AKyLIEPCTBO 1 ruHeKkonorusa. OpurviHanbHble NCCNefoBaHNA d
Obstetrics and Gynecology. Original Research

https://doi.org/10.34883/P1.2023.13.2.011 [OC10)
YOK 616.155.2-07:616-005.] - 071.1

Kabaesa E.H.

Benopycckas MeaULUMHCKan akagemusa nociegunioMHoro o6pasoBaHuns, MHCK,
benapycb

Ponb kKnuHmnyeckoro onpodca C UCnoJib3oBaHNEM WKaJlbl
pncCKa remopparm4yeckoro cMHapoma B AMarHoOCTnkKe
6onesHn BunnebpaHga

KoH$NUKT nHTepecoB: He 3asB/eH.

MopaHa: 10.05.2023

MNpwuHaTa: 05.06.2023
KoHtakTbl: kate_kabaeva@mail.ru

Pesiome

BonesHb BunnebpaHga — Hanbonee pacnpocTpaHeHHasA HacneACTBEHHAn remMopparumye-
cKaA remocTtasuonatua. YactoTta 3aboneBaHua B nonynaummn coctaBnsaet 1-2%. Gopmbl
6one3Hun BunnebpaHaa C BblpaXeHHbIMU KIUHUYECKUMI NPOABNEHNAMU BCTPEYaloTcA C
yactotoli 0,1%. MpuurHoi 6one3Hn BunnebpaHpa ABNSETCA KONMMUYECTBEHHbIN UNW Kaye-
CTBEHHbIN aedekT pakTopa BunnebpaHga, 4to onpeaenset pasHoobpasne KINHNYECKNX
1 nabopaTtopHbIX NpoaBneHUn 3abonesanna. Cnegyet OTMETUTb, YTO OCHOBHbBIM KOHTUH-
reHTOM naumneHToB c bonesHbio BunnebpaHga, HabnoaaoLWmxXcsa y remaTosiora, ABMAT-
CA KEHLUHbI. DTO 00YCNOBIEHO TEM, UTO €CNN Cpefin BCeX XEHLUH B MEHCTPYarlbHOM
nepuoge okono 12% cTpafalT MeHopparnamm, To cpefn XeHWnH ¢ 6onesHbio Bunne-
6paHfa 3Ta JonA MOXeT Bo3pacTu Ao 95%. YyBCTBUTENIbHOCTb MEHOPParumn Kak npegu-
KTopa 6onesHun BunnebpaHpa coctaenaet 32-100% co cneunduyHocTtblo 5-20%. [lnarHos
6onesHn BunnebpaHga 6a3vpyeTca Ha OUeHKe KIUHUYECKUX MPOABIIEHWUA, CEMeNHOro
aHaMHe3a, AaHHbIX nabopatopHoro obcnefoBaHus. [pyrue xapaktepHble NPosBAeHUsA
MOBbILLIEHHOW KPOBOTOUMBOCTY Y NaumeHToB ¢ 6onesHblo BunnebpaHpa — 310 KpoBoTe-
YeHMA M3 CAM3MUCTbIX MOMOCTU HOCa M PTa, KPOBOTOUMBOCTb B MECTaX He3HAUMTENbHbIX
MOBPEXAEHUI KOXHbIX MOKPOBOB, MOC/Ee OMNnepaTMBHbIX BMELIATENbCTB, IKCTPAKLMA
3y00B, BO3MOXHO pa3BUTVE reMapTPO30B 1 MeXMbILeYHbIX reMaToM. B cBA3n ¢ pasHo-
06pa3neM KIMHNYECKMX U TabOPaTOPHbIX NPOSIB/IEHN 3a001eBaHNA C LieSIblo CKPUHWH-
ra cneymdmryecKkmx *anob 1 aHamHesa pasfINUHbIMU LEHTPaMKN pPa3paboTaHO HECKOMBbKO
BapriaHTOB GansibHbIX LIKaJ, KOTOpble NMOMOraloT Bpayy BbIABMTb MOTEHUMaNnbHbIX Nauu-
eHTOB ¢ 6onesHblo BunnebpaHga.

KnioueBble cnoBa: 6onesHb BunnebpaHga, 6annbHas wWKana, remopparnyeckuii CuH-
L POM, MEHOPPArnK, KPOBOTEUEHNA, KPOBOTOUMBOCTb
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Abstract

Willebrand disease (VWD) is the most common hereditary hemorrhagic hemostasiopathy.
The frequency of the disease in the population is 1-2%. Forms of VWD with severe clinical
manifestations occur with a frequency of 0.1%. The cause of VWD is a quantitative or
qualitative von Willebrand factor (VWF), which determines the variety of clinical and
laboratory manifestations of the disease. It should be noted that the main contingent of
patients with VWD seen by a hematologist are women This is because while menorrhagia
during the menstrual period occurs in about 12% of all women, this proportion can rise
to 95% among women with VWD. The sensitivity of menorrhagia as a predictor of VWD is
32-100%, with a specificity of 5-20%. The diagnosis of VWD is based on an assessment
of clinical manifestations, family history, and laboratory examination data. Other
characteristic manifestations of increased bleeding in patients with VWD are bleeding
from the mucous membrane of the nasal cavity and mouth, bleeding in places of minor
damage to the skin, after surgical interventions, extractions of teeth, hemarthrosis and
intermuscular hematomas may develop. Due to the variety of clinical and laboratory
manifestations of the disease, in order to screen for specific complaints and anamnesis,
various centers have developed several options for scoring scales that help the doctor
identify potential patients with VWD.

Keywords: von Willebrand disease, scoring scale, hemorrhagic syndrome, menorrhagia,
bleeding

bonesHb BunnebpaHga (BB) aBnsieTcs Hanbornee pacnpocTpaHeHHbIM 3aboieBaHNEM
CUCTEMbI FeMOKOarynsaumm, Kotopoe B obLLern NonynsaLumn BCTpevyaeTca ¢ yactoton 1-2%
[1]. ®opmbi BB ¢ BbipaXeHHbIMU KIMHUYECKMMM MPOABNEHAMN BCTPEYAIOTCA C YaCTOTOMN
0,1%. MpwnunHon BB aBnaeTca pedeKkT KOHUEHTpaumK, GyHKUUN 1/unu cTpyKTypbl dak-
Topa Bunnebpanga (OB), uto onpefenset pa3Hoobpaszme KNMHUYECKUX U nabopaTopHbIX
npossneHuin 3abonesaxus [1]. Cnegyet OTMETUTb, YTO OCHOBHbBIM KOHTUHIEHTOM Nauu-
eHTOB ¢ bB, HabnogaoWwmxca y reMaTosnora, ABAAIOTCA XKeHLWMHbI. 3T0 00YCNIOBNIEHO TEM,
UTO ECNN CPEAU BCEX XKEHLUVH B MEHCTPYyasibHOM nepuofe okono 12% cTpafatoT MeHop-
parvsmMm, To Cpefm KeHWmMH ¢ 6onesHbio BunnebpaHaa 3Ta fonsa MOXeT BO3pacTu o
95% [2]. ®B ¢pyHKUMOHMPYET rNaBHbIM 06Pa30OM Kak MOJIEKY/a, OCYLLEeCTBAALWaA TPaHC-
nopt n ctabunusauuio B ¢VIII-KkpoBOTOKE, a TakKe KaK NMraHg, onocpeayowmii agresno
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TPOMO6OUMTOB K Cy63HAOTEeNManbHOMY MaTPUKCY, KonnareHy, nocie B3aumopencTBna C
koTopbiM OB n3meHAET KOHbOPMaLMIO, UTO NO3BOMAET eMy B3aUMOLENCTBOBaTb C TPOM-
6ounTapHbiM rnukonpotenHom b (IMllb). B ycnosusx in vitro B3anmopgenictame BO c ITllib
MO>eT 6bITb MHAYLMPOBaHO AobaBeHeM aHTUONOTNKA PUCTOLIETMHA, UTO UCMONb3yeTCA
B AnarHocTuke bB.

Knaccudumkauma BB ocHoBaHa Ha KpuTepusx, npeanoKeHHbix MexayHapoaHbIM
o6LwecTBoM «TpomM603 1 remocTas» B 1994 r. 1 nepecMoTpeHHbIx B 2004 r. CornacHo 3tum
KpUTEpMAM BbIAENAOT TPM OCHOBHbIX TMNa bB: YacTUYHbIN KonnyecTBeHHbIN aedpuumnt OB
(I Tvin, yactoTa gaHHol dopmbl cocTaBnAeT 75-80% oT Bcex ciyyaes bB); dyHKUMOHanb-
Hbi gedekt OB (Il TMN, yacToTa gaHHo popmbl cocTaBnaeT 5-15% ot Bcex cnyyaes bB);
ToTanbHbI geduuut OB (lIl TN, yacToTa gaHHOW dopMmbl cocTaBnAaeT MeHee 5% OT Bcex
cnyyaes BB). Tun Il BB pa3geneH Ha 4 BapuaHTa B 3aBMCUMOCTY OT ocobeHHocTel deHo-
TMna: 2A - cHuXeHue OB-3aBUCKMON agre3nm TPOMOOLUMTOB C CeNTIEKTUBHBIM AedULNTOM
BbICOKOMONEKYNApHbIX Mynbtumepos OB; 2B — nosbiweHHasa apdpuHHOCTE OB Kk Mlb
TpombounToBs; 2M — cHkeHne OB-3aBUCMOW agre3nn TPOMOBOLMTOB 6e3 CENEKTUBHOIO
pedurumnta BbICOKOMONeKynapHbIX MynbTMmepos OB; 2N — BbipaxeHHOe HapyLleHue CBA-
31 ¢VIll c OB.

[OunarHo3 BB 6a3unpyeTca Ha oLeHKe KNMHUYECKUX NPOABIIeHNI, CEMENHOro aHaMHe3a,
JaHHbIX nabopaTopHoro ob6cnepoBaHmaA. Hanbonee 3HauMMbIM KNMHUYECKMM NPOsBRe-
Hvem 3aboneBaHuA ABNAETCA MeHopparua. YyBCTBMTENbHOCTb MEHOpparny Kak npeau-
kTopa BB coctaBnset 32-100% co cneuyndunyHocTtbro 5-20% [3].

M3 ppyrvx xapakTepHbiX NPOABAEHWIA MOBbILEHHOW KPOBOTOUMBOCTA Y MaLMEHTOB C
BB cnepyet Ha3BaTb KPOBOTEUEHUA N3 CIM3MCTBIX MONOCTM HOCA U PTa, KPOBOTOUMBOCTb B
MeCTax He3HAUYUTENbHbIX NOBPEXAEHWI KOXHbIX NMOKPOBOB, MOC/e OMNePaTUBHbIX BMELLa-
TENbCTB, SKCTPAKLMI 3y60OB, BO3MOXHO Pa3BUTUE reMapTPO30B 1 MEXMbILLIEYHbIX FeMaToM.

B Pecnybnuke benapycb Ha 2019 r. B HauuoHanbHOM perucTtpe 6bino 194 naumex-
Ta ¢ bB, uto coctaBuno 2,05 yenoseka Ha 100 Tbic. B 06LWel nonynauun. ina cpasHe-
HuA: pacnpocTpaHeHHocTb BB Ha 100 TbiC. HaceneHWAa B Jpyrux CTpaHax cOCTaBnsAer
B ABCTpanum - 8,5; Benukobputanum — 16,05; tanum - 5,3; Cnoakun — 11,2; Yexumn - 7,7;
BeHrpuun — 14,5; Monbwe - 4,5; Poccnn — 1,0; YkpanHe — 1,09 [4]. OTn gaHHble ABNAOTCA
[,0CTaTOYHbIM OCHOBaHKeM, UToObl yTBepAaTh, UTo B Pecnybnmke benapycb nmeet mecto
HefoCTaToOYHaA AMArHOCTUKA AaHHoro 3aboneeaHuA. Heobxoauma paspaboTka u BHe-
LpeHVe cpean aKyLlepoB-TUHEKONIOrOB, IOP-Bpayeli, aHeCTe310I0roB-pPeaHMaTosIoros,
CTOMATOJIOroB 6aNnbHONM LWKaNbl OLEHKM FeMOopparnyeckoro CMHAPOMA, YTo MO3BONUT
CBOEBpeMeHHO BbIABNATL BB cpepm B3pocnoro HaceneHus B Pecnybnuvke benapyco.

B cBA3M ¢ pa3HoObpasmem KNMHMYECKMX 1 NabopaTopHbIX NPOABEHUI 3aboneBaHnA
C Lenblo CKpUHMHIa cneumduryeckmx *anob 1 aHamHesa pasfMUHbIMU LeHTpamMK pas-
paboTaHbl HECKONbKO BapuaHTOB GansbHbIX LIKas, KOTopble MOMOralT Bpayy BblABUTb
noTeHuManbHbIX NauneHToB ¢ BB.

CnoxHocTb anarHocTnkn bB obycnosneHa MHoroobpasuem dpopm 3abonesaHus, ero
KINUHUYECKUX (remopparmyecknx) NpoABleHUN, CIOXHOCTbIO M BbICOKON CTOMMOCTbIO
nabopaTopHbIX ANArHOCTUYECKUX NCCNEROBAHWUI, 6ONBWUNHCTBO N3 KOTOPbIX BbIMOJSHA-
I0TCA CerofiHA NMLb Ha YPOBHE pecnybnmKaHCKUX HayUYHO-MPaKTUYECKMX LLeHTPOoB. ITO
06bACHAET HeoOCTaToOUHYIO BbiAiBNAeMocTb BB B Pecnybnuke benapycb n coxpaHeHue
BbICOKOTO pUCKa »U3HEYrpOoXaloLnX KPOBOTEUEHNI Y NaLMeHTOB C HeBblfiBieHHON BB
npwv NpoBeAeHN ONePATUBHbIX BMELIATENBCTB, POAOPA3PELIEHNI, TPaBMaX U T. 4.
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Ta6bnuua 1
3anosiHeHHasA NaLMEeHTKOWN WKana pucka reMopparm4yeckoro CMHgpoma
Table 1
The scale of the risk of hemorrhagic syndrome filled in by the patient
OueHka B
W 0 1 2 3 4
6annax
MepgunumHckan no- MepguumnHckan
He 6bino unu | bonee 5 anuso- Any Anu
MepgnumHCKasa | MoLb: TamMnoHaaa, nomolLb: nepe-
HocoBble 6bInn C Ya- [l0B B rof unu
o NOMOLLb: TONb- | PVXKUTaHWe nnu NMBaHWe KpoBMY,
KpoBOTeYe- | CTOTOW MeHee | gosblue
KO KOHCy/bTa- | NPUMEHeHNe KPOBO- | BHYTPUBEHHbIX
HUA 53nu3ofos 10 MUHYT
5 ron * umns OCTaHaBNMBAOLKMX KpOBOOCTaHaBNMn-
cpencTs BalLMX CPeACTB
Bbonbwe 1 cm MepguumHckan
He 6bin0 nnu A
1 6e3 TpaBMmbI NOMOLLb: TOJb-
CuHAKN 6bInn MeHee - -
(cnoHTaHHbIe) KO KOHCy/bTa-
Tcm
* ums
MepguuunHckan
He 6b1n10 nnun MepnumnHckan A
KposoTe- rnomMotlpb: nepe-
6binn C 06bIY- | bonee 53nm30- | nomMowb: ToNb- | MeanumMHCKas no-
yeHus n3 . . NMBaHWe KpoBMY,
HOW YacTOTOW | AOB B rof unu KO KOHCYNbTa- | MOLLb: XMpypruye-
He6oNbLINX M BHYTPVBEHHbIX
MeHee 53nu- | gonblue 5 MUHYT | una CKMI remocTas
paH KpOBOOCTaHaBNMn-
30[0B B ros *
BaloLMX CPeACTB
MeanuunHckas
KposoTe- MepguumHckan nomotypb: nepe-
p Bbinu, 6e3 AU MepguumHckas no- u.|, p
yeHus n3 NOMOLLb: TOSb- NMBaHWe KPoBMY,
. He 6bino obpalleHna 3a MOLLb: XMpypruve-
cnn3uncTom KO KOHCy/bTa- N BHYTPVBEHHbIX
MeZAnoMOLLbio CKWIA remocTas
nonocTu pra umns KPOBOOCTaHaBN-
BalLMX CPenCTB
Bbinn kpo-
p MepaunumHckas
BOTEUEHN, MOMOLLb: X" m-
KenypnouHo- accoummpoBaH- tb: XMPYP
.| Bl CNOHTaH- | YeCKnin reMocTas,
KULWeYHble Hble C A3BEHHOW
He 6bino Hble KpOBOTE- | MepenuBaHue KpoBy, | —
KpoBoTeYye- 60ne3HbIo,
. YyeHuA BHYTPVBEHHbIX KPO-
HUA nopranbHON
. BOOCTaHaB/IMBaOLLNX
rmnepreHsumen,
cpencTs
remoppoem
HeTt pnaH- MepgunuunHckas
KposoTe- HbIX 1160 Boun. Ge3 MepgunumnHckaa | MegnumHckas no- nomoltyp: nepe-
YyeHua npu OoTCyTCTBUE o6 a’ o 3a | MOMOWbITOMb- | MOLB: HanoXeHMe NMBaHWe KPoBMY,
yaanexHumn KpoBOTEYEeHMNIN Mepl'ltl)-lMO o KO KOHCY/bTa- | LLIBOB WU TaMMNOHaAa | BHYTPUBEHHbIX
3y6oB nocne A . uun * KPOBOOCTaHaBNn-
1 ypaneHua BalOLMX CPeacTB
Het paH- MepguumHckas
A Any MeanuunHckas
KpoBoTeue- | HbIx 6o NOMOLLb: XMpPYpru-
MepguumHckan J nomotyp: nepe-
HUA NPU XN- | OTCYTCTBUE Bbinu, 6e3 Yyeckuni remocTtas
. NOMOLLb: TOSb- NMBaHNe KPOoBMY,
pyprmyeckmnx | KpoBoTeueHuid | obpalleHuns 3a 1UNn NpUMeHeHne
KO KOHCyNbTa- BHYTPVBEHHbIX
BMeLLaTeNb- | MOC/e OQHOrO | MEAMOMOLLbIO KpPOBOOCTaHaBNMBa-
umns KPOBOOCTaHaBNn-
cTBax BMeLlaTesb- IOWNX CPeacTB
BaloLMX CPeacTB
cTBa
MeguumHckaa | MeanumuHckas no-
AU Any MeanuunHckas
nomoltyp: MOLLb: TPUMEHeHNe
nomoluyp: nepe-
KpOBOOCTa- rMHEKONOrmyecKmnx
MeHcTpyanb- | MeguumHckaa | MeguumnHckas N NiBaHmne KpoBw,
HaB/MBaloOLWMe | MaHUNYNALMIA MeCT-
Hble KPOBO- | MOMOLLb He NOMOLLb: TONIbKO BHYTPVBEHHbIX
cpencTBa, HO ANA OCTaHOBKM
TeyeHwuA TpeboBanacb | KOHCynbTauua . KpOBOOCTaHaBN-
opasibHble KOH- | KpOBOTEYEHMI, Npe-
BalOLMX CPEACTB,
TpauenTusbl napaToB Xxenesa
* * yhaneHvne Matkun
212
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a

OKoHuaHue Tabnuubl 1

MeaunumnHckas
nomoLyb:
npumMeHeHne
rmHekonoruye- MegaunuuHckan
He 6b1n10 MepguumHckas no- AL
CKUX MaHWNy- MOMOLLb: XMpPYp-
Mocnepono- |popos unu He | MegnumMHCKas M MOLLb: NepenmBaHmne
NALNA MECTHO rmyeckas ocTa-
Bble KPOBO- | OblI0 KPOBO- | MOMOLLb: TONIbKO KpOBWY, Myia3mbl 1 ee
[NA OCTAHOBKM HOBKa KpOBOTe-
TeyeHwuA TeYeHun KOHCynbTayma _ | aHanoros
KpPOBOTEUEHWIA, yeHus, yfaneHue
B 1 pofax *
npenapaTos MaTKu
Xenesa, KpoBO-
OCTaHaB/MBalo-
LUX CpeacTB
Bbinu cnoH-
Bbinun cnoHTaHHble TaHHble Un
MNMopKoXHble WK nocse TpaBsm, nocne TpaBsm,
Bbinn nocne Bbinn cnoHTak-
N BHYTPY- notpeboBasLune notpe6oBasLLne
Hukorpa He TpaBM, fleyeHne | Hble reMaToMbl,
MblLUEYHbIE NPVYIMEHEHUs KPOBO- | MPUMEHEHUs
6bino He TpeboBanocb | neyeHue He
KpoBou3nu- OCTaHaBNNBaOLLMX XNpypruyeckoro
* TpeboBanocb
AHUA CpencTs, Nnasmbl BMELLATENbCTBA,
ee aHanoros nepenueaHua
KpOBW
Bbinn cnow-
TaHHble Un
BbInun cnoHTaHHble nocne Tpasm,
Bbinn cnoHTak-
KpoBorte- Bbin nocne WK nocse TpaBm, noTpe6oBasLime
Hukorga He Hble, neyeHne
YyeHuA B 660 TPaBM, niedeHne | | o e notpeboBasLune npumeHeHnA
cycTaBbl He Tpe6oBanocb nocf NPVIMEHEHUs Nnasmbl | XUPYPruyeckoro
1 ee aHanoros BMELLATENbCTBA
1N nepenvBea-
HUA KPOBU
Kposowusnu-
AHWA B LeH- CybaypanbHas BHyTpuuepenHas
u Hukorpa He YORYP yTpudep
TpanbHyto b0 - - rematoma, noboe rematoma, noboe
HepBHYI0 BMELLATENbCTBO BMELLATENbCTBO
cmcremy

IunarHoctuka BB 6a3npyeTcs Ha cnegyowyx NpuHUMnax:

1. KnuHnyeckune gaHHble:

B OCMOTP — BbISIBIEHME MPW OCMOTPE CUHAKOB UJIM FTeMOPParnyeckoro CMHgpoMa no
CMeLLaHHOMY TM60 MUKPOLMPKYNATOPHOMY TURy (Tabn. 1);
B onpoc (c6bop aHamMHe3a): HannuYMe B aHaMHe3e 3a00NieBaHUsl — He MeHee ABYX re-
MOPpParMyecknx 3Mnmn3ofoB, TPEOYLWMX NeYeHUs, U TPeX remopparnyeckmx
3NN3040B OAHOW 1 TOW Xe foKanusauun. na obneryeHnsa c6opa aHamHe3a bbina
CO3[aHa LWKana prucka reMmopparnieckoro cuHgpoma (1abn. 1);
B OTAroWeHHas HacNeACTBEHHOCTb — MOBbILEHHAs KPOBOTOUMBOCTb Y POACTBEHHN-
KOB 1-1 cTeneHn poacTaa.
2. JlabopaTopHasa AMAarHOCTVKA, BKJIlOYaloLas onpegeneHue B reMmoctasnorpamme. Kpu-
Tepuun ycTaHoBNeHnA gnarHo3a bB:
= aktuBHoCTb OB meHee 30% (0,3 ME/mn);

B COOTBETCTBYIOLME JAHHbIE KNMHMKO-N1abopaToOpHbIX NCccnefoBaHuii (Tabn. 2).
CHuxeHue cogepxanna (aktnsHocTn) OB B guanasoHe 30-50% (ot 0,3 go 0,5 ME/mn)
KnaccnuouumnpyeTcst Kak HapylleHne NepBUYHOrO (COCYAUCTO-TPOMOOLMTAPHOrO) reMo-
CTa3a Co CHWXKeHUeMm cofepxaHua (aktmsHoctun) OB.
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B ocHoBe pumarHocTMkn BB nexut onpepeneHue aktuBHocTn OB. BoOAbLUMHCTBO
MeXJYHapOoAHbIX MPOTOKONIOB MPUBOAAT HOPMasbHbIA Amana3oH aktusHoctn OB
(®B: RCo =VWF ristocetin cofactor activity) B kposu —0,5-2,0 ME/mn (50-200%). B cooTBeT-
CTBUM C peKoMeHZaumnamm bpntaHCKoro KoMmuTeTa No cTaHgapTaM B rematonoruu (British
Committee for Standards in Haematology) n AmepunkaHckoro obuiectBa remaTonoros
(American Society of Hematology) BB onpepensetca npu HanuumMm CHUKEHUA aKTUBHO-
¢t ®B <0,3 ME/mn [11, 12]. Mpwr 3TOM BAWAHKE rPYynnbl KPOBY HEe YUnTbiBaeTcA. BapnaHTbl
C HaNIYNEM KANHNYECKUX FeMOopparnyecknx NPoABAEHUN N CHUXKeHeM akTBHocT OB
o1 0,5 po 0,3 ME/mn (50-30%) pacueHnBatoTca He Kak bB, a Kak HapyLueHve nepBYYHOrO
remocTasa co cHuxeHnem OB (primary haemostatic bleeding with reduced VWF) [11].

PaccmoTpum KNnMHMYECKnin ciyyam, KOTopbld AEMOHCTPUPYET 3HaUEHNE KNUHNYECKON
LUKasnbl OLIEHKM p1CKa remopparnyeckoro CMHApPoMa B NOCTaHOBKe AnarHo3a bB.

MaumeHTKa 34 net. bepemeHHOCTb 18 Hepenb. B aHaMHe3e fBe noTepn 6epeMeHHOCTH
B cpoke Ao 12 Hepenb. ObpaTnnach K remaTtonory c xanobamy Ha AnvTeNnbHble KPOBA-
HUCTble BblAeNeHna 13 NonocTh pTa nocne obpaboTkm 3y6oB (CHATMA 3y6HOro Haneta).
Mo pekomeHgaumn Bpaya — akyLlepa-rmHeKonora NPUHMMaeT Kapanomariun 75 mr/cyT ¢
12-n Hepenun 6epemeHHOCTU. [lo 12-14 Hegenu konona HMI (bparmun 2500 ME n/K 1 pa3 B
CYTKM C MOMeHTa 6epemeHHOCTH). [Mpun 6ecene 66110 NpeaoxxeHo 3anonHeHe 6annbHON
LUKasnbl BbIPaXeHHOCTM remopparmyeckoro cuHgpoma (wkana BAT - blood assessment
tool), 20 6annos.

B amarHoctmke BB 6annbHas oueHKa BbIpaXKeHHOCT FreMopparnyeckoro CMHApoma
>4 umeeT YyBCTBUTENbHOCTL 100%, cneunduruHocTb 87%.

Ha ocHoBaHUK KNMHNYECKMX AaHHbIX B aHaMHe3e (20 6annoB) 66110 HazHaYeHo obcre-
[oBaHve Ha 6one3Hb BunnebpaHpga. MNMonyyeHbl cnepytowme pesynbraTbl paclUMPEHHOW
reMocTasnorpamMmbl (He BbIAIBIEHO CYLLECTBEHHbIX HapYLLUEHWIA):
= AYTB - 38,6 cek. (R AYTB - 1,28);
®  Factor VIII:C - 65,8% (Hopma 50,0-150,0%);
= VWF Antigen - 53%;

Day Day1 | Day2 | Day3 | Day4 | Day5 | Day6 | Day7 | Day8 | Day9 | Day10 I::I?Ls fMa::::,irlying ::t“all
=1 x
=1 xs
. X1
SO X5
SO x10
Small blood clots (= Dime) X1
Large blood clots (= Quarter) X5
Menstrual accidents X5
Total Score Sum of rows)

Puc. 1. OueHKa MeHCTpyasibHOI KPOBONOTEPYU B COOTBETCTBUMN C NMKTOrpaMmmon (NoNyKonn4yecTBEHHbIN
meToa)
Fig. 1. Assessment of menstrual blood loss according to pictorial chart
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VWEF levels increase
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Puc. 2. invHamuKa yposHA OB npu 6epemeHHOCTH
Fig. 2. Dynamics of the level of von Willebrand factor during pregnancy

VWEF Activity — 58%;

VWF:Act/VWF:Ag - 1,1 (>0,7). UccnepoBaHue arperayumn TpoMOOUWTOB B LiESIbHOM
KpoBu: ymepeHHas runoarperaums B RISTO high Tecte - 590 AU (6a30Bbliil ypOBEHb —
896-2013 AU).

YumnTbiBasi BaprabenbHOCTb NokasaTtens ypoBHs OB (puc. 2), ero akTUBHOCTY 1 aHTU-

reHa (noBbllLeHVEe ero nNpu 6epemMeHHOCTH), PEKOMEHAOBAHO:

MPOJSIOHMMPOBaHMe 6epPEMEHHOCTM U OTMEHA aHTUarperaHToB (KapanuomMarHmnna);

B paHHeM MocCnepofoBOM nepuofe - HabnopeHve 3a obbemom KpooroTepu
(puc. 1), MOHUTOPUHT YPOBHSA reMOrnoburHa; BbINUCKa M3 CTalMoOHapa He paHee yem
yepes 7 gHel noce pogopaspeLleHus;

nocne popopaspelleHra NOBToOpHOe obcnefoBaHe Ha 6one3Hb BunnebpaHaa (onpe-
penenne nokasatenen Factor VIII:C, VWF Antigen, VWF Activity, VWF:Act/VWF:Ag,
RISTO high TecT).

BB Ha3blBalOT «<MEAULIMHCKAM XaMeIeOHOMY, MOCKOJIbKY CyLLeCTBYeT MHOXKECTBO pas3-

NNYHBIX GaKTOPOB, NoBbiwawLWmx yposeHb OB B Kposu. Mpu 3Tom nerkune popmbl 3a60-
neBaHVA MOTYT UMETb CaMbleé HE3HAUUTENbHbIE KIMHUYECKME NPOosABAeHUs (0COBEHHO Y
MY>KUMH) U NPOABAATLCA KIVHNYECKN KPOBOTEUEHMAMMI Nocsie 6OoMbLUIKX TPABM 1 onepa-
TUBHbIX BMeLLaTenbcTB. K pakTopam, nosbiwaiolwyum yposeHb OB B KpoBu, oTHOCATCS:

1.

BHewwHme pakTopbl (40%):
BO3pacT;
®  cTpecs
B [OPMOHbI (6epeMeHHOCTb, OpasibHble KOHTPALENTVBbI, Ga3a MEHCTPYaNbHOMO LIMKNA);
= du3nyeckne HarpysKku;
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Puc. 3. CooTHOLWEHMNE reHeTNYeCKNX U BHEWHNX $aKTOpPOB, BANAIOWUX Ha ypoBeHb OB
Fig. 3. The ratio of genetic factors and external factors affecting the level of VWF

B BOCMNaneHus;

= onyxonu;

®  3360M1€BaHNA NOYEK, NEYEHU U LWNTOBUAHON XKenesbl.
2. TeHeTnueckme dakTopbl (60%):

®  rpynna KpoBwu:y nuu ¢ rpynnoii Kposu O yposeHb OB cHmkeH npumepHo Ha 30% B

OoTNnYKe OT ftofen ¢ rpynnown Kposun A u B;

®  npouune, He cBA3aHHble ¢ nokycom OB B reHe (puc. 3).

Moatomy cnepyeT 6paTb 06pa3Lbl KPOBU ANA UCCIef0BaHMA NPU Pa3NNUHbIX 06CToA-
TeNbCTBaXx, YTOObl UMETb BO3MOXHOCTb AMArHOCTMPOBaTb Nierkme ¢popmbl 3a6oeBaHNS.

MockonbKy BbllenepeyncieHHble nabopaTopHble remocTasnonornyeckmne nccneao-
BaHMWA ABNAIOTCA AOCTYNHbIMK B NabopaTopuax yupeXKaeHUn 31paBoOXpaHeHnsa pecny-
6/1MKaHCKOro, ropoaCKoro 1 06/1acTHOrO YPOBHENW, MPaKTUYECKM BpayaM Heobxoaunm
WHCTPYMEHT, C MOMOLLbI0 KOTOPOro OHW 0TOUpanu Obl Tex NaLMEHTOB, Y KOTOPbIX UMe-
I0TCA [OCTaTOYHblE KNMHMYECKMEe AaHHble, ANA HanpaBieHMA UX Ha poobcnefoBaHue
Ha BbllenepeyncrieHHble reMocTasnonornyeckme nokasatenu. CywectsoBana Heobxo-
OVMOCTb pa3paboTaTb afirOpUTM paHHeln amarHoCcTUKu BB Ha ocHoBe GannbHOW LWKanbl
BbIpaXeHHOCTN remopparvyecknx npossneHuin. CyuwlecTByeT LWKana, OCHOBaHHaA Ha
MeXAyHapOAHOM MYNbTULIEHTPOBOM NcCnefoBaHnK [4], eBponenckom nccnegosanunm [5],
HugepnaHackom nccnepoBaHuy [6], wkana ISTH [7]. Pa3Hoobpa3une obbAcHAeTCA nony-
NALMOHHbBIMY 0COOEHHOCTAMM MYTaLIMIOHHOTO CTaTyCa, YacTOTOW BCTPEYaeMOCTN pasnmny-
HbIX TMMOB BB 1 0CO6eHHOCTAMU KNNHNYECKUX NPOoABNEHMIA. Ha OCHOBaHMM Bbllenepe-
UYNCNEHHDBIX WKan Hamn cdopmmpoBaHa 6annbHaA WKana reMopparnyeckoro CUHApPomMa
(Tabn. 2) n paspaboTaH anropmnT™ NePBMUYHOrO CKpMHKHra BB (puc. 4).
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a

Ta6bnuuya 2
BannbHas WkKana remopparn4yeckoro CMHApPoma (onpocHuK)
Table 2
Point scale of hemorrhagic syndrome (questionnaire)
OueHka B
. 0 1 2 3 4
6annax
MeanumnHckas
nomoLyp: MepgnumHckan
He 6bino nnu » AL .
611 C ya- Bonee 53nu3o- | MeguumHckaa | TamMrnoHaaa, nomoLypb: nepe-
HocoBble Kpo- CTOTOM MeHee | OB BTOA MM NOMOLLb: TONb- | NPWXUraHne NIMBaHME KpoBW,
BOTEeYEeHUA 5 5MN30M0B nonblue KO KOHCYNbTa- | WAV MPUMEHe- | BHYTPUBEHHbIX
B0 A 10 MUHYT ums HMe KPOBOOCTa- | KPOBOOCTaHaBN-
A HaB/MBaOLWMX | BalOLWMX CPeAcTB
cpeacTs
MepgunumnHckan
He 6bi10 unn | bonbue 1 cm AL
NOMOLLb: TONb-
6bIny MeHee 1 6e3 TpaBmbl - -
CuHAKN KO KOHCYnbTa-
1cm (cnoHTaHHbIE)
ums
MepanuymnHckas
He Geino unu MepguuunHckaa | MegmumHckas nomouib: nepe-
KpoBoTeueHusa | 6binu ¢ 06bly- | Bonee 5 anuso- AL Ay te: nep
. . NOMOLLb: TONb- | MOMOLLb: NMBaHMe KpoBY,
13 HeGONbLINX | HOW YacTOTON | AOB B rof Unn .
KO KOHCYNbTa- | XUPYPruyecknin | BHYTPUBEHHbIX
paH MeHee 53nu- | gonblie 5 MUHYT
uma remocras KPOBOOCTaHaBNM-
30[0B B rof
BalOLMNX CPEACTB
MepnymnHckas
MepguuunHckaa | MegmumHcKkas nomouib: nepe-
KpoBoTeueHus Bbinun, 6e3 Ay Anu t p
. NOMOLLb: TONb- | MOMOLLb: NMBaHMe KpoBW,
13 cnmsncton | He 6bino obpalleHns 3a .
KO KOHCYNbTa- | XUPYPruyecknin | BHYTPUBEHHbIX
nonocTn pra MeANnoMOLLbIo
umsa remocras KpPOBOOCTaHaBNM-
BAlOLWWMX CPEACTB
MepuumHckas
Bbinu kpo- A
nomoLyb:
BOTEYEHUSA, .
XMpYpruyeckui
accoumnmpoBaH-
KenypouHo- .| bbinn cnoHTaH- | remocTas, nepe-
Hble C A3BEHHON
KLIeYHble He 6b1510 6ONe3HLIO Hble KpOBOTe- | NIBaHNe KPoBHY, | —
KpOBOTEUEHNA - YyeHusn BHYTPUBEHHbIX
noptanbHON
. KpOBOOCTa-
runepTeHsnen,
HaB/MBaOLLNX
reMoppoem
cpencTs
Het nan- MepunumnHckas
HbIX N60 MepguuunHckaa | MegmumHckas nomoLypb: nepe-
KpoBoTteueHus Bbinn, 6e3 Ay A t P
oTCyTCTBUE NOMOLLb: TONb- | MOMOLLb: Ha- NIMBaHMWE KPOBY,
npw yaaneHun . | o6palyeHna 3a
KpoBoOTeYeHui KO KOHCYNbTa- | JIOXEHWE WBOB | BHYTPUBEHHbIX
3y6oB MeAnoMOLLbio
nocne umns WM TaMNOHaJa | KPOBOOCTaHaBN-
1 ynaneHua BalOLWWMX CPEACTB
MeguumHckan
Het pan- A .
HbIX 16O nomouyb: MepgunumHckan
KpoBoTeueHus MepguuunHckaa | xu rmMyecknin | MoMoLYb: nepe-
p oTCyTCTBUE Bbinu, 6e3 Al pyp " P
npv xmpypru- . NoMoLLb: TONb- | FemocTas unm NMBaHMe KpoBw,
KpOBOTEUEHUiA | obpaLLeHuns 3a
YecKnx BmeLla- KO KOHCynbTa- | NpyMeHeHne BHYTPVBEHHbIX
nocne 1-ro MeAnoMOLLbIO
TeNbCTBAX uma KpPOBOOCTa- KpPOBOOCTaHaBNM-
BMeLaTesb-
cTea HaB/MBaOLWMNX | BalOWMX CPeacTB
cpencTs
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OKOoHuaHue Tabnnubl 2

MepauumHckas
nomMoLyb:
u.1 MepgunuyunHckas
MeanumnHcKaa | npumeHeHne
nomoLyb: nepe-
NOMOLLb: KPO- | FMHEKONOrye-
MeHcTpyanb- | MeanuuHckaa | MegmuuHcKan NMBaHMe KpoBw,
BOOCTaHaBNW- | CKUX MaHWNy-
Hble KpOBOTE- | MOMOLLb HE NOMOLLb: TONTbKO N BHYTPVBEHHbIX
Balolue cpea- | NAUUIA MECTHO
YyeHua TpeboBanacb | KOHCynbTaLus KpPOBOOCTaHaBNM-
CTBa, OpasibHble | A1A OCTaHOBKM
. | Balowmx cpeacTs,
KOHTpaLenTuBbI | KDOBOTEUEHUI,
yAaneHvie MaTtku
npenapaTos
xenesa
MeanuunHckas
nomolLb:
npumeHeHve
rMHeKonoruye-
He 6bin10 KX MaHuny- MeanuymHckas MeanuymnHckas
Mocnepopo- popoB Unn He | MeanuMHCKan AL MECTxO NMoMoLLb: epe- | NOMOLLb: XUpYprit-
Bble KPOBOTe- | ObI/IO KPOBO- | MOMOLLb: TOJNIbKO n: ocTanoBKy | MIBaHNE KPOBM, | Ueckas OCTaHOBKa
YyeHuA TeyeHuA KOHCynbTaumsa A .| nnasmbl n ee KpoBOTEUEHNA,
KpOBOTEUEHUA,
B 1-x pogax aHanoros yOaneHvie MaTku
npenapaTos
»Kenesa, KpoBo-
OCTaHaBNMUBalo-
WX CpeacTs
Bbinn cnoH-
TaHHble Un Bblny cnoHTaHHble
nocne Tpaem, WSIN NOCNe TPaBMm,
MopaKoXHble 1 Boiin Hoche Bbinu cnoHTaH- | noTpeboBasLme | NoTpeboBaBLUMe
BHYTpUMBbILWeY- | Hukorga He TDaBM. eyenme | PIE TEMATOMbI, | MpuMeHeHus npYMeHeHns
Hble KpOBOU3- | 6bIO pasM, neyeHune He KpOBOOCTa- XUpPYpruyeckoro
He TpeboBanocb
NNAHNA TpeboBanocb HaB/MBAOWMNX | BMELWATeNbCTBa,
CpeacTs, nepenvBaHua
nnasmbl n ee KpOBU
aHanoros
BbInun cnoHTaHHble
Bbinn cnoH-
WM Nocne Tpasm,
TaHHble NN
Bblv cnoHTaH- notpebosasLwne
Bbinv nocne nocne Tpaem,
KposoTeueHusa | Hukorga He Hble, neyeHne npYMeHeHna
TpaBM, neyeHune noTpe6oBasLne
B CyCTaBbl 6bino He TpeboBa- XMpYpruyeckoro
He TpeboBanocb npvMeHeHnA
nocb BMeLLaTeNbCTBa
nnasmbl n ee
WN NnepennBaHuns
aHanoros
KpoBU
Kposowus-
p CybpypanbHas
JINAHUS B BHyTpuuepenHas
Hukorga He remaToma, nio-
LieHTpanbHyto - - remaTtoma, nito6oe
6b110 60e BMeLLaTeNb-
HEepPBHYI0 BMeLLaTENbCTBO
CTBO
cnctemy

BbannbHasA oLeHKa BblpaXKeHHOCTW NPOABAEHNI reMopparnyeckoro CMHaPoma ABA-
eTcA pe3ynbTaToM CYMMUPOBaHMA OLEHOK B Gannax camblX TSXKeSbIX 3MM30[40B KPOBO-
TOUMBOCTM MO KaxKAoW CTpoke. [NoKasaTenb BbipaXeHHOCTW reMopparmyeckoro CUHAPo-
Ma =4 6annoB ABNAETCA NMOKa3aHMWEM K BbINOMHEHWNIO TabopPaTOPHbIX ANArHOCTUYECKMX
nccnenoBaHui ¢ uenblo Bepudurkaumm bB.
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Hannune B aHamHe3e Npr3HAaKOB MOBbILLEHHOW
KPOBOTOUMBOCTH, »Kene3oaeduLnTHON aHeMum

3anonHeHne npeanoXeHHOro ONPOCHMKA — LUKasibl
remopparnyecknux NpoABIeHNI
MopcueT cymmapHoro 6anna

l l

MeHee 4 6annos Bonee 4 6annos
J1abopaTopHbIN CKPUHWHT JlabopaTtopHbI CKPUHWHT 60Ne3HM
He TpebyeTcs Bunnebpanaa nokasaH

JNabopaTtopHble
nokasatenu
He BblAB/EHbI

JlTabopaTtopHble nokasatenu
BbIsIBNIeHbI

McknioueHne nHbIX
bonesHb BunnebpaHga remopparmyeckmnx
remocTa3vonaTun

Puc. 4. Anroputm nepBNUYHOIro CKpUHNHra 6onesHu Bunne6paHaa Ha ocHoBe 6annbHOI OLEHKU
BbIPa)KeHHOCTV reMopparnyeckux nposABieHnit

Fig. 4. Algorithm for primary screening of von Willebrand disease based on a scoring of the severity
of hemorrhagic manifestations

B 3AK/TKOYEHNE

B KNMHUYecKol NpakTrKe Bpayam — aKyllepam-rmHeKosioram Heo6XoAnMo NOMHUTL
O HaCNefCTBEHHOW M MPMOBPETEHHOW NATONOMMM CUCTEMbI FEMOCTa3a, KOTopasa MOXeT
ABUTBLCA MPUYMHOW HEBbIHALLMBaHWA GepeMEHHOCTIN U KpoBOTeUYeHUIA. Heobxogumo Tuya-
TeNbHO cobupaTtb aHaMHe3, obpallaTb BHUMAHUE He TOSIbKO Ha NPOABAEHNA remopparu-
YECKOro CMHAPOMa Yy MaLMEHTKM, HO Uy ee POACTBEHHUKOB.

B cnyyae yctaHoBneHHoro guarHosa BB cnepyet 3HaTb, UTO NMoOMHOLEHHasA aganTauua
CUCTeMbl reMOCTa3a K recTaMoOHHOMY npoueccy B 60MbWMHCTBE C/lyYaeB He HacTynaet
(Tonbko npw | TMNE), PUCK KPOBOTEUEHMA BO BpeMsa 6epeMeHHOCTM, a 0cobeHHO nocse
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PoAos, BbICOKMI, TaK KaK 3TO nprHUMNManbHbIM o6pa30M MOET NOBMNATb Ha TEYEHNE N
nexon 6epemeHHocm n ponos.

Takum o6pa30M, BaXXHbIM 3TanoOM Ha nNyTu peleHnAa I'IpO6J'IEMbI BeaeHuA 6epEMeHHbIX

C MaTonorven CUCTemMbl remocTasa, B YacTHOCTK BB, gonxHa ctatb cBOeBpeMeHHaA Ana-
FHOCTUKA, a TaKXe NpuMeHeHne CoOBpeMEHHbIX cnoco6oB nevyeHun OaHHOro 3aboneBsa-
HuA. Kak npaswio, Npn yCtaHOBJIEHHOM A0 POAOB NN onepaunn agnarHose bB yoaetca
n36eXKaTb MHOTMX OC/TOXKHEHNI 1 nony4ynTb 6J'IaI'OI'IpVIF|THbIl7| pe3ynbrat.
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