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XBopoba Binnebparaa (VWD) ctaHOBUTE Cepro3Hy MeandHy npobnemy. Xinku 3 VWD maioTb B 1,5 pasa BuLLMiA pranK NiCASNoN0roBoi KpOBO-
Tedi, YacToTa AKOi B TakMx XBOPUX KOAMBAETLCA B Mexax Bif, 40% 0o 60%.

MeTa — npoaHaniaysaTti 0cob6AMBOCTI NPOdINaKTIKM akyLIepPChKOi KpoBOTeu Yy XiHOK 3 VWD Ha npuknaj KiHiYHOro BUNaaKy.

3MiHHWIA xapaktep dakTtopa Binnebpanga (VWF) i daktopa VI nig 4ac BariTHOCTI CROHyKae A0 PETENbHOrO OOCTEXEHHSA BariTHMX XIHOK
i3 VWD MynsTMANCUMMIIIHAPHOK KOMaHA00 3a y4acTio akyllepa-riHekonora, remMarosiora, aHeCTesionora Ta iHWmx CreuianicTiB y 3aknanj 0xo-
POHM 300pOB’a Il piBHA NeprHaTanbHOI A0NOMOI AN HanbiNbL BiANOBIAHOIO NiKyBaHHS NPKX PO3POAXKEHHI Ta B NICASNONOrOBOMY Nepioaj.
Y nnaHyBaHHi PO3POAXKEHHA AOLUNbHA NiArOTOBKA A0CTATHBOI KiNbKOCTI MpenapartiB KPOBi Ta reMOCTaTUYHMX NiKapCbknx 3acobiB. XKiHKK
3 VWD mMatoTb NiaBULLEHNIA PUBKK NICASNONOroBOI KPOBOTEYI, 06CST | cknam, iHpY3iMHO-TpaHCY3iNHOI Tepanii 3anexars Bif, 06'emMy KDOBOBTpa-
™. MpodinakTvika sk paHHbOI, Tak i Ni3HbOI NICASNON0roBOI KPoBOTEY NOTPEbYE MeAMKaMeHTO3HOI Tepanii 3 BUKOPUCTaHHSM YyTEPOTOHIYHIX
3ac006iB, iHAYKTOPIB BMBINbHEHHSA dakTopa VIII i VWF, aHTudiGprHoniTViKiB, Nopsaa, i3 TpaHchy3inHOI0 Tepanieto, Lo crnpuse Hopmasisauji koary-
NAUIMHOrO reMocTasy | BIGHOBMIEHHIO 3araibHOro CtaHy nopoaini. IHpy3inHo-TpaHCcOysiHa Tepanisd, remocTatnyHa Tepanig TpaHekCaMoBOIO
KMCNOTOIO, KBanidikoBaHa TeXHIKa BMKOHAHHA ONepaTMBHOrO PO3POLXEHHS LUNSAXOM KECapeBOro PO3TUHY 3 BUKOPUCTAHHAM aproHO-nnasmMo-
BOI Koarynauji Ang remoctady gae sMory 36eperti AITopoaHy GYHKLIO B XiHkv 3 VWD npu akyLlepChkild KoarynonartuyHiin KpoBoTeui.
JocnioXeHHa BMKOHAHO BIANOBIAHO 40 OCHOBHMX MNONOXeEHb [€/1bCIHCEKOT AeknapaLli. Ha npoBeAeHHA AOCNIMKEHHA OTPUMAHO 3rofy NaLieHTKN.
ABTOPY 3asBNSOTb NPO BIACYTHICTb KOHDANIKTY IHTEPECIB.

Kniouosi cnoa: xsopoba BinnebpaHaa, iHhysiiHo-TpaHCcdysiliHa Tepanis, nicngnonorosa KpoBoTeya, koarynonaris.
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Von Willebrand disease (VWD) is a serious medical problem. Women with VWD have a 1,5-fold increased risk of postpartum bleeding, the fre-
quency of which ranges from 40% to 60%.

Aim — to analyse the features of prevention of obstetric bleeding in women with VWD on the basis of a clinical case.

The fluctuating nature of von Willebrand factor (VWF) and factor VIII during pregnancy prompts a thorough examination of pregnant women with
VWD by a multidisciplinary team involving an obstetrician-gynaecologist, haematologist, anaesthetist and other specialists at a health care faci-
lity of the third level of perinatal care for the most appropriate treatment during delivery and in the postpartum period. When planning a delivery,
it is advisable to prepare a sufficient amount of blood products and hemostatic drugs. Women with VWD have an increased risk of postpartum
bleeding, and the volume and composition of infusion and transfusion therapy depends on the amount of blood loss. Prevention of both early
and late postpartum bleeding requires medical therapy with uterotonic agents, factor VIl and VWF release inducers, antifibrinolytics, along with
transfusion therapy, which helps to normalise coagulation hemostasis and restore the general condition of the postpartum woman. Infusion and
transfusion therapy, haemostatic therapy with tranexamic acid, and a qualified technique for performing surgical delivery by caesarean section
using argon-plasma coagulation for haemostasis allowed preserving the fertility of a woman with VWD with obstetric coagulopathic bleeding.
The study was performed in accordance with the main provisions of the Helsinki Declaration, and the patient's consent was obtained.

The authors declare no conflict of interest.

Keywords: von Willebrand disease, infusion and transfusion therapy, postpartum haemorrhage, coagulopathy.

Bctyn Ho moBHMH nedirut VWFE — tun 3, axuii € Haii-

Biste6bpanmga (VWD)  —  Oinbin piakicauMm, 3 meHmn Hixk 1% Bunaakis [8].

XBOp06a

HallyacTilnii ayTOCOMHO-CIAJKOBUI PO3-
JIaJl CUCTEMH TeMOCTa3y, CIPUYMHEHUH KijbKic-
HuMKM abo skicHuMu gedexramu (axropa Bi-
nebpanna (VWF), Oiska, skuil criipusie arperarii
Ta aaresii TPOMOOLMTIB y MICISIX YIIKOKEHHS
eHzoTemito cyanH i neperocuth dakrop VIII y
mia3mi kposi. VWD nofiisigeThcd Ha TPU OCHOBHI
KaTeropii: yacTKOBUM KijbKicauit gedpinqur VWF —
tun 1 (70-80% Bumnazakis), sKicHi aHoMauIii
VWF — tun 2 (15-20% BumazakisB) Ta npakrnd-
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Tun 2 noginsgerbes Ha 4 BapianTHI miatunu (2A,
2B, 2M, 2N) BianosizHo 1o derorumy (tab. 1).

ITpu VWD pisesb VWF wmoxe Oyt Haato
Hu3pkuM (VWD tun 1), Bincytaim (VWD tum 3)
a6o mauchynkmionanpanM (VWD Tunm 2), mo
MIPU3BOJIUTD /10 3HWKEHHS akTUBHOCTI VWE

Hna omintoBanust VWD Bu3HaualTh KiJbKic-
Huii Bmict VWE focmiKyioTh pUCTOIETUH-1H-
JIYKOBaHy arperaiito TPOMOOIMTIB i aHTUTE€HHY
ctpykrypy VWE nos’a3anoro 3 ¢daxropom VIII
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Tabuys 1

HacnigyBaHHS, NOWMPEHICTb i CXUJIbHICTb A,0 KPOBOTEY y Naui€HTIB i3 xBopo6oio BinneGpaHpa [8]

Tun Tun MowmpeHicTb CXUnbHiCTb
i niaTun VWD HacnipyBaHHS y nonynsauii A0 KpoBoOTEeY
1 AYyTOCOMHO-A0MIHAHTHUI o 1% Big nerkoi 0o cepeaHboi
AYTOCOMHO-A0MIHAHTHUI . . .
2A (a60 peLecHBHUIN) Pinka HenocTinHa, 3a3Bu14an cepenHs
2B AYTOCOMHO-A0MIHAHTHUI Pinka HenocTinHa, 3a3Buyarn cepeaHa
AYTOCOMHO-A0MIHAHTHUI . . .
2M (a60 peLecyBHMi) Pioka HenocTinHa, 3a3Bunyan cepeaHa
2N AyTOCOMHO-PELECUBHUM Pinka HenocTivHa, 3a3B14an cepenHs
3 (Taxka popma) | AYTOCOMHO-PELECUBHUIA Bin 1:250 000 Burcoka (Taxki KpoBOTEHI)
0o 1:1000 000

Busnauenna arperaiiii TpoMOOIMTIB i3 pucCTOIE-
TUHOM Yy IJIa3Mi 3aCTOCOBYIOTH JIJIsI KiJIbKiCHOTO
oninioBanHga VWE Bcranossiena sinifiHa 3ajex-
HICTb MIXK CTYIIEHEM PHCTOIETUHOBOI arperaitii
i kispkicTio VWE B ocHOBI MeToy JIeKUTh 3/1aT-
HiCTh aHTHOAKTEPiaTbHOTO 3aco0y PUCTOIETHH
ctumyJioBaTu in vitro B3aemojito VWFE i3 tpom-
6onrapHuM ririkonporeinom Ib. ¥V Ginbmiocti Bu-
najikie mpu VWD 1nopyniyerbest puctoleTu-io-
JlyKOBaHa arperaifiss IIpu HOPMaJbHIiil BiIIOBi/I
Ha BB agenosunaudocdary (ALD), konareny
i agpenaniny [4]. VWD tun 1 xapakrepusyerbcs
He3HAUYHUM 3HWKEHHSIM PHUCTOLETUH-KO(aKTop-
HOI arperaiii TpPOMOOIUTIB i KOAryJIsTHTHOI aKTUB-
Hocti (pakropa VIII npu HopmasibHiil Makpomosie-
KysgpHii ctpyktypi VWE [9].

Ocuogni cumnromu VWD BKJII09ai0Th KPOBO-
Tevi, 30KpeMa HOCOBY KPOBOTeUY, KDOBOTEUY 3 SICEH,
JierKe YTBOPEHHSI CUHIIIB, TPUBAJLy KPOBOTEUY 3 He-
3HAYHUX TOPI3iB 1 MicJsA TPaBMHU, & TAKOK CIIPOBO-
KOBaHy KPOBOTEUY IIiJl 4ac XipyprivHOTO BTPYyYaH-
H Ta iHIIUX 1HBa3WBHUX Tpoleayp. Xouya VWD
OJIHAKOBO YaCTO CIIOCTEPITAETHCS SIK Y YOJIOBIKiB,
TaKk i B JKIHOK, JKIHKM TIAI0ThCST OiTbIIOMY
PU3WKY KPOBOTEY, MOB’SI3aHUX 13 MEHCTPYAaIli€lo,
BariTHICTIO Ta moJjioraMu. Pa3oMm i3 TUM y Malli€eHTiB
31 3HAUHWM 3HWKEHHIM aKTHUBHOCTI akTopa
VIII moXyTh BifizHAyaTHCS TeMaTOMH, TeMap-
TPO3U Ta OCTEOHEKPO3U, IO JOBEIEHO HU3KOI0
JIOCJTI/IKEHb TTOPIBHSIHO 31 37I0DOBUMM KOHTPOJIb-
Humu ocobamu [5]. Kinkam i3 VWD sazexHo
BiJl TUIy 3aXBOPIOBAHHA Ta HOTO TSKKOCTI MO-
Ke 3HAL0OMTHCS NMPOdIIAKTUYHE JIKYBaHHS IS
3armobiraHHss MAaTKOBUM 1 aKyIIepChbKUM KPOBO-
Teyam.

Ipyma xposi 3a cucremoro ABO moxke Bimirpa-
BaTH BaskJIUBY poJib. Ocobu 3 rpynoio kposi 0 (1)
4acTo MaloTh HUKYKI piBenb VWE, HixK nalienTn
3 rpynmamu A (I1); B (I11) i AB (1V). lle o3nauae,
o kiakn 3 VWD i rpynoto kposi 0 (I) moxxyTb
MaTu MacuBHi KpoBoreyi [1,8,9].
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Kinku 3 VWD maiots y 1,5 pasa Burmii
pusuk tmicasgmnosiorosoi kposoredi (IITIK), vacro-
Ta K01 B TAKUX XBOPUX KOJIMBAETHCS B MEXKaX Bijl
40% no 60%. IIIIK acomioeTbest 3 MiBUIIIEHUM
PU3WKOM 3HAYHOI MaTePUHCHKOI 3aXBOPIOBAHOCTI,
30KpeMa, 3 IBUINEHUM PHU3WKOM ITiCJISTIOJN0-
roBoi jgenpecii, gedinuty 3amisza it anemii, 36i1b-
IIEHHSAM TPHUBAJOCTI HepebyBaHHS B aKyIIepCh-
KOMY CTaIfioHapi, MOPYIIEHHSAM JIaKTallil, a TaKOXK
i3 MifBUINEHUM piBHEM MaTePUHCHKOI CMepT-
Hocti. B Ykpaini Hapasi HeMae€ YMHHOTO CTaH/ap-
Ty MEJAMYHOI JIOTIOMOTH TIOJI0 Be/ICHHS MAIliEHTIB
i3 VWD. Orxe, KIiHIYHUHA TAXia MOXKe Biapis-
HATUCS B PI3HUX aKyIIEPChKUX 3aKJIA/[aX OXOPOHU
3nopos’s [6,8,10].

Mema nocnigkeHHsS — TIpoaHaIizyBaT 0co0-
JUBOCTI TPOMITAKTUKN aKylIepPCbKOT KpPOBOTeUi
y s)kiHOK 3 VWD Ha npuksiajii KIiHiYHOTO BUTIA/IKY.

HociaxenHss BUKOHAHO BiATIOBIIHO 0 IIPUH-
nuniB lesnbcinebkoi pexsapattii. Ha nmpoenenns
JOCJTIKeHb OTPUMaHO iHPOPMOBAHY 3TOY KiHKH.

KniHiyHuia BUNapok

ITepwopodinns I1., 1989 poxy Hapo/KeHHs, 3
peryJsapHUMHU TlepeliMaMu Ta CKapramMu Ha Iij-
TIKaHHA HaBKJOMJIITHUX BOJ JIOCTaBJICHA /IO aKy-
mepcebkoro Bijisenns KII «Perionanbunii meind-
HUI IEHTP POJMHHOTO 310POB’s» [[HiTTpOneTpoBCh-
Kol objacHoi paam 3 miarHo3oMm <«I BariTHiCTB,
37 tuxHiB. TonoBHe nepeiexkanyd. | mepiox 1mo-
JoriB: jateHTHa (pazay. CynyTHINH [iarHO3 —
«XBopoba  Bimnebpanza. Xsopoba  Jlerra—
Kanbee—Ilepreca. /[BobiuHmit KokcapTpo3 1—2-ro
CTyTIeHs 3 opyIieHHaM GyHKIlii. OcTeoma J1iBoro
crerna. [lommpennii ocreoxoHapos xpedra. Cum-
dizut. [udysHuii 300, eyTrpeoss.

Comamuunuii anamrxes. Y TNTUHCTBI XBOPija Ha
KOKJIIONI, BITPSAHY BicIly, TlepeHecja OCTeOHEeKPO3
roJiiBKu JiiBoro crerta (xsopoby Jlerra—Kanbse—
[Tepreca). ¥ 1996 p. mpoBesena onepaitis 3 Mpu-
BOJIy HEKPO3Y TOJIIBKM JIIBOTO CTETHA, MiCJsd 40-
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Tabnuys 2

MoKa3HUKN CUCTEMMU 3ropTaHHA KPOBi B TEPMiHi 7 TUXKHIB BariTHOCTi

HavimeHyBaHHSA AOCNiA>KEHHS PesynbraTt PedepeHTHi 3Ha4yeHHs
MpoTpOMOIHOBUIA Yac, © 16,3 1,5-14.6
MpoTpoMOiH 3a Keikom, % 83,4 80-115
MixHapoaHe HopMasni3oBaHe BiHOLWEHHS 1,2 1,0-14
AKTVBOBAHWI 4aCTKOBWI TOOMOOMNACTMHOBUIA Hac, C 31,4 22-32
TpomOGIiHOBWIA Hac, C 15,9 15-18
P0O34YHHI GI6PVHMOHOMIPHI KOMANEKCH, /1 5,5x102 [o 3,5%102
ETaHonosun tect HeratuBHUI HeratBHUI
DibprHOreH, r/n 3,3 2-4
KinbkicTb ToOMOOLMTIB 210,0x109/n 170-400x109/n
Aaresis ToomoouunTia, % - 20-40
CnoHTaHHa arperauis TpoomMoéounTie, % 3,2 0-20
PeTtpakuia 3ryctka kpoBi, % — 48-64
EyrmoOyniHoBWiA N1i3nC, XB 170 150-300
Xll-a-3anexHum nisnc, xs 6 5-1
AHTUTPOMOGIH I, % 122 80v120
AyToKoarynauiiHnin Tect 10-xBUANHHNA, % 100 100
AKTUBHICTb (pakTopa 3roptaHHaA VNI, % 74 50-200

rO PO3BUHYJACh OcTeoMma JiBoro crerHa. Cymyt-
Hiit niarao3 «VWD BcranoBieno y Birli 12 pokiB
y Y «Incturyr remarosiorii ta TtpaHcdysio-
gorii. HAMH VYkpaians. ¥ 2001 p. nposenena
ToH3ujaekToMist, y 2005 p. — XOJIEIUCTEKTOMis,
6e3 yckianaaenn. Ipyma kposi — 0 (1), pesyc-dak-
TOP MO3UTUBHUI i3 TTOCIa0meHM D-aHTHTEeHOM.

AKyuepcoko-2inexonozivnuil - anamues:.  MeH-
crpyarii 3 14 pokis, TpuBaiictio mo 2-3 n006w,
gyepe3 28 nib, peryssiphi, nomiphi. iHekosoriu-
Hi 3aXBOpPIOBaHHS 3alepeyye. 3 IPUBOAY Iiep-
moi BariTHOCTI JKiHKa OyJia Ha CIOCTEPEKEHHI B
JliKaps-akyniepa-TiHeKoJioTa 3 TepMiHy 9 THKHIB.
ITlin yac BariTHOCTI BiiBijyBaja Jikaps pery-
JIIpHO, OOCTeKeHa 3TifHO 3 HakaszoM MiHicrep-
cTBa oxoponu 310poB’st Ykpainu Bix 09.08.2022
Ne 1437 «Ilpo 3aTBepmkentss CTaHgapTiB Mean4-
Hoi gornomorn «HopmasibHa BariTHicTb». Ilepebir
BariTHOCTI ycKJaaHeHnii B 11 THIKHIB TOCTPOIO pe-
cipatopHoo iH(EKITE, TOCTPUM PUHOMAPUH-
ritom, y Tepmini 16—17 TKHIB — 3arpo3jmBuM
aboprom, a 3 20 TUKHIB — recTalliiiHOIO apTepiaib-
HOIO Tineprensiero 6e3 3HauHOI mpoTeinypii. Ju-
HaMiyHe  CIOCTEpeXeHHS  JiKaps-TeMaToJio-
ra BKJIIOYAJ0 KOHCYJBTAIlil B Tepminax 7, 13, 27
Ta 33 THKHI BaTiTHOCTI, 03HaK KPOBOTOYMBOCTI He
BUSIBJICHO, 3arajlbHUil CTaH 3ajuInaBcs cTabijib-
HUM, TTOKa3HUKHU KOAryJjorpaMu KOPEKIlii He To-
TpebyBasu (Tabi. 2).

[MTokasHuky arperaiiii TPOMOOIUTIB i3 pUCTOMI-
mmuHoM T1a A/[D y Tepmini 7 THXKHIB BariTHOCTI,
OTPUMaHi 32 [IONIOMOIrOI0 aHaji3aTopa arperaiii
tpombGonuTis AP 2110, HaBemeHo Ha pUCYHKY 1.
Pesyssratu 00CTEKEHHST TIPEICTABIECHO Y BUTJISI
KPUBHUX, IKi BiZloOpaskaioTh 3MiHH B 3CiflaHHI KPOBI
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3aJIeKHO Big yacy abo KOHIIEHTpAIli peareHris,
1O JIa€ 3MOrYy OIIHWUTUA IIBUJKICTb 1 CTYIiHb
arperaitii Tpom6oruTis [9]. 3 peareHTOM pHCTOMI-
IIMHOM arperaitist TPOMOOIUTIB BicyTHsI (puc. A),
a 3 pearentoM A/ — HesHauHa Tireparperaiis
(puc. b).

Y xinok i3 VWD pekomeHi0BaHO iHAMBiNY-
aJIBHO OIIHIOBATU PU3WK KPOBOTEYi, BPAXOBYIOUN
KJAiHIYHUM fiarHo3 Ta aHamHe3, y III Tpumectpi
BariTHOCTI JIOIIJIBHO TE€PEeBIPUTH PIBHI aKTHUB-
Hocti VWF i dakropa VIII pist Bubopy mertomy
aHecTe3il I PO3POKEHHS, OJHAK ILOTO HE 3PO-
6JICHO B HaBeICHOMY KJIiHIYHOMY BUTIAAKY. Bubip
METO/Iy PO3POJKEHHST O0YMOBJIEHO KOHCYJIBTa-
TUBHUM BUCHOBKOM JIiKapsi-OpToOTe/la-TpaBMa-
tosiora «/[BobGiunuil KokcapTpo3 1-2-to crymneHs
3 MOpYIIeHHSAM (YHKIIII», TOMY PEKOMEH/I0BAHO
IIJIAHOBE OTIepaTUBHE PO3POJIXKEHHS IIJISIXOM Keca-
PEBOTO PO3TUHY.

Ha momeHT HanxopkKeHHS 0 aKyIIepChbKOTo
Bi/I/IIJIEHHST TIEPIIOPO/IIJIIIIO OTJISTHYTO KOHCHUJITY-
MOM, TIPOBEIEHO KaTeTepusallilo TPhoX repude-
PUYHMX BeH, BBEJEHHSI C€YOBOTO KaTeTepa, aHTH-
GakTepiajbHy IepuolepaliiHy 1poditakTuKy
neasominom 2,0 T BHyTPIllTHbOBEHHO.

Pesynomamu  nabopamopnux — 0ociioxcenb
0o onepauii. 3araJbHUIN aHaAJIi3 KPOBi: TeMOTrI006iH —
123 r/n, epurporuru — 3,93x1012/71, TpoMbOIIH-
™ — 222x109/71, nefikorutyn — 12,18x109/11, re-
matokput — 34,4%. Koaryiorpama: mporpombi-
HOBUI yac — 12,9 ¢, BicOTOK TPOTPOMOIHY 32

Ksikom — 98,7%, MixHapojHe HOpMasi3oBaHe
Bignomennss — 0,97, ¢ibpunoren 3a Kraycom —
4,33 T1/n. DbioximiuHe [OCTi/DKEHHS — KPOBI:

asmaninaminoTpaHcdepasa (AnAr) — 31,7 On/x,
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F

A)

Pearent: pucrominus, Mr

Konnenrpanis: 2,0 MM

Crymnins arperaii (%): 5,0

Yac arperauii (xB:c): 1:3

HIBuaxicts 3a 30 ¢ (% xB): 6,4

Kinpkicts TpoMOonuTiB (THC./MKI): 197,0
®axrop Bimnebpanna (%): 48,9
Aepecayis giocymmus

B)

Pearent: AJI®, MM

Konnentparmis: 2,0 MxM

Crynins arperauii (%): 84,1

Yac arperauii (xB:c): 9:19

Buakicts 3a 30 ¢ (% xB): 44,8
Kinskicts TpomMOonuTiB (THC./MKIT): 224,4
®axrop Bimnebpanna (%): 207,8
Hesnauna cinepacpezayisn

Puc. [locnioxeHHs arperauiiHoi akTMBHOCTI TPOMOOUUTIB

acmaprtataminorpancdepasa (AcAr) — 37,8 On/7,
sarajgbHuit 610K — 67,4 v/71, amsbymin — 39,6 r/,

CEeYOBUHA 5,0  MMoOsIb/JI, KpeaTuHiH —
72,5 MKMOJIb/JI, 3arajbHuii  Oimipybin = —
10,7 mmomw/i, anbha-amisaza — 103,0 On/u,
ayxk#Ha (ocedarazsa — 125,0 Op/n, marmiin —

0,82 MMomb/n1, TaMMa-TIyTaMiHTpaHchepaza —
19,0 On /.

[Tix engoTpaxeabHUM 3HEOOTIOBAHHSIM TIPO-
BeJleHO YPTeHTHWH KecapiB po3TuH (Xipypr —
k.MenH. [Tysiit O.M.) po3pizom repenboi 4yepes-
Hoi ctinku 3a [IpannenmnrTimrem, po3pizom Ha MaTITi
3a IycakoBum. Ha 2-i1 xBuinHi 3 noyaTky omnepa-
11il BUJIY4€HO KUBY JIOHONIEHY JIIBYMHKY 3 MACOIO
tizta 3700 1, 3pocToM 54 ¢M, 3 OI[IHKOIO 3a IIKAJI0I0
Anrap Ha 1-it xBusinHi Ta Ha 5-i XBUJIMHI 110 7 6a-
giB Bignosigno. /g npodinaktuxu [TITK posmis-
Jii BHYTPIIIHBOBEHHO BBeeHO KapOerora 100 mr
1 mut. IlnaneHTy BUJIy4YeHO TPAKILI€0 3a TyTOBUHY,
poamipom 21,0x16,0%2,0 cMm, Baroio 660,0 . Mart-
Ky BUBE/ICHO 3 4YepeBHOI MOpOKHUHU. Po3pi3 Ha
MaTIli YIIUTO OJHOPSZHUM BiKPUJIOBUM IIIBOM. 32
pe3yJabTaTaMU pPeBi3il opraHiB MaJjIOTO Ta3a Ha Iie-
pe/iHill CTiHIT MAaTKH, CEY0BOMY MiXyPpi, ITapieTasb-
Hil ouyepeBWHI BU3HAYEHO MHOKMHHI TeMaro-
MU MaKCHMaJIbHO PO3MIPOM JI0 2 CM Y JliaMeTpi.
TemocTas mpoBeseHoO 32 10TIOMOTOI0 AprOHO-T1/I1a3-
MOBOI KoaryJsiiii. JJ1si KOHTPOJIIo reMocTasy 3po-
GJICHO J[PEeHyBaHHSI YEPEBHOI MOPOKHUHK Yepe3
MpaBy KOHTpAmepTypy. 3arajbHa KpPOBOBTpPATa
cranoBusa 1400 mi1. 3 MeTOtO JIiKyBaHHS KOAryJio-
MMaTUYHOI KPOBOTEYI MPOBE/IeHO iH(DY31HO-TpaHC-
(dysiiiny Teparmito i3 3acTocyBaHHSM 36ajaHCco-
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BaHUX KPHUCTAJOI/iB, KOJOIIIB, €PUTPOIUTAPHOI
MacH, CBI’KO3aMOpPOKEHOI IIJIa3MH Ta Kpiolpe-
LU TATY.

Y nicagamnosoroBoMy Iepiojli TpoBeleHO aHTH-
GakTepiasbHy, FeMOCTATUYHY, aHAJITETHYHY, yTePO-
TOHIYHY Tepairiio, IpopiIaKTUKY TpPoMOoeMOo,Iiu-
HUX YCKJIAQJHEHb i3 BUKOPUCTAHHIM HU3bKOMOJIE-
KYJISPHOT'O rellapuHy.

Jabopamopni noxasnuxu na uemsepmy 00-
Oy micas nonozie. 3araJbHUN aHAI3 KPOBi: TeMO-
rio6in — 144 r/n, epurporutu — 4,54x1012/x,
TPOMOOIUTH 203x109/n,  JneiKoIuUTH
7,9x109/n, rematokput — 42,1%. Koarysorpa-
Ma: mporpombiHoBuil wac — 13,2 ¢, BiACOTOK
nporpombiny 3a Ksikom — 95,0%, MmixkuapoaHe
HopMasizoBane Bignomenuss — 0,99, ¢ibpuHoreH
3a Kmaycom — 4,4 /71, akTUBOBaHUI YaCTKOBUH
TpomboracTuHOBMiT yac — 23,4 c. Bioximiune
nocimkenass kKpoBi: AmAT — 6,8 On/n, AcAt —
28,8 O/, 3aranbhuii 6i0k — 66,2 1/71, anpdy-
MiH 39,6 1/71, ceyoBuHA 3,6 MMoOJIb/ 1,
kpeatuHin — 60,1 MKMOJb/JI, 3arajbHUil Oisi-
py6in — 10,4 Mrmousb/i1, anba-amisaza —
105,6 Om /.

3a pe3yJbTaTaMy MaTOJIOTO-aHATOMIYHOTO J0-
CJIJIKEHHS TIOCJIly BUSBJIEHO HEIOBHY MaTe-
PUHCHKY Masibliepdy3ito: Tinepriasid IJaieHTn
(maca — 660 1, mpu HopMmi 500 1), TprUCKOpeHe Iu-
(dhepeHIioBaHHs BOPCUH, TPOMOOTHYHA BaCKYJIO-
marist B OMOPHUX BOPCHHAX, 00JIiTepaliiiiHa aHrio-
TaTisd, YUCJAEHHI TIceBIOIHMAPKTH Pi3HOI JaBHUHU.

Ycxkmnanuennb nepebiry MiCJISITIOJIOTOBOTO
nepiony He BusiBneHo. [lopogisito pasom i3 Ho-
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BOHAPO/PKEHOIO  JIOHBKOIO
Ha 7-Mmy 100y.

BUIIMCAHO  IOJIOMY

OOroBopeHHs

3rilHO0 3 OCHOBHMMHU KDPUTEPISIMHU ITiATHUIIIB
VWD, omnucanmii KJIiHIYHUI BUIIAJ0K KJa-
cudiKy€eThCA SIK TUT 1, 110 XapaKTepu3yeThCs HOP-
MaJibHOIO akTuBHiCTIO hakTopa VIII — 74% (pe-
dbepenthi mexki — 50-200%) ta VWF — 48,9%.

Binbmricrs  Bunaakie VWD BusiBasieTbes
B JliBYaT MyGepTaTHOTO BiKY, y SIKUX 301/IbIIYIOTh-
cd TPUBAJICTb Ta IHTEHCUBHICTH MEHCTpPYaIliil.
3azBuuaii TskKa opMa 3aXBOPIOBAHHS BUHUKAE B
nirteti 3 0 (I) rpymoro kposi [8]. Onnax y mamieHTku
3 OITUCAHOTO KJIIHIYHOTO BUTIAJIKY MEHCTpyaitii 0y-
JIV TIOMiPHUMM.

ATpaBMaTUYHUII OCTEOHEKPO3 TOJIIBKU CTer-
HOBOI KIiCTKM B AUTSAYOMY Bili (xBopoba Jlerra—
Kambe—Ilepreca), BcTaHOBIEHWI Yy HaBeIEHOI
XBOPOI y Billi 7 pokiB, Moe OyTH acoriiioBaHMii i3
VWD [5].

Barituicts 1 mosiorn ipu VWD cTaHOBIATS
cepiio3Hy KJIiHIUHY 1TpobJIeMy B aKyIiepcTBi, Bpa-
XOBYIOUM TIUPOKY Te€TePOTEeHHICTh (DEHOTHUITB i
OCHOBHUX TATO(Di310JI0TIYHNX MeXaHi3MiB, MOB’sI-
3aHUX 13 MM PO3JIJOM TeMOCTady. SMIiHHUN Xa-
pakrep VWF i dakropa VIII, 6inka, skuii mepe-
Hocutbest VWE, crionykae 710 peresibHOTO 0b6cTe-
JKeHHS BariTHUX KiHOK i3 VWD i ruranyBanHs
HaiibiIpIn BiAmoBigHOrO BUOGOPY 3HEOOJIOBAHHS,
METONy PO3POIKEHHS Ta BEJACHHS IiCJSIO0JIOTO-
Boro nepiony. Ilizi yac BariTHOCTI MiJIBUIILYIOTHCS
PiBHI [eAKUX TeMOCTAaTUYHUX (PAKTOPiB, Yy TOMY
arcsi axkropu VII i X, ¢ibpuHoreH ta iHribitop
akTuBaropa IasMminoreny tuny 1. [ naBmakwy,
PiBHI aHTUKOATYJISHTHUX (haKTOPiB, TAKUX SIK TTPO-
Tein S, 3HMKyIOThCcsA. KpiMm Toro, piBHI (hakTopa
VIII i VWF 3miHI0I0TBCS 1111 Yac BariTHOCTI $SIK
y kiHok i3 VWD, tak i B 310poBux BariTHux [2].
Toni ax piBai VWF i dakropa VIII mig yac Hop-
MaJsibHOI BariTHOCTI TiaBHIy0oThCs Ha 200—250%,
y BaritHUX kiHOK i3 VWD criocrepiraerbest Haba-
raTo MeHII BUpasHe IiBuineHHs. PiBHiI dakTopiB
VIII i VWF nounnators 3poctatu B II TpumecTpi
i pocaraiorh miky B III TpumecTtpi BaritHOCTI;
i 30iJbIlIEHHsT 3a/1eKaTh Bifl TUITy Ta ITTHITY
VWD. 3 iumoro 60ky, xiaku 3 VWD tumy 1 i 2
3a3BUYall 10cATaloTh HOpMaJbHUX PiBHIB VWTF 1
axropa VIII nanpukiniii BariTHOCTI; 11i piBHI He
3MIHIOIOThCS B JKiHOK i3 VWD tumy 3 mijx yac Ba-
FTHOCTL. Y IbOMY KJIiHIYHOMY BUIAJIKY B Koary-
JIAIIAHIN JIaHIT TeMOoCcTa3y BiJIXUJIeHb BiJl HOPMU
He BUABJIEHO. 3arajioM BiJJOMO, 1110 KiHKK 3 VWD
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OLJIBIN CXUJIbHI JI0 PO3BUTKY aHeMil Ta TpoMOGOLu-
TOIEHil ITiji yac BariTHOCTi, [0 MOJKHA IIOSICHU-
TH IXHBOIO CXMJIBHICTIO 0 KpoBoTed. Hammakw,
B OINUCAHOMY KJIIHIYHOMY BHUHAJIKY il dYac
BariTHOCTI He BUSIBJIEHO aHi aHeMil, aHi TpoMOoIu-
TOIIEHIl.

Y micisamonorosomy nepiozi pisai VWF i dak-
topa VIII HabmmKaiTbCs 10 BUXIAHUX PIBHIB
0 BariTHOCTI  TPOTSATOM  OFHOTO  THKHS.
[Me mpusBoOAUTH 10 MIABUNICHHS PU3UKY PaHHIX
i miznix [1IIK [7,9]. [ToTentmiitne mpogdisakTuaHe
JIIKYBAHHS CKJIAJIAETHCS 3 KOHIIEHTPATIB (haKTOPiB
3ropTaHHsd KPOBi, IIpenapartiB KPoBi Ta ecMoIipe-
CUHY, IKUH CIPAMOBAHWUU Ha IiJIBUIIEHHS PiBHS
VIII ¢akropa 3ropranng kposi B marepi. Kpim
TOTO, JUIst iHTIOyBaHHS (HiOpUHOJI3Y TpU3HAYa-
10Th aHTU(hIOPUHOMITUYHIIT 3aciO — TpaHeKcaMo-
By kucsoty [3,9]. TpanekcaMOBY KHCJIOTY MOX-
Ha BBOJWMTHU CHCTEMHO TIEPOPabHO ab0 BHYTPIIlI-
HbOBeHHO. [lepopasbHa 1032 CTAHOBUTD 25 MT/KT
(3asBuuait 1000—1300 mr) 3 pasu Ha K00y TPO-
tarom 10—14 1i6 abo moBIIe, KO KPOBOBTpATa
3anuinaeTbes 3HauHoto. llamienTkam caig Haja-
TH iH(hOpMaIlio mpo Oe3MeYHiCTh TPaHEeKCaMOBOI
KHUCJIOTH IIiJ] Yac TOAYBAHHS IPYA/IO, & TAKOXK PO
KOPHUCTH I[bOTO JIKAPChKOTrO 3ac00y B 3MEHINEHH]
KpoBoteui. [lepconidikoBanuit miaxia a1 BeneH-
Ha nauientku 3 VWD y3ropkyerbes i3 cydacHu-
MM MiKHApOZHUMHU PeKOMeHAAIlisIMI AMepuKaH-
cbkoro ToBapucTBa rematogiorii (ASH), Mixna-
POIHOTO TOBapucTBa 3 TPOMOO3Y Ta TEeMOCTa3y
(ISTH), Hamtionasproro donxy remodimii (NHF)
i BcecBitapoi deneparii remodimii (WFH) [3].
Merop anecTesii, aKUit BUKOPUCTOBYETBCS ITi]T 4ac
pospojikenHs B naiieHTok i3 VWD, € cynepeusnu-
BuM. [lamientkn 3 VWD matoTh mijiuiiieHuil pu-
3UK PO3BUTKY T€MaTOMHU B Pe3yJIbTaTi BAKOPUCTAH-
HA emigypanbHOi aHanresii [2]. KecapiB po3tun
CJTi/T TIPOBOJINTH JIUTIIE 32 CTAHJAPTHUMU aKyIep-
cpkuMu nokazanusaMu [1]. Ocraroune pintenHs
11010 BUGOpy aHecTesii Ta METOLY PO3POIKEH-
HS TPUIIMAETbCA B KOHTEKCTI MIKAMCIUTIIHAP-
HOrO OOrOBOPEHHSI 3a Y4YacTIO aHeCTe3i0JIoriB,
aKyIepiB-TIHEKOJIOTIB, TeMaTOJIOTIB 3a iH(opMO-
BAHOIO 3TOIOI0 TMAIIEHTKH [ 3].

[adysitino-Tpancdysilina  Teparisi,  remMo-
CTaTMYHA Tepalis TPaHeKCaMOBOIO KHCJIOTOIO,
KBasTihikOBaHa TeXHIKa BUKOHAHHS OIEPAaTUBHOTO
PO3POJIKEHHS NIISIXOM KecapeBOro PO3TUHY 3 BU-
KOPUCTAHHAM aproHO-TIJIa3MOBOI KOATYJIAIIT IS
reMOCTa3y JIajii 3MOTY 30epertu TiTopoaHy (HyHK-
mito B ik 3 VWD nipu akytepcebkiii KoaryJio-
MaTUYIHI KPOBOTEYI.
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CLINICAL CASE

BucHoBku

Beranosnenns niarnozy VWD mig gac recraitii
€ CKJIQJITHIM TTUTaHHSIM, OCKITbKU CITOCTEPITAETHCS
dizionoriune miaBuienas VWE y mimasmi kposi,
CIIpUYMHEHE BariTHICTIO, Ta BI/ICYTHICTh BiJIXUJIEHb
BijJl HOpMU B KOAryJIAIliifHIN JIaHI[i TeMOCTa3y.

Kinox i3 VWD nyis1 oninioBaHHsI pusuKky axy-
mepebkoi kposoreui ciig obcreskut B 111 Tpu-
MECTPI BariTHOCTI Ta IIPOKOHCYJIBTYBAaTU MYJIBTH-
JIMCIMTIJIIHAPDHOK KOMAH/IO B CKJ/II akyIliepa-
riHeKoJIoTa, aHecTe3iosiora, reMaTojora Ta iHIInuX
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