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ot 3 no 10 HopMm y 3 yeaoBek — 6,5 %; 6oaee 10 HOpM y 2 yeaoBek — 4,3 %. [IoBBI-
menue ypoBHS AAT mo 3 HOpM B rpyIie My>K4YHH HabAomasoch y 21 gearoBeKa, 4TO
coctaBuAo 45,6 % oT ux ob1ero KoaudectBa; oT 3 g0 10 HopMm y 3 yeaoBeK — 8,7 %;
6oaee 10 HopM y 1 yeaoBeka — 2,2 %. Koadpduruent ne Putnca B rpyrie My>K4uH
meHee 0,91 Habaromascd y 22 94eAOBEK, UTO COCTABUAO 47,8 % oT 00IIlero KoAudecTBa
My>K4uH; 6oaee 1,75 y 4 gyeroBek — 8,7 %.

[ToBeimienue ypoBHA ACT B rpymnmne >KeHIHMH A0 3 HOpM Habaromasock y 11 de-
AOBEK, YTO CcOCTaBHAO 29,7 % HOpPOLIEHTOB OT OOILIET0 KOAHMYECTBa KEHITWH. [I0BBI-
menue ACT ot 3 no 10 HOpM u Goaee 10 HOpM B HaHHOM rpyrie He HaOAIOJaAOCH.
[ToBeimenue ypoBHd AAT B rpyIre KeHITUH 00 3 HOPM HaOAIOaA0OCh V 9 4eAOBeK,
4yTOo cocTaBuAo 24,3 % mpolieHTa OT OOINEro KOAMYeCcTBa XKeHIUH. [ToBeinieaue AAT
ot 3 mo 10 HOpM U Ooaee 10 HOpM B JAHHOM IpyIiie He HabAarogasoch. KoaddpunmueHT
ne Putnuca B rpymre xkeHumH MeHee 0,91 Habarogascd y 8 4eAOBEK, YTO COCTABHAO
24,6 % ot 0o0IIeT0 KOAMYEeCTBa KeHIIMUH; 6oaee 1,75 y 5 gwearoBek — 13,5 %.

Bubieoodut

N3 83 mpoaHaAM3UpPOBaHHBIX UCTOPHUH OOAE3HH ITAIIMEHTOB TepPaleBTHYECKOTO
OTOEAEHUs TOBBINIEHHE YPOBHA TpaHcaMHHa3 Habamomasock y 43 (51,8 %) maimen-
TOB, U3 HUX 29 (35 %) myxuuH u 14 (16,8 %) xeHiymH. [IoBBIIIIEHNE YPOBHA TPaH-
camuHa3 oT 3 1o 10 HopM u Goaee 10 HOpM HaOAIOAAAOCH TOABKO y MYKYMH, YTO
MOXKeT TOBOPUTE O 0Ooaee TaxkeaoM TedeHun uHpekimn COVID-19, B03MOXKHO,
BCAEJICTBHE IIPSIMOT'0 UAHM OIIOCPEIOBAHHOTO ITOBPEXKIECHUS [TeYEeHH.

Bnagenne koadgduimeHTa ae PuTrca HHKe HOPMBI HaOAIOIAAOCH V OOABIITHH-
CTBAa MAIUMEHTOB (My>K4WUHBI 47,8 %, 3KeHIwHBI 21,6 %), 9TO MOXKET CBUACTEABCTBO-
BaTh 0 nopakeHuu redenu. Koadpcpurment ne Putrca Bbiille HOpMBI HabAoqasca y 8,7
% MmyxxuuH U 13,5 % xennmwH. Koadpdpurment ne Purnca Bblllle HOpMBI HaOAIOTAETCS
3a cuet nosbliteHusa ACT. Yposeus ACT npu ma@ekimu COVID-19, BO3MOKHO, TOBBI-
IIaeTCs BCAEICTBHUE Pa3BUTHH XOAAHTHTA, TaK KaK BHPYC TPOIEH K XOAQHTHOIIUTAM.
BcaencTrBre 3TOro Heab3s OMHO3HAYHO CKasaTh, UTO IOKa3aTeAb KoddduimeHTa ae Pu-
THCA BBIIIe HOPMbI TOBOPUT UMEHHO O ITOBPEXACHUN KapIMOMHUOITUTOB.

A MTOCTOBEPHOTO CYKAEHHUS O ITOpPa’keHUH IeYeHHU Y IMalleHTOB C MHQeKIUueH
COVID-19 HeobxoguMo moobcaemoBaHue martueHToB: KOHTPoAbR ACT u AAT B nuHa-
muke; AAI-4,5, 1P, I'TTII, MHO, Y3U neyeHu.
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Beedenue

Boaesus Buaaebpanpga (BB) — reHeTHdyeckd OeTEPMHHHPOBAHHOE HapyIIIEHHE
CBEPTHIBAEMOCTH KPOBH. B ocHOBe maHHOTO 3aboAeBaHUS A€KHUT U3MEHEHHE KOH-
HEeHTPAINH, CTPYKTYPhI UAM (PYHKIIMH (parkTopa ¢poH Buasebpanma (VWF) — myab-
TUMEPHOI'0 TAWKOIIPOTEHMHA, YYaCTBYIOLIETO B COCYIHUCTO-TPOMOOIIMTAPHOM 3BEHE
remocTasa u TpaHcrnopte dpaxkropa VIII cBepTeiBanusa kposu (FVIII).
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CoraacHO 3MHIAEMHOAOTHYECKUM HCCAEJOBAHHUAM pacIpocTpaHeHHOCTh BB co-
craBaseT 1 %, ogHAKO Yy OOABIITMHCTBA OOABHBIX B OOBIYHBIX YCAOBUAX CHMIITOMBI OT-
CyTCTBYIOT. AuIb y 1 gyearoBeka u3 10 ThIC. B OOIIIEH IMOMYASIIIMH UMEIOTCH KAWMHIYE-
cKue mpogBAeHUd 3aboseBaHud, TpeOyroliyve IIpoBeneHUs AedeHus [1]. BrlaBage-
MOCTb 3a00A€BaHUs 3aBUCHUT OT IPHUMEHSIEeMbIX METOA0B CKpPUHUHTAa HanueHToB. 1o
naHHbIM Pecriybamnkanckoro perucrpa, B Pecryoanke Beaapych Ha KoHelr 2018 roma
qucaruAock 195 manmenToB ¢ BB, uTo cocraBaser 1,9 Ha 100 ThIC. B OOLIEH MHOIIyAsI-
nuu. [JaHHBIH ITOKa3aTeAb OOBSICHSAETCH KaK CAOKHOCTBIO MUATHOCTUKH, TaK U Ipe-
obaaaHUEM AeTKUX (POPM reMopparuii, ¢ KOTOPbIMH IaIIMEHTBHI oOpallaloTcs yiKe
IIPpY BO3HHKHOBEHHHM YTPOKAIOIINX OCAOXKHEHHUM, HalpuMep Ha (poHE TpaBM HAU
OIlepaTHUBHBIX BMELIATEABCTB. A9 cpaBHEHUd NaHHBIM IIO0Ka3aTeAb B APYTHX CTpa-
Hax coctaBadeT: B BeankoOpuranuu — 16,05; B Beurpuu — 14,5; B CroBaruu —
11,2; B Yexuu — 7,7; B Poccuu — 1,0; B Ykpaune — 1,03 [2].

B 3aBuUCHMOCTH OT XapaKTepa HapylIeHUH akTUBHOCTH PB BBIOEAFIIOT TpPU OC-
HOBHBIX THITIA 3a0oAeBaHUSA: | TUNI — YaCTHYHBIA KOAWYECTBEHHBIH mecurtut vWF,
HauboAee pacHpocTpaHeHHbIH TuIl, Bcrpedaercd y 70 % O6oabHbIX, II THn — kaue-
ctBeHHBIH nedekt VWF (25 % 60abHBIX), III THI — IpakTUYEeCKH ITOAHOE OTCYTCTBHE
@B, HauboAee TAKEABIH U pearui TUIl (S5 % GOABHBIX).

OcHoBHBIM ITposiBAeHMEM BB sBageTcs remopparudeckuii CHHAPOM MHUKPOIIUPKYASI-
TOPHOI'O AM0O CMEIIaHHOTO THIIOB CIIOHTAHHOI'O HAU ITOCTTPaBMAaTHYECKOI'O XapaKTepa.
Kak nipaBuao, BB I u Il THNIOB XapakTepu3yeTcs rpeodaalaHueM MHKPOIIUPKYASITOPHOTO
THIIa KPOBOTOYHBOCTH: KPOBOTEYEHHUS M3 CAU3UCTBIX, MEHOPpPAaruu, KPOBOTEUEHUS IIPH
IIPOBENEHUN XUpPYyprudeckux BMenareAbcTB. [Ipu BB III Tuna B KAMHHYECKON KapTHHE
IpeodAaIatoT HAPYIIEHUS OIIOPHO-ABHUTATEABHOIO allliapaTa B pe3yAbTaTe reMapTpo30B,
TeMaTOMbl MATKUX TKAaHEH pPa3AMYHOM AOKAAM3AIIMH CIIOHTAHHOIO XapakTepa, 3abpro-
mHHBIX reMaToM [3]. Femopparmdeckue nposiBaeHUs Ipu BB cBa3aHbl ¢ pa3AMYHBIMU
KOAMYECTBEHHBIMH M Ka4eCTBEHHBIMH HapyILIeHUAMU IaasMeHHoro VWF, cuHTe3 KoTo-
POro KOMPYETCS TEHOM, PACIIOAOKEHHBIM Ha KOPOTKOM IIA€Y€e XPOMOCOMBI 12.

B nacrosiiee Bpemsa 6oae3Hb BuasebpaHga coxpaHsieT CBOIO aKTYaAbHOCTH U
OoCTaeTcss OHOM M3 Hauboaee PaCIIPOCTPAHEHHBIX HACAEACTBEHHBIX KOATyAOIIATHH.
[TpobaeMa paHHEH AUATHOCTHUKU SIBASETCS BasKHEUIIIMM MeIUKO-COIIHaABHBIM ac-
IIeKTOM COBPEMEHHOM reMaTOAOTHH.

Ifens

[laTh KAMHUKO-A200pPaTOPHYIO OIlEHKY Ooae3HH Buasebpanma y mereit 'omeab-
CKOH obaacTu.

Mamepuan u memoosL uccnedoeaHust

HccaenoBaHue OPOBOAMAOCHE HA 0a3e reMaTOAOTHYECKOI'O0 OTAEACHUS OAS AeTel
I'Y «PecriyOAMKaHCKHUA HAYYHO-IIPAKTHYECKUH IIEHTP PaaUalliOHHON MEIUIIMHBI U 9KO-
AOTHH YeAoBeKay. [TpoaHarm3MpoBaHbI JaHHBIE aMOyAQTOPHBIX KapT U UCTOPHi Ooae3HeH
16 marmeHTOB B Bo3pacTe OT 4 MecsIeB 0 17 AET C pa3AMYHBIMHU THUIIAMH 3a00A€BaHUS.

[unarHo3 6oae3Hn BuaseOpanga ObIA BepuUIIMPOBAH HA OCHOBAHUU KAWHHUYE-
CKUX [AaHHBIX, PE3yAbTATOB AAOOPATOPHBIX MCCAENOBAHUI CHCTEMBI TIeMocTasa
(rpomboriTer  (PLT), akTHUBHpPOBaHHOE YaCTHYHOE TPOMOOIAACTHHOBOE BpeMs
(AYTB), nporpombuHOBEIH uHAekc ([1TH), auTuren gakropa Buasebpanga (VWF:Ag),
PHUCTOLIETUH-UHAYLIMPOBaHHasa arperainga TpoMmbornToB (RIPA), ¢doubpuHoreH, dak-
TOp cBepThiBaHus KpoBu VIII (FVIII), pucroneTuHKo(akTopHas akKTUBHOCTE (PAKTO-
pa Buaaebpanma (VWF:RCo)) u reHeaanOrM4ecKHUX CBEIEHHSIX, yKas3bIBAIOIIMX Ha
ayTOCOMHO-ZIOMHUHAHTHOE UAU ayTOCOMHO-PEIIECCUBHOE HacA€OBaHUE.

B mccaemoBaHUM HCIIOAB30BaAach Kaaccudukalug 0oae3Hu BuareOpanna, npemn-
AokeHHad MexayHaponHo# accomualmeii mo TpoMmbo3y u remocrasy (2004). Cratu-
cTudeckass o6paboTKa BBIIOAHSAACH IIPU ITOMOIIMM MaKeTa IMPUKAQIHBIX IPOTPaMM
«Microsoft Excel» u «MedCalc 10.2.0.0» IToaAyuyeHHbIe maHHbIE OBIAM MPEACTABAECHBI B
Buae Me (Q 25-Q 75).
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Pe3ynomameol uccnedoeanust u ux obcyxcoerue

CpenHuii Bo3pacT AeTell Ha MOMEHT IIOCTAaHOBKU auarHo3a cocraBua 8,4 rona. He-
CcKoABKO yalne BB Habaromasack y neBodek — B 56,25 % (n=9) caydaeB HabAOeHUH,
B TO BpeMd KakK y Maab4MKOB B 43,75 % (n = 7), npu cootHoumeHuu 1,2:1. B 25 %
CAy4JaeB B CEMEHHOM aHaMHe3e HabOAI0JaAVCh HApPYILIEHUS CHCTEMBI FeMocTasa: 2 CAy-
yag — BB; 1 — TpoMmbornronatud; 1 — penuauBHPYIOLINE AeCHEBble X HOCOBbIE
KPOBOTEYEHUS HESICHOTO I'eHe3a.

[Ipn aHaan3e HAHHBIX O KAMHHYECKOH KapTHHE yCTAHOBAEHO, YTO BEAYIIUM SB-
ASIACH TEMOPPArH4YeCKUM CHHAPOM II0 CMENIaHHOMY THUILy. Hallle Bcero HabGAIOIAaAUCH
PELONBHPYIONINE HOCOBbIE KpoBoTedeHUd — 37,5 % (n = 6). CrloHTaHHOE IIOSIBAE-
HUe reMaToM ObIAO BbIIBA€HO V 31,25 % (n = 5) mamueHTOB, KPOBOTEUYEHUS IT0CAE
SKCTPaKIINU 3y00B — y 25 % (n = 4), KpoBoTeueHus u3 neceH — 25 % (n = 4). T'e-
Mopparudeckasl ChbIIIb Ha KOXE€ TYAOBHIA M BEPXHHUX KOHEYHOCTEM IIATHUCTO-
MeTEXHUAABHOTIO XapaKkTepa HabAmmasack y 3-x narueHToB (18,75 %). Y 12,5 % nereit
(n = 2) Habaromasachk KPOBOTOYMBOCTH ITOBEPXHOCTHBIX paH. MeHopparvu HMeAHn
44,4 % peBouyek M3 IpyNIbl uccaenoBaHUs (n = 4). emapTpo3 AOKTEBOrO CycTaBa,
Hauboaee peakoe ImpossBaeHre BB, O6bIA BhIgBA€H y ogHoro marmeHTa c Il Tumom 3a-
OoreBaHUS.

Cpenu BcexX HCCAENOBAHHBIX MAIlMEHTOB OBbIA IIPOBEAEH aHAAW3 CTPYKTYpPbI IO
TUITy 3a00A€BaHUSsI, YTO IIPEACTABACHO Ha PUCYHKe 1.

b
13%

PucyHok 1 — PacnpeaneAeHHe nMalnHeHTOB no Tuny BB

Hcxondg u3 pe3yabTaToB aHaAW3a, MOXKHO CIAeAaTh BBIBOJ, YTO Hauboaee pacrpo-
CTpaHeHHBIM aBAsAcs I Tun 3aboseBanHusa — 56 % (n = 9). II Tun ObIA BBIIBAEH ¥y
38 % (n = 6) obcaenyembIx, III — 6 % (n = 1).

Jansee Oblaa TIIpoBefleHa OlleHKa AabopaTOpHBIX IIOKa3areseit. PesyabTaTbl
IIpeicTaBA€HbI B Tabaulle 1.

Tabauma 1 — [lokazaTean KoaryaorpaMMel 1ipu BB

Tokasateab | PLT,g/1 | AYTB,c | IITU | FVIIL,% | vWF,% | Ag vWF,% gzzlf% RIPA,% ®H6p§/}ioreH’
Muaumym | 226,0 | 29,4 | 0,52 | 6,0 10,5 0,05 0,5 1,3 2,6
01 269,7 | 34,0 | 0,76 | 26,0 | 22,0 17,0 2,9 50,6 3,0
Me 277,5 | 37,5 | 0,9 | 23,8 | 28,2 21,0 17,90 | 74,8 3,15
Q3 333,2 | 43,4 | 1,0 | 50,0 | 33,5 36,8 31,8 | 81,2 3,55
Makcnmym | 380,0 | 71,0 | 1,0 | 64,0 | 39,7 81,7 36,6 | 84,6 4,0
Cpentee 2054 | 41,1 | 0,86 | 38,0 | 27,1 27,4 17,7 | 58,6 3,4

Bo Bcex caydasgx TPOMOOIHMTHI U (PUOPUHOTEH HAXOMAUAUCH B ITpeaeAax HOPMHBIL.
3uauvenusa AYTB koaebaauck ot 29,4 mo 71,0 c. ¥ 50 % mereit ¢ BB mokazareab
AYTB mnpeBblillaa HOpMaAbHbIe 3HaueHusa. MunumaanbHoe 3HadeHue [ITH cocraBuao
0,52, makcumaanbHoe — 1,0, mpu atoM y 37,5 % GoapHbIX [ITU Op1a MeHee 0,8. 3Ha-
YeHUsT KOaryasaiimoHHo# akTuBHoctu FVII koaebaanchk ot 6,0 mo 64,0 %. Huxe 50 %
ypoBenb FVIII mabaromaaca y 62,5 % nereti. MuHnMaabHbIH nokasateab VWF cocra-

167



JTpobaembt U nepcneKmuss. passumus. COBPEMEHHOT MeOUUUHDL

L

— e D=

—_— S ——

BUA 10,5 %, MakcuMaabHbIE — 39,7 %. 3uauyenus vWF:Rco koaebaaucek ot 0,5 % mo
36,6 %. 100 % perett umeau nedpurut kak VWF, Tak 1 vVWF:Rco. MUHUMaABHEBIHN 110-
kazareab Ag VWF cocraBua 0,05 %, makcumaabHbIi — 81,7 %. [lokazateau RIPA
Koaebaauce ot 1,3 mo 84,6 %. Y 75 % pereit 3HaveHus RIPA Obiau cBrliie 65 %.

Tabaunna 2 — CpaBHUTeAbHAd XapaKTepucTuka Turos BB

Tun BB AYTB, c FVIII, % vWF, % Ag vWF, % vWEF: Rco, % RIPA, %
In=9) 37,35 41 26,3 23,65 31,40 77,05
II(n=26) 40 41,40 38 21,05 2,0 66,9
III (n = 1) 71 35 — 0,05 — 1,4

[Ipoanaan3upoBaB CpaBHUTEABHYIO XapaKTepHUCTUKy TUIOB BB, ycraHoBuAH,
uyTo rokasareau Ag vWF (23,65 %), vVWF:Rco (31,40 %) u RIPA (77,05 %) I Tuna mpe-
BaAUPYIOT HAJ aHAAOTHYHBIMU rToKazateagMu Il u III TunmoB. OTMedeHBI Hoaee BBICO-
kue nokaszarean AUYTB (40 cekyun) u vWF (38 %) npu Il Tune npu cpaBHeHUH C [ TH-
noM. B III Turre BB HabAomasca KpatiHe BbIcOKHM nokasareab AUTB (71 c), Hexxean
yeMm B | u Il Tumax, HO o4eHb HU3KHE AHUOO IIOYTH HE OIIpeNeASIOIINecd ITOKa3aTeAr
Ag vWF (0,05 %), RIPA (1,4 %), 4T0 XapaKTepHO TOABKO nad Il Tuna BB.

Bbleoowst

Cpennuii Bo3pacT AeTed Ha MOMEHT IIOCTAaHOBKH AnarHo3a 6oae3nu Bruarebpanna
coctaBuA 8,4 roma. Hauboaee pacmpocrpaneHHbiM THOM BB aBuacsa I tum (56 %).
PenuguBupyroliee HOCOBOE KPOBOTEUEHHE — BeAYIIEE KAMHHYECKOE IIPOSIBAECHHE
BB. Cemetinnlii anamHe3 B 25 % cay4daeB ObIA OTATOIIEH IO HAAWYHIO TeMopparude-
CKOTO cHHApoMa, HO o BB Toabko y 12,5 %. Hanboaee THIIUYIHBIMH U3MEHEHHUSIMU
CO CTOPOHBI MOKas3aTeAedl reMocTa3norpaMMbl IIPH BCEX THIAX 3a00A€BaHUA SBU-
auchk: cHuxkeHne aktuBHocTUu FVIII u vWF, cumxkenue ypoBusa Ag vWF u vWEF: Rco.
Campble BbIpakeHHbIE U3MeHeHUs OblAM XapakTepHb! nad BB III Tuna.
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Beeodenue

XpoHuueckada cepaedyHasd HenocTaTodHocThb (XCH) aBagerca akTyaabHOH IIpo-
6AeMOM KapOUOAOTHH, €€ PACIIPOCTPAHEHHOCTH IIOCTOsIHHOBO3pactraeT. CMepTHOCTh
or XCH cocrasageTr 6 % oT romoBoro 3HadeHus, u 6osee 50 % HallMeHTOB CAAaHHBIM
3aboAeBaHMEM YMUPAIOT B TedeHHue 4 aAeT. [loaToMy Tak BaskHa paHHAd JUATHOCTHKA
XCH, 9TO O3BOAUT OKa3bIBaTh CBOEBPEMEHHYIO MEAUIIMHCKYIO IIOMOIIL. BeHaomHoe
(bendopnea), HeJaBHO ONMMCAHHOMN IPHU3HAK CEPAEYHON HENOCTATOYHOCTHU, IIPOSBAS-
eTcs oaplKod B TedeHHe 30 C Imocae HAKAOHA BIIEPEN KM CBS3aHO C IIOBBIIIEHHUEM
JaBAECHHS HAIIOAHEHUS JKEAYIOYKOB. DTO COCTOSHUE OBIAO ITPEOAOKEHO B KAa4eCTBE
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