHSIM KPOBi, TO Taki
XBOpi 000B’I3KOBO MOTPEOYIOTH CITeIiali30BaHO-
ro 00CTe)KeHHsT Ha BU3HAYEHHsI BMICTy (DaKTOPiB
3rOpTaHHS KPOBI.

[adopmarttia mpo KJIIHIYHI BUMAJAKA MAE MO-
TUBYBAaTU JiKapiB /0 JAIarHOCTUYHOTO TIONIYKY B
CKJIQJTHUX CUTYAIlisIX 32 HAABHOCTI B TAIliEHTA Te-
MOPariyHoOro CUH/IPOMY.
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