HayuHo-nipakTrdeckuii perieH3upyeMblid KypHaT
"CoBpeMeHHbIE TPOOIIEMBI 3/IpaBOOXPaHEHHS U MeTUIIMHCKOM ctaTucTUKU" 2020 1., Ne 4
Scientific journal "Current problems of health care and medical statistics™ 2020 r., Ne 4
ISSN 2312-2935

YK 614.1:616.155.2-055.5
DOI 10.24411/2312-2935-2020-00116

INEPBOE OBCEPBAIIMOHHOE SMUJIEMHAOJIOTTYECKOE UCCJIEJIOBAHME 110
OIIPEJEJIEHUIO PACITIPOCTPAHEHHOCTMH BOJIE3HU BUJLJIEBPAH]JIA B
POCCHUVICKOM ®EJEPALIUN

O.B. 3enenosa ', I0.HU. Ocvkos 1, C.HU. Aopamos ', K.C. Acnanan ?, B.C. Illampaii °,
P.K.Unvacos *, B.B. [Imywkun °, E.I. Babaesa ®, E.I'. Kupunnosa ', C.H. Menvwarosa ¢, M.B.
Kocunoga °

Y\®OI'BY «llenmpanvuviii HayuHo — uccnedo6amenbCKutl UHCIMUMYm opeaHu3ayu u
ungopmamuzayuu 30pagooxpanerusny Mumnzopasa Poccuu, 2. Mockea

2 'BY PO «O6nacmuas 0emckas kiuHudeckas 6onvuuyay 2. Pocmosa-na-Jlony

8 I'BY Pocmosckoii obnacmu «Pocmosckas obnacmuas Kiunuyeckas bonvruyay, e. Pocmos

4 Kpvimckuil pecnyOiukanckuil OHKOL02U4eCKull Kiunudeckuti oucnancep umenu B.M. Epemoea, .
Cesacmononb

>T'BY3 «I'KB um. C.I1. Bomkuna JJ3M», 2. Mockea

® ®I'5OY BO «Hosocubupckuii 2ocyoapcmeenubiii MeOuyurckutl yuugepcumemy Munucmepcmea
30pasooxpanenust Poccutickou @edepayuu, Hosocubupck

" BY3 Omckoii obnacmu "Obnacmuas Knunuueckasn Bonvrnuya", 2. Omck

8 'BY3 Teepckoii obnacmu « Obnacmuas kiunuueckas bonvnuyay, 2. Teepw

¥ I'4V3 KO «Kemeposckas obnacmuas kiunuveckasn 6onvnuya umenu C.B. Bensesay, 2. Kemepoeo

AxtyanbHocTh. bonesnp Buinebpanna (BB) - naunbonee pacmpocTpaHeHHas HacieICTBEHHas
KOaryjiomnaTtusi, oOyCJIOBJIEHHasi CHUXKEHHEM KOJIMYECTBAa WM HapylleHueM (QyHKuuu ¢pakropa
Bunnebpanna (VWF). Ilpubmusurensno y 70% mnamnuentoB ¢ BB 3a0oneBaHue nmmeer Jerkoe
KIIMHUYECKOE TEUEHHUE, y OCTaJbHBIX HAONIONAIOTCA CPEIHETSIKENbIE WM TSDKENble KIMHUYECKUe
MIPOSIBJIEHUSI TEMOpPpPAruyeckoro cuHjapoma. I1o JaHHBIM KIMHUYECKMX PEKOMEHJAluil oO0IiecTBa
reMaTosIoroB, paspaboraHHsix B 2018 rony m omobpenHbie M3 P®, nns yrouHeHus auarsosa
PEKOMEHIyeTCsl IPOBEIEHNE MOATAITHOIO J1a00paTOPHOTO KOAryJI0JOTHYECKOT0 UCCIeI0BaHus [4].
[TomyyeHne MaKCHMaJbHOTO KOJIMYECTBA JAHHBIX CIIOCOOCTBYET BepU(UKAMM JMAarHO3a H
UCKJIIOYEHUIO TPUOOpeTeHHBIX Koarynomnatuid. IlepBbIM 3Tamom j1abopaTOpHOM JTMAarHOCTHKU
peKOMeHayeTCs MPOBEJCHHE KOaryJoJIoTH4eckoro ckpuHuHra. /lns Bepuduxanmu nuar€osa bB
PEKOMEHIyeTCsl TPOBEEHUE BTOPOIoO 3Tana JUArHOCTUKU - CHEHU(PUYECKUX KOAryJoJOTHYeCKUX
uccnenoanuii: cootHomenne vVWF:RCo/vWF:Ag (o6s3atensno); FVIIL:C (06s3aTenbHO0), ypOBEHB
RIPA B 1ByX KOHILEHTpaLUAX pUCTOMHUIIMHA (1151 yrouHeHus tuna bB); ananus mynstumepoB VWF
(B HEAICHBIX CITyYasx).

Heabr wuccaenoBanusi. IlpoBectu oOcepBallMOHHOE SMUIAEMHOJIOTHYECKOE HCCIEAOBAHUE B
HEKOTOPBIX cyObekTax PD 1 conocTaBUTh TaHHbBIE STTHIEMHOIOIMYECKOT0 Ha0II0IeHHSI IO O0JIe3HU
BunneOpanna ¢ 1aHHBIMHU, [TOJIy4aeMbIX U3 peruoHanbHbix MUALL

3agaum wuccaegoBanusi. Ha ocHoBe crenuanbHO pa3pabOTaHHOM aHKETHI MPOBECTH OMPOC
pernoHabHBIX BHEWTATHBIX ['C MO pyTMHHOW MpakTHKE AMArHOCTUKH M JIEYEHUS IMAlUEHTOB C
6one3Hpio BumieObpana, a Takke pacipeeseHHIO 110 TUIIaM 3a00JIeBaHUsL.

Marepuansl 1 MeToabl. [IpoBeneH onpoc 25 peruoOHAIbHBIX BHEMITATHBIX TJIABHBIX CIEIUAINCTOB
10 TeMAaTOoJIOTUH 10 pazpaboTanHol aHkeTe. [lapamienbHo crenan 3ampoc B pernoHaabHsie MUALL
C IENBI0 MOJYYCHHS CBEJCHHI O KOJMYECTBE MAIMEeHTOB ¢ remodummeii, D66 - D68. Ankera mo
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Oone3nn Bunnebpannma copepikana ClEIyIONME BOIMPOCHI: KOJWYECTBO MAIMEHTOB IO THIIAM
3a0osieBaHus U O€3 orpeieeHHsl TUIla, KOJIMYECTBO NAIlMeHTOB, HAXOASIIUXCS Ha TepaIlluy WIK MO
HaOJIIOCHNEM, KOJHMYECTBO MAIMEeHTOB, Haxozsamuecs Ha tepanuun FVII+VWF B pexunme
«IIPOPUIAKTUKI» U B PEKUME «II0 TPEOOBAHUIOY.

PesyabTarel. [lomyuens! nanHble U3 13 perrmoHOB, B KOTOpBIX HaOmronatorcs 2 774 manueHTta
remoduimei, u3 Hux 1 396 manueHToB ¢ remModrimeit A, BKirovas 155 manueHToB ¢ HHTHOUTOPHOM
¢dopmoii 3ab0sieBaHUs, CUUTAIOMIASACA CAMOM HEONArompusATHOH M TPYAHO Kymnupyemou. bornesHs
Bwinebpanna nuarsoctupoBana y 1 074 marueHTos.

BoiBoabl. Peructpamus mnamuentoB Oone3npio BmineOpanga B Poccun mmeeT HECKOIBKO
OrpaHUYEHUH, KaK U JabopaTopHasi AMATHOCTHKA, KOTOpas Heo0XoquMa J1Jisi IOCTaHOBKHU JUAarHo3a,
MPUCYTCTBYET HE BO BCEX peruoHax. B pesysnbTaTe ompoca rilaBHbIX BHEIITATHBIX CIIELUAIMCTOB U3
6 cyOBEKTOB HaM yJnajaoch coOpaTh JaHHBIC MO 292 marueHTam Oosie3Hblo BumeOpanma. M3 292
MAIUEHTOB TOJILKO 78 My>x4uuHbI U 214 xennmabl, 190 nanueHToB HaOMOHaI0TCs 03 ompeaeIeHus
TAma 3a0osieBaHus, 63 manueHTa UMerOT | Tun, 2 Thum y 19 manmwenToB m 20 manueHTam
JIUarHoCTHpOBaH 3 T 3abosieBanus. Hu oquH cyOBEeKT HEe MPOBOAMT JUATHOCTHUKY IO MOATHIIAM
BTOPOTO THUIIa 3a00JIeBaHMs, KOTOPHIA B OJrpkaiiliiee BpeMsi 000raTuTcs NaTOreHeTUYECKUM BHIOM
JIEKAPCTBEHHOW TEpaIuu.

KoaiwoueBsbie ciioBa: 6oiie3ns BuieOpanTa, 3a0051€Ba€MOCTh, OPOC

EPIDEMIOLOGICHESKOE THE FIRST OBSERVATIONAL STUDY TO DETERMINE
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Relevance. Willebrand disease (BV) is the most common hereditary coagulopathy caused by a
decrease in the amount or impaired function of Willebrand factor (VWF). Approximately 70% of
patients with BV have a mild clinical course, while the rest have moderate or severe clinical
manifestations of hemorrhagic syndrome. According to the clinical recommendations of the society
of hematologists, developed in 2018 and approved by the Ministry of health of the Russian
Federation, a phased laboratory coagulological study is recommended to clarify the diagnosis [4].
Obtaining the maximum amount of data helps to verify the diagnosis and exclude acquired
coagulopathies. The first phase of laboratory diagnostics recommended koagulologicescoe screening.
To verify the diagnosis of BV, it is recommended to conduct the second stage of diagnosis-specific
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coagulological studies:the ratio of VWF:RSO/VWF: Ag (required); FVIII:C (required), the level of
RIPA in two concentrations of ristomycin (to clarify the type of BV); analysis of VWF multimers (in
unclear cases).

Purpose of research. To conduct an observational epidemiological study in some regions of the
Russian Federation and compare the data of epidemiological surveillance for Willebrand disease with
data obtained from regional MIAC.

Research problem. Develop a questionnaire that allows you to get data on the forms of the disease,
conduct a survey of regional freelance GPS on the routine practice of diagnosis and treatment of
patients with Willebrand's disease.

Materials and methods. A survey of 25 regional freelance chief Hematology specialists was
conducted based on the developed questionnaire. In parallel, a request was made to the regional
MIAC to obtain information about the number of patients with hemophilia, D66 - D68.

The Willebrand disease questionnaire included the following questions: the number of patients by
disease type and without type determination, the number of patients on therapy or under observation,
the number of patients on FVIII+VvWF therapy in the "prevention" mode and in the "on-
demand"mode.

Results. Data were obtained from 13 regions where 2,774 patients with hemophilia were observed,
including 1,396 patients with hemophilia A, including 155 patients with the inhibitory form of the
disease, which is considered the most unfavorable and difficult to stop. Willebrand disease was
diagnosed in 1,074 patients.

Conclusions. Registration of patients with Willebrand's disease in Russia has several restrictions, as
well as laboratory diagnostics, which is necessary for diagnosis, is not present in all regions. As a
result of a survey of chief freelance specialists from 6 subjects, we were able to collect data on 292
patients with Willebrand's disease. Out of 292 patients, only 78 are men and 214 are women, 190
patients are observed without determining the type of disease, 63 patients have type 1, type 2 in 19
patients and 20 patients are diagnosed with type 3 disease. No subject conducts diagnostics based on
subtypes of the second type of disease, which will soon be enriched with a pathogenetic type of drug
therapy.

Key words: von Willebrand disease, morbidity, survey

AktyanbHocTh. bonesns  Bumebpanma (bBB) - Hambomee  pacmpocTpaHeHHas
HACJIEICTBEHHAs] KoaryJjonatusi, OOYyCIIOBJI€HHAas CHI)KEHHEM KOJIMYECTBA WJIM HapylIEHUEM
¢bynkuun  dakropa BumneOpanma (VWF). KommpoBamme no MKB-10: D68.0 — bonesnb
Bunnebpanna. BB Berpeuaercs y 0,5-1% HaceneHus1, pacipocTpaHeHHOCTh KIMHUYECKH 3HaYMMBbIX
¢opm BB — 1—2 na 10 000 uenosex; BB 3 Ttuna Bcrpeuaercs ¢ yactotoit 1:500 000 uyenosex.
[Tpubnusurensuo y 70% mnauuentoB ¢ bB 3a0oneBanue nMeeT Jierkoe KIMHUYECKOE TEUYEHUE, Y
OCTaJbHBIX  HAONIONAIOTCA  CpPEAHETSDKEIble MM TKENble  KIMHUYECKHE  MPOSBICHUS
reMopparu4eckoro cusapoma [1].

OcHoBHoe mposiBieHue bonesnn BuieOpanma —  remopparudeckuid  CHHIPOM
MUKPOIMPKYJISTOPHOIO/CMEIIAHHOTO TUIIOB CIIOHTAHHOT'O WJIM MOCTTPaBMAaTHYECKOIrO XapakrTepa.
IIpu BB 1 u 2 Tunos mnpeobiagaer MUKPOLUPKYISATOPHBIA TUI KPOBOTOUMBOCTH: SKXHUMO3BI,

KpPOBOTCUYCHUA U3 CIIM3UCTBIX (IICCHCBBIC, HOCOBBEIC, J'IYHO‘{KOBLIC), MCHOppAaruu, KpoBOTCUCHUS IIPU
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MIPOBEACHUN XUPYPrUYECKUX BMELIATEIIbCTB U MHBA3UBHBIX JMATHOCTHYECKUX mpouenyp. llpu
tunmax bB, Xapakrtepusyromnumxcsi BeIpaxeHHbIM cHUxkeHueM ypoBHs FVIII (2A, 2N, 3), gacto
HaOJIIOAAaeTCsl CMEMIAHHBI  (MHKPOLMPKYISTOPHO — TEMAaTOMHBIH) THUI TEeMOPParHyecKoro
cuaapoma. bB 3 Tuma no cBOMM MpOSIBICHUAM UMEET CXOJCTBO C TsDKENOH opmoii reMmopminu A
BBUAY Mo4TH mosHoro orcyrcTBus VWF u, kak crnencteue, FVIII dakropa. [lpu manHom Ttwure
3a0o0JieBaHUs B KJIMHUYECKOI KapTHHE NMpeo0IalaloT HapyIIeHHs OIOPHO-ABUTaTEIbHOIO allapara
B pe3ylbTare pEelUAMBUPYIOIINX KPOBOM3IMSIHMNA B CycTaBbl (FreéMapTpO30B), F€MAaTOMbl MSITKHX
TKaHEW pa3IMYHON JIOKaJIM3aluY CIOHTAaHHOTO XapaKTepa, 3a0pIolnHHbIe TeMaToMbl. HecMoTpst Ha
WUJEHTUYHOCTh KIIMHUYECKUX MPOSIBICHUH, Y ManueHToB ¢ bB cumnTomarrika MmeHee BbIpakeHa, 4eM
y OONBbHBIX TeMO(UIINEH, U BCEra COYETaeTCsl C KPOBOTECUCHUSIMH 110 MUKPOIIUPKYISITOPHOMY THITY
[2]. duarHocThkKa Ha4YMHAETCS CO cOOpa IMEPCOHAIBLHOTO M CEMEMHOro aHamMHe3a O HaJTu4Yuu
reMOpparuuecKkoro CUHpoMa: 5kajo0 Ha JIETKO MOSBISIOLIUECS SKXUMO3bl, HOCOBbIE KPOBOTEUEHHS,
reMaToMbl B pAaHHEM JETCTBE; BO3HUKHOBEHHE CIOHTAHHBIX KPOBOTECYEHUH, JJIUTEIIbHBIE
KPOBOTEYEHMS IOCJIE TPaBM WIM XHUPYPTrUYECKOro BMEIIATENbCTBA. [ eMopparnyeckue nposiBICHUS
npu bB HecmenmmduuHbl M CXOMHBI C TPOSBICHUSIMH TpPH JPYrUX HAPYIICHUSX TEeMOCTa3a.

3anono3puth bB BO3MOXHO IpH HaIM4UK KIIMHUYECKUX IPU3HAKOB [3].

Taoauna 1
Knaccudukanusa 6oneznu Bunnedbpanna (B %)
Yacmoma,
Tun o Xapaxmepucmuxka
0
1 70 Yactuunsit gepuuut vWF; yposens FVIII HopmanbHbli nim
CHW>KEHHBIH NIPONOPLMOHAIBHO CTENEHN CHUKEHUS VWF
2 25 KauectBennsie nedextst vVWF
A CHMKeHne KOJIMYeCTBAa BHICOKOMOJIEKYIISIPHBIX MyJIbTUMEpPOB VWF
BCJIE/ICTBHE NOBBIIEHHON 4yBCTBUTEIBHOCTH K nipoTeaze ADAMTS13
B [Toseimenue apduunoctu vVWF k peuentopam GPIb tpomboruTos,
n30bITouHOE cBsi3biBaHuEe VWF ¢ TpoMOonnTamu
CHuxeHue puctoreTuH-kodaxkropHoit aktuBHocTH VWF mipu
2M HOpPMaJIbHOM coZiep>KaHnu aHTUreHa vWE; HopmanbHast MyJIbTUMEpHast
crpykrypa VWF
2N Cumxenue apdunnoctu xk FVIII
3 5 IIpaxTruecku noaHoe orcyrcrsue VWFE ¢ Hu3koi akTuBHOCTBIO FVIII
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ITo maHHBPIM KIMHUYECKHX PEKOMEHIAIMK OOIIeCTBa TeMaToIoroB, pa3padboranubix B 2018
roay u onoOpenHsie M3 P®, myis yTOYHEHHUsI qUarHO3a PEKOMEHAYETCS MPOBEICHHE IMO3TAITHOTO
1abopaTopHOTO Koaryyonorudeckoro uccienoanus [4]. [TonydeHne MakCUMaaTbHOTO KOJUYECTBA
JAHHBIX CIIOCOOCTBYET BepU(UKAIMK TMATHO3a W WCKIIOYCHHUIO MPUOOPETCHHBIX KOATyJIOMATHH.
[lepBbIM STarom 1a00OpaTOPHOW AMATHOCTHKH PEKOMEHIYETCs MPOBEICHUE KOAryJIOJIOTHYECKOTO
ckpunuHra. J[lns Bepudukanmu guarHo3a bB pekomeHmyercs mpoBelneHHE BTOPOrO 3Tama
JUATHOCTHKH -  CIHEeHU(UYECKUX  KOAryJIOJOTHYECKHX  HCCICIOBAHUN:  COOTHOIICHHE
vWF:RCo/vWF:Ag (o6s3atensno); FVIIL:C (o6s3atenbho), ypoBeHb RIPA B 1ByX KOHIIEHTpAIUIX
pucromunuHa (s yrounenus tumna bB); ananus mynetumepoB vVWF (B HescHBIX ciydasx). [5].

Heas ucciaenoBanusi. [IpoBectn 0O0CepBaIIMOHHOE AMHIEMHOIOIUYSCKOE UCCIIEIOBAHUE B
HEKOTOPBIX cyObekTax PD 1 conmocTaBUTh JaHHBIC STTUACMHOIOTHYECKOTO HAOIOACHHS TI0 OOJIC3HU
Bunnebpanna ¢ JaHHBIMH, IOTy9aeMbIX U3 pernoHanbHeix MUALL.

3agauu ucciaenoBanusi. Ha ocHoBe criennanbHO pa3pabOTaHHON aHKEThI MPOBECTH OIMPOC
peruoHanbHbIX BHEMTATHBIX ['C MO pyTMHHOW MpakTUKE JUArHOCTHKH M JIEYCHHsS MAIUEHTOB C
6one3npi0 BuiuteOpana, a Takke pacipeeNieHHIo 110 TUTIaM 3a00JIeBaHMs.

Matepuanbl u MetToabl. [IpoBeneH ompoc 25 permoHaNbHBIX BHEIITATHBIX TJIABHBIX
CICIUAINCTOB TI0 TEeMATOJIOTUU 10 Pa3pabdOTaHHOW aHKeTe, MPEICTaBICHHOW B Tabmuie 2.
[MapannensHo caenan 3ampoc B peruoHanbabie MUAL] ¢ 11e1bto ofydeHus: CBEICHUI 0 KOJIMYECTBE
marueHToB ¢ remoduueii, D66 - D68.

Ankera mo OosiesHu BumneOpanga (cm. Tabn. 2) coaepikaia CieAyIoIUe BOIPOCHL:
KOJIMYECTBO MAI[UEHTOB TI0 THITaM 3a00JIeBaHus U 0e3 onpeIeNieHUs TUIIA, KOJTHYECTBO MAI[CHTOB,
HAXOJSIIMXCS Ha Tepamuu WM TOoJ HaOII0JIeHUEM, KOJIUYECTBO MAIMEHTOB, HAXOSAIIHUecs Ha

tepanuu FVIII+vWF B pexumMe «1poUIaKTUKN» U B PEKUME «I10 TPEOOBAHHION.

Tadauua 2
Bonpoce! anketsl o 6one3nu Bumiebpanaa
1l mun
Jluacnos BB 6e3 7 mun B p Il
onpeoeneHus muna 1A 1B M II'N fun oes mun
noomuna
Tepanus u/unu Hab0OeHUe
FVIHI+VWF FVII+VWF Hpyrue
Tonbko HabOmIOnEHNE
[Tpodunaktuxa [To TpeGoBanuro Mpernaparsbl
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B Tabmume 3 mpencTtaBieHbl HAOOp J1a0OPATOPHBIX MCCICIOBAHUN, KOTOPHIE MOTYT
MO3BOJIMTh BpadyaM — IeMarTojioraM OCYILECTBJISATh BTOPOM 3Tal AUMArHOCTUYECKOrO0 aJrOpUTMa C
JeTanu3anruell Ha TUIBI M MOATUIIEI 3a0osieBanHus. J[aHHBIM HAOOp 1a0OPATOPHBIX UCCIICOBAHMIA
BKJIIOYEH B IMOJTHOM O0BEME, B KIMHHUYECKHE PEKOMEHJAIMU MO JUArHOCTUKE U JieueHuio bB,
onobpennsie Munzapasom Poccun.

Tadauma 3

JlmarHoctryeckre BO3MOKHOCTH PErHOHa JIJIsl TOCTAaHOBKH THIMA Oosie3Hn Bunebpanna.

[IpoBoauT 1 1abopaTopusi Balero y4pe:kKIeHusl ClIeIyrolI1e aHaIU3bl:

Pucrouernn-kodakropuas aktuBHocTh (VWF:RCo)

Awnturex dakropa Bunebpanna (VWF:Ag)

Konnaren-caassiBaromast aktuBHocTh (VWF:CB)

Otnomenne vVWF:RCo xk vVWF:Ag

AxtusHocts FVIII (FVII:C)
RIPA

Bricokomonexkynsapabie MynbTUuMepbl VWE

O6cyxaenne pesyabtaToB. 3anpoc u3z OI'bY «UHUMOU3» MunzapaBa Poccun Obun
pasociaH B 25 perunoHanbHbIX M3 cyOwbekToB. B pesynbrate ompoca mosydeHsl AaHHble U3 13
peruoHanbHbIX MUALL 1 TOJBKO 6 BHEIUTATHBIX CHEIMAIMCTOB IPUCIIAIH paCIIiPEHHBIE TaHHbBIE IO
JMarHOCTUYECKUM BO3MOXKHOCTSIM PErHOHa M KOJWYECTBY HAOJI0JIa€MBIX MAllMEHTOB C OO0JIE3HBIO
Buiine6panna.

Kak BUIHO M3 Mpe/CTaBIeHHBIX JAaHHBIX HaM yJaJloch coOpaTh JaHHbIE U3 13 peruoHoB, B
KOTOpbIX HaOmonatoTes 2 774 nanuenTta remodunueil, u3 Hux 1 396 nauneHToB ¢ remodunmei A,
BKItO4Yas 155 manueHToB ¢ WHTHOMTOpPHOM ¢opmol 3a00JeBaHUs, CUYUTAIOMIAACS CaMOM
HeONaronpusaTHONM W TpyAaHO Kymupyemol. bonesnr BunneOpanma amarnoctupoBana y 1074
MAIEeHTOB.

Pernonsl, KoTopble IPEIOCTABUIN PACIIMPEHHYIO0 HH(OPMAIIHIO 110 aHKeTe (CM. Tabnuiy 2),
cnenyromue: PoctoBckas obnacte, TromeHckas ob6macte, TBepckas oOmacth, MockBa (TOJBKO

B3pocasie), Omck, Kpsim 1 KemepoBckas 06acTsb.
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Taoauua 4

PeFI/IOHBI, MpE€aAOCTaBUBIINEC I/IH(l)OpMaHI/IIO 110 Ha6J'IIOI[aeMI>IM ImanueHTaMm C 00JIe3HBIO

Bunne6panna no nanasim MUALL (B a0c.unciax)

x = 3 S
T 3 £ § 5 =S
= S) v O < [ I
~ 3 S 3
~ 3 Q
MockoBckas 001acTb 480 231 36 216
Jlenunrpasckas o01acTh 129 12 30 48
IckoBckast ob6macTh 60 21 0 36
Kpacnonapckuii kpait 411 235 6 115
AcTtpaxaHckas 00J1acTh 81 64 0 3
Pecniy6bnuka Mapuii D1 81 73 3 1
Pecniy6nuka Tarapcran 488 203 37 196
Camapckas o0actb 335 108 0 211
Kyprauckas obnactb 51 21 21 4
Tromenckas obnacts 6e3
aBTOHOMHOTO OKpYyTa 82 4 3 78
UYensbuHckas o01acTb 264 180 4 60
Hpkyrckast 00macTb 188 114 5 58
KemepoBckas o0nactb 124 70 10 48
Hroro 2774 1396 155 1074
Tabanna S

KonuuecTBo Habm0o1aeMbIx mareHToB ¢ 0o1e3upt0 BuieOpanaa B PocTtoBckoit obmactu

o utoram 2019 roxa ( B abc.uncnax)

Bospacm Bceeo Mysicuunv Kenwunor
Jetn mmanmie 6 et 1 1
Hetn 6-12 et 2 2
Hetu 12 - 17 net 5 3 2
[Tauuents! 18 u crapiie 24 3 21
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HUroro

2 |

7

25

B PocToBckoit o0nactu mo HaOmroaeHueM ¢ quarno3oMm bB HaxoauTes 32 nanuenTa, U3 HUX

24 — B3pocible U 8 aeTeil, My>KYHH - 7, )KEeHIIHUH - 25.

Taoauua 6

PacnpeneneHHe IHalfMCHTOB 00J1e3HBIO BI/mneraHz[a 10 THIIaM 3a00JIEBaHUS

B PocToBckoii obmactu ( B abc.unciax)

Juaenoz bB 1 mun
Tun/s bes | 1l
un/eospacm onpedenenus | mun 1 1 | 1 1l mun 6e3 mun
muna A B M N noomuna

Jeru mmanme 6 et 1
Herun 6-12 ner 2
Hern 12 - 17 ner 5

[TaniuenTs! 18 u cTapiie 6 9 6

Hroro 14 9 0 0 0 0 0 6

bonpmmucTBO manuenToB bB - 14 B PocToBckoii o0nactu HabmogatoTcst 06e3 omnpeeneHus

tuna, | tuna — 9 mauumenTos, |l Tuna — 6 manueHTOB M OTCYTCTBYIOT HanueHTts! |l Tuna, uroro

MALMEHTOB C MOITUIIOM 3a00eBanus — 29.

Taoauua 7

PaCHpeI[eJ'ICHI/IC MMalfMCHTOB C 00JIe3HBIO BI/IJ'IJ'IC6paHI[a I10 TUIIaM TCpPaIluu B PocTtoBckoit

obnactu ( B abc.uncnax)

Tepanus u/unu nab0OeHue

Bospacm FVII+VWF PV III;;VWF Hpyeue Tonvko
Ipopunaxmuxa mpeGosanuo npenapamul | HabI0O0eHue
Hetn mnanmie 6 met 1
Heru 6-12 ner 2
Hetn 12 - 17 ner 3 2
[Tanuents! 18 u cTapiie 5 13 6
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Hroro 10 16 0 6

N3 32 manueHToB, KOTOphIe HaOM0aal0TCs ¢ 1uario3oM bB B pernone, 6 HaXoaATCs TOIBKO

MoJl JAWHAMHYECKUM HaOmoaeHneM U TpeOyrorT Tepanuu. M3 ocraBmmxcs 26 manueHToB 10

nony4aroT seyeOnsrii komriekc FVIII+vWF B pexume «upoduiiaktuka», T.e. Ha TOCTOSHHOU

OCHOBE, a 16 MAIMEHTOB MOJYYalOT TEpPalMI0 «I10 TPeOOBAaHUIO», T.€. B MOMEHT HAaCTYILJICHMS
KPOBOTECUCHUH.

Tabamnna 8

JlaGopaTopHble BO3MOKHOCTH POCTOBCKOI 0651acTH 17151 POBECHHS BTOPOTO

AUArHoCTHYCCKOIro JTalia

Jlabopamopuas ouacnocmuxa

[TpoBoMT 1M1 J1aOOPATOPHS BAIIEro YUpesKIeHUs CICIYIONIHe 1 H
a er
aHaJIN3BL:

Pucrouernn-kodakropuas aktuBHocTh (VWF:RCo) V

Anturer dakropa Bummebpanmga (VWF:Ag)

Konnaren-casassiBaromast aktuBHocTh (VWF:CB)

Otnomenne vVWF:RCo k VWF:Ag
Axtusnocts FVIII (FVII:C)

RIPA

< < | << <[ <

BricokoMonekyisipabie MynbTUMEpbl VWF

JlaGopaTopHble HCCIIEJOBaHUS, KOTOpble HEOOXOAMMBI JJsi TOCTAaHOBKH JI€TabHOTO
nuartHo3a bB, mpeacrasnenst B Tabmmie 8. B PocroBckoi o6iacTé JOCTyNEH TOJBKO OAMH BUJT
HCCTIEIOBaHUS — 3TO pUCTOlLeTUH-KOo(akTopHas akTUBHOCTH (VWF:RCo), 4TO SIBHO HE 1OCTAaTOYHO
U1l IOJTHOLICHHOM TMarHOCTUKY U TUIMPOBAHUS 3a00JI€BaHUs.

Bcero Ha tepputopun TromeHckoii obaactm Habmogaercs 17 manueHToB ¢ 0OJE3HBIO

BunneOpanna, u3 Hux 7 nereit u 10 B3pocCibIX, MallMEHTOB MYKCKOTO 1ojia — 7 , »eHImuH -10 (cMm.

Tao. 9).
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Taoauma 9

KonmuecTBo Ha0Mr01aeMbIX MAIUEHTOB ¢ 00s1e3HbI0 BueOpanna B TromeHCKO# o0macTu

o uroram 2019 rona ( B abc.umncnax)

Tun/so3pacm Bcezo Myosrcuunor Kenwunoi
Hetu mnanmie 6 et 1 1 0
Hern 6-12 ner 2 2 0
Hern 12 - 17 ner 4 1 3
[TaniuenTs! 18 u cTapiie 10 3 7
Hroro 17 7 10
Taoauna 10

PacnpeﬂeneHI/Ie HanucHTOB 00J1e3HBIO Bnnne6paHzLa 10 THIIaM 3a00JIeBaHU

B TromeHcko# obnactu ( B abc.uuciax)

1l mun
Jluacnosz BB 6e3 |
Tun/éo3pacm onpeoeneHus o I I i |1 1l mun 6e3 11T mun
muna A B | M|N noomuna
Jern mmasmie 6 et 1
Hetu 6-12 net 2
Hetu 12 - 17 ner 3 1
ITamuents! 18 u 10 1
cTapiie
Htoro 16 0 0 0 0 (0 2 0

Kax BUJHO H3 MNPCACTABJICHHBIX MHAHHBIX, TOJIBKO Yy JABYX IMMAUMCHTOB IIOCTABJICH THUII

3a6OHeBaHI/I${, 9TO BTOpOI71 trn. OcTalbHEBIC aluCHTBI Ha6JHO)13.IOTC${ 0e3 OIIpCACIICHHUA ITIOATUIIA (CM.

ta6i. 10).

11 manuentoB, u3 Hux 1 pebeHok muazmie 6 JeT, 1Boe AeTeil B Bo3pacte 12-17 met u 8

B3pocibIX noiydaroT Tepanuto no cxeme FVIII+vWF B mpodunaktuyeckom pexume, T.e. Ha

ITIOCTOSIHHOM OCHOBE, 6 MAIlMEHTOB: YETBEPO AECTEN M 2 B3pPOCIHBIX, MOJYYaOT TOT K€ KOMIUIEKC B
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PEIKHUME «ITo Tpe6OBaHI/I${», 4YTO O3Ha4Ya€T BBCACHHUC IIPCIIapaTOB TOJBKO IIPpHM BO3HUKHOBCHUH

KpoBoTeueHus (cM. Tab. 11).

Taoauna 11

Pacnpenenenne nanuenToB ¢ Oone3npio Bumiebpanna no Tumnam tepanuu

B TromeHcko# ob6nacTu (B abc.9uciiax)

Tepanus /v HaOIIOICHNE
FVII+VWF
Tun/Bozpact FVII+vWF o Hpyrue Tonpko
[Tpodunakruka IpeGoBato npemnaparsl | HabJIroAeHne
Jern mianme 6 net 1
Herun 6-12 ner 0 2
Hetu 12 - 17 ner 2 2
[TaruenTs! 18 u crapie 8 2
Hroro 11 6 0 0

I[J'ISI ﬂeTaHBHOﬁ MMOCTAaHOBKM AuarHo3a B TroMeHCKOM 00/1aCTH BO3MOKHO IMPOBCACHUE TOJIBKO

OJIHOTO BHJIa HccleaoBaHus, a uMeHHO - akTuBHOCTH FVIII (FVIIIL:C), uro npencraBiieHo B TabyuIie

12.

Taoauua 12

ﬂa6opaTopHLIe BO3MOXXHOCTH TIOMEHCKOI 00J1acTH AJI TIPOBEACHUSL BTOPOT'O

JUArHoCTUYCCKOI'o JTala

Jlabopamopnas ouacnocmuxa

ITpoBoauT 11 TadOpaTOpPHs BaLIero Y4pe:KICHHUS CICIyIOIINE T Her
AQHAJIN3BL:
Pucronerun-kopakropnas akruBHocTh (VWEF:RCo) v
AnTuren ¢axropa Bunnedpanga (VWE:Ag) v
Konnaren-cesassiBaromas aktuBHocTh (VWF:CB) v
Otnomenne VWF:RCo k vVWF:Ag Y
AxtuBHocts FVIII (FVIIIL:C) \Y
RIPA %
BricokoMonekyispabie MynbTuMepbl VWF Y
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Ha Teppuropun TBepckoii 06aacTtu Habm0ma0TCs 6 AETE C YCTAaHOBJICHHBIM JIMarHO30M
6ose3up BunneOpanna, 3 HUX TPOoe MaJIbYUKOB U TP JA€BOYKHU. J[aHHBIX MO MallMEHTaM B3pPOCIIOTO
BO3pacTa PETMOHOM IIPEJICTaBICHO HE OBLIO.

Tabauna 13
KonnuecTBo HabmonaeMbIx NaueHToB ¢ 6oe3Hbo Bumiedpanaa B TBepckoil o0nactu Mo utoram

2019 roxa ( B abc.umcnax)

Bospacm Bcezo Myosrcuuno Kenwunwi
Jeru mimanme 6 et 0
Hetu 6-12 net 4
Hetu 12 - 17 ner 2
[TatmenTo! 18 u crapiie
Hroro 6 3 3
Taoauua 14

PacnpeﬂeneHI/Ie HanucHTOB 00/1€3HBIO BI/Inne6paH):[a 10 THIIaM 3a00JIEBaHUS

B TBepckoii obnactu ( B abc.9uciiax)

Juaenos | 1 mun
Tun/so3pacm Bcezo Of]feg:ze mu | 1|1l ] I 11 mun 6e3 ni:,tln
n A|B|M]|N noomuna
HUsL Muna
Jletn mmanmie 6 et 0
Hetu 6-12 net 4
Hern 12 - 17 ner 2
ITanments! 18 u
cTapiie
Hroro 6 0 0 0] O 0 0 0 0

Kak BuHO 13 IpeCTaBIEHHBIX JaHHBIX, pacIipe/ieJIeH s 10 TUIIaM U MOATUIIaM 3a00JIeBaHUs
B PETHOHE HE IPEJCTaBICHO, BEPOSATHO, ATO CBSI3aHA C IOJHBIM OTCYTCTBHEM JIabOPaTOPHBIX
BO3MOKHOCTEH roCyJapCTBEHHBIX MEIUIIUHCKUX YUpexaeHui (cM. Tab. 14 u 16).

Bcee netu ¢ muarnozom bB nonyuatot repanuto FVIIIHVWF B pexxume «11o TpeboBaHUION, T.€.

110 (baKTy BO3HHUKHOBCHUA KPOBOTCUCHU.
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Taoauna 15
Pacnipenenenne mamueHToB ¢ 00sie3HBI0 BriuieOpanaa mo TumaM tepanuu

B TBepckoii obnactu ( B abc.9yuciax)

Tepanus u/unu nabarooenue
Bospacm Bcezo FVII+VWF Fvi III;;VWF lpyeue Tonvko
Ilpogunaxmuxa npenapamoul | HabIOOEHUE
mpebosanuro
Jern mimanme 6 net 0
Hetu 6-12 net 4 4
Hetn 12 - 17 ner 2 2
[Tatiuents! 18 u cTapie
Htoro 6 0 6 0 0

Tabauua 16
JlaGopaTopHbie BO3MOXHOCTH TBEpCKOil 0071aCTH JIs MPOBEACHUSI BTOPOTO

JMarHOCTHYECKOTOo 3Tamna ( B adc.unciax)

Jlabopamopnas ouacnocmuxa

Ha Her

Pucronernn-kogpakropnas aktuBHocTh (VWF:RCo)

Anturen daxropa Bunnebpanna (VWF:Ag)

Konnaren-cesassiBaromas aktuBHocTh (VWF:CB)

Otnomenne vVWF:RCo k vVWF:Ag

AxtuHocTs FVIII (FVIIL:C)

RIPA

2L | 2| 2| 2| 2| 2| <

BricokoMonekyisipabie MyJIbTUMEPB VWF

B Pecny0iuke Kpbim HaOmonarorcs 12 manueHToB ¢ MOCTaBIEHHBIM JUArHO30M OOJIE€3Hb

Bunnebpanna, u3 HuX 4 My>XudH U 8 KEeHIIUH, neTeit — 1.

329



HayuHo-nipakTrdeckuii perieH3upyeMblid KypHaT
"CoBpeMeHHbIE TPOOIIEMBI 3/IpaBOOXPaHEHHS U MeTUIIMHCKOM ctaTucTUKU" 2020 1., Ne 4
Scientific journal "Current problems of health care and medical statistics™ 2020 r., Ne 4
ISSN 2312-2935

Taoauuma 17
KonnyecTBo HabOMI0/1aeMBIX MAIIMEHTOB ¢ 00JIe3HBI0 Buiteopanga

B Pecry6nke Kpbim o utoram 2019 roaa ( B abce.unciax)

Tun/éo3pacm Bcezo Myorcuunb Kenuwjunoi
Hern mmmamme 6 et
Jletn 6-12 mer 1 1
Hern 12 - 17 ner
[MTarmenTs! 18 u crapire 11 3 8
Uroro 12 4 8
Taboauna 18

PacnpeﬂeneHI/Ie NanucHTOB 00J1E3HBIO BI/Inne6paH):[a 10 THIIaM 3a00JIeBaHU

B Pecrry6mmke KpbiM ( B abc.uncnax)

Jluacnoz BB 1 mun
Tun/so3pacm onpeg:zenuﬂ I mun ] I | || IImunbéez | Il mun
A B | M| N | noomuna
muna
Jletn mmanmie 6 et
JHertu 6-12 ner 1
Hetn 12 - 17 ner
ITarmenTs! 18 u 5 5 3
cTapiie
Hroro 7 2 0 0 |0]O0 3 0

be3 ONIPCACIICHUA THUIIA 3a00JIeBaHUS Ha6J'IIO,Z[aCTC$I 7 MalMCHTOB, 1 Tum y 2 ManucHTOB U Y 3

MAIMEHTOB OMpe/IeieH 2 THI 3a00JICBaHMSI.
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Taoauna 19
Pacnipenenenne mamueHToB ¢ 00sie3HBI0 BriuieOpanaa mo tumaM tepanuu

B Pecrybnke Kpbim ( B aGc.umncnax)

Tepanus u/unu nabaooenue
FVIIT+VWF
Tun/so3pacm FVI+VWF 1 pyeue Tonvko
0
Ilpogpunaxmuxa mpeGosanuio npenapamol HabaoeHue
Hern mnanmre 6 jet
Herun 6-12 ner 1
Hetn 12 - 17 met
IT
anueHTsl 18 u 11
cTapiie
Hroro 12 0 0 0

Bcee 12 nanuentoB Haxozstcs Ha Tepanuu FVIII+vWF B pexxume npodunakTuk.
Tab6amnuna 20
Jlaboparopublie Bo3mMoxHOcTH Pecniybnuke KpbIM a1 mpoBeeHUsI BTOPOTo

JAUArHoCTHYCCKOIo sTara

Jlabopamopnas ouaznocmuka
Ja Her
Pucronernn-kodakropHas akTUBHOCTh J
(VWF:RCo)

Anturen ¢axropa Bunnebpanna (VWF:Ag) \
Konnaren-cesassiBaromast aktuBHocTh (VWF:CB) \
Otnomenne vVWF:RCo k vVWF:Ag \

Axtusnocts FVIII (FVIII:C) N
RIPA v
BsicokoMounekyisspHble MyJIbTUMEpPB VWF \
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B pecnybnuke Kpoim naboparopnas auarHoctuka bB mpencraBiena nBymsi aHajau3aMu:
pucrorneTuH-KopakTopHas akTuBHOCTh (VWF:RCo) u aktuBHocTs FVIII (FVIIIL:C).
Ha Teppuropun KemepoBckoii 06;1acTH 1o HaOII0[eHUEM HaXouTcs 33 MmanuenTa, u3 Hux
16 myxxuun u 17 xxenmuH. [lereit ot 0 go 5 ner — 3 maumeHnrta, ot 6-12 ner — 9 nauuenTos u 15
B3pOCJIbIX cTapuie 18 jer.
Tadauua 21
KomnmraecTBo HaOMI01aeMbIX MAIMEHTOB ¢ 00Je3HbI0 BreOpanna B KemepoBckoii 06acTu mo

uroram 2019 roga ( B abc.uuncnax)

Tun/éospacm Bcezo Myorcuunwvi Kenwunoi
Jern mmanme 6 et 3 2 1
Hern 6-12 ner 9 5 4
Hern 12 - 17 ner 6 4 2
[TaniuenTs! 18 u cTapie 15 5 10
Hroro 33 16 17
Taoauma 22

Pacnipenenenue nanuenToB 0osie3Hpto Bunedbpanaa no tunam 3aboneBaHus

B KemepoBckoit obnacTu ( B abc.yuciax)

Il mun
Jluacnos BB 6e3
Bospacm onpeoeneHus I mun in{n 11 mun 6e3 11l mun
IA | 1IB
muna M| N noomuna
Jletn muasiie
3
6 et
JHertu 6-12 ner 9
Hetu 12 - 17 6
JeT
IT
aleHTrl 18 15
U CTapiie
Hroro 0 33 0 0 010 0 0

Bcee 33 nauuenTa umerot 1 Tun 3a6oneBanus u HaxosaTca Ha Tepanuu FVIIIHVWEF B pexxume

1o TpeGoBaHuIO (CM. Tab. 22 u 23).
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Ta6auna 23
Pacnpenenenne nanuenToB ¢ Oone3npio Bunebpanaa no tunam tepanuu

B KemepoBckoii o6acTu ( B abc.uuciiax)

Tepanus u/unu Hab0OeHUe
FVII+VWF
Tun/so3pacm FVII+VWF 1 pyeue Tonvko
0
Ipogpunraxmuxa mpeGosanuo npenapamul HaboOeHue
Jletn majiie 6 aeT 3
Heru 6-12 ner 9
Hern 12 - 17 ner 6
IT
alMeHTHl 18 u 15
cTapiie
Hroro 0 33 0 0

JlnarHocTruueckue BO3MOKHOCTH B CYOBEKTE IIPECTABICHBI TPEMs aHAIU3aMU: PUCTOLETHH-
kodaktopHast aktuBHOCTE (VWF:RCo), xommaren-ces3piBaromasi aktuBHocTh (VWF:CB) u
aktuBHocTh FVIII (FVIIL:C).

Tabauna 24
JIaGopatopHblie Bo3MoxkHOCTH KemepoBckoil 06macTu As1s MpoBeCHHsI BTOPOTO

JUArHoCTUYCCKOIo sTraria

Jlabopamopuas ouacnocmuka
Ha Her
Pucronerun-kopakropnas akruBHocTs (VWEF:RCo) \
Anturen ¢axropa Bunnebpanna (VWF:Ag) \
Konnaren-cesassiBaromast aktuBHocTh (VWF:CB) \
Otnomenne vVWF:RCo k vVWF:Ag \
Axtusnocts FVIII (FVIII:C) N
RIPA v
BricokoMonekyisipabie MynbTUMepbl VWF \

333



HayuHo-nipakTrdeckuii perieH3upyeMblid KypHaT
"CoBpeMeHHbIE TPOOIIEMBI 3/IpaBOOXPaHEHHS U MeTUIIMHCKOM ctaTucTUKU" 2020 1., Ne 4
Scientific journal "Current problems of health care and medical statistics™ 2020 r., Ne 4
ISSN 2312-2935

Ha tepputopuu OmMckoii obiactu HaOmrogaeTcs 17 mamMeHTOB C JUArHo3oM 00JIe3Hb

Bunnebpanna.
Tabauna 25
KonuruecTBo Ha0Mr01aeMbIX TAITUEHTOB ¢ 00s1e3HbI0 Buiuiebpanaa
B OmMckoit o6actu o uroram 2019 roga (B abc.unciax)
Bospacm Bcezo Myoscuunov Kenwunwi
[Tatiuents! 18 u cTapie 17 3 14
Hroro 17 3 14

Bce manmentsl B3pocineie, crapmie 18 ner, u3z Hux 3 (18%) — myxuunsl u 14 (82%) -
eHuHbl. CpeTHUi Bo3pacT narueHToB 40 JIeT, 1Mo TSHKECTH 3a00JIeBaHUI0 — OOJIBIIMHCTBO UMEIOT
NETKYIO CTENEHb, M TOJIBKO 4 MalieHTa — CPESIHIO CTENEHb TSDKECTH 3a00JICBaHUS.

Ta6auna 26
Pacnipenenenue nanueHToB ¢ 00Je3HbI0 BriieOpania mo Tunam tepanuu

B OMcKkoit o6mactu ( B abc.unciax)

Huaenoz bB 1T mun
Oe3 I
Tun/so3pacm ] Il mun 6e3 | Il mun
onpeodenenuss | mun | 1A | 11 B II'N
M noomuna
muna
Hetn mnanmre 6 et
Hetn 6-12 et
Hern 12 - 17 ner
[TanuenTs! 18 u
cTapiie
Htoro 0 0 0 0 0 0 0 0

He cMoTpst Ha 1abopaTopHbIe BO3MOKHOCTH PETHOHA HU Y OJHOTO MAIMEHTa HE ONpe/IeNicH
Tin 3aboneBanus (cM. Tad. 26).

[To wroram HpeaCTaBICHHBIX MaHHBIX (CM. Tab. 27) MbI BHAWUM, YTO TEPAIHIO TOTYYArOT
TOJIBKO MAIMEHThI, HAXOJSIIHECS B COCTOSHHU CpeaHei TskectH, T.e. 23%, ocrambHbie 77%

MAaIMCHTOB HE HY>KAAKOTCA B TCpaIllii, U HAXOAATCA IO Ha6J'IIOI[eHI/IeM Yy ClICHUAJIMCTOB.
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Taboauna 27
Pacnpenenenne nanuenTos ¢ Oone3Hpi0 Bunebpanaa no Buiam tepanuu

B OMCcKo# oOmactu ( B a0c.4mciiax)

Tepanus u/unu nabaro0eHue
FVIH+VWF
Tun/so3pacm FVIIT+VWF 1 Jpyaue Tonvko
0
Ipogpunraxmuxa mpeGosanuo npenapamul | HabMOOEHUe
Hern mmanme 6 et
Jletn 6-12 ner
Hern 12 - 17 ner
[Tanments! 18 u cTapie 1 2 1 13
Uroro 1 2 1 13

Taoauma 28

JlexapcTBeHHBIE MpenapaThl, KOTOpbIE MoNy4aroT nanuenTsl bB B OMckoit o6mnactu ( B abc.uucnax)

Tepanus evibopa n

KonueHnrpar komMIiekca I'emare I1 1
VWF/FVIII

Buaare 1

DDAVP (mecMornpeccuHa arerar)

DCTpOreHsl

OUOPUHOIUTHIECKUE CPEJICTBA

KonuenrTpar ¢akropa ceeprbiBanus Vil 1

1 manuent nomydaet npenapat ['emarre |, 1 — Bunare u 1 manueHT - koHIeHTpaT akTopa
ceepTbiBanusa VIII
Taboauua 29

Ha60paToprIe BO3MOXXHOCTH OMCKOM 001acTH UL TPOBCACHUA BTOPOTO JUArHOCTHUYCCKOI'O 9Talla

Jlabopamopnas ouaznocmuka

Her

Pucrouernn-kogpakropnas aktuBHOCTh (VWEF:RCo)

Anturen (axropa Bunnebpanna (VWF:Ag)

Konnaren-cBs3piBatoiast aktTuBHOCTh (VWFEF:CB)

Otnomenne vVWF:RCo k vVWF:Ag

AxtuBHocts FVIII (FVIIL:C)

RIPA

N P P

BricokoMonekyispabie MynbTUMepbl VWF
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B ropoae MockBa non HabmoenneM Haxonutes 175 nanuentoB bB, 4ro npencrasieHo B

tabmuie 30.

Ta6auna 30
KonuuecTBo Habm01aeMbIX MAMEHTOB ¢ O0s1e3HbI0 Busiebpania
B Mockge o utoram 2019 rona ( B abc.unciax)

Tun/so3pacm Bcezo Mysrcuunv Kenwunwi

0-12 ner
13- 17 ner
18 u crapme 175 38 137

[To naHHBIM CI1y>KOBbI ITABHOI'O BHELITATHOTO reMatoiora, u3 175 - 38 (22%) myxuun u 137

(78%) >xeHIIMH.
Taoauma 31
Pacnipenenenne naueHToB, Ha0II01aeMbIX B MOCKBE,

1o Tunam 3adosieBanus ( B a0c.9uciiax)

1l mun
| 1l mun, exn.
Tun/éospacm | Bcezo I B | | Tun ne onpedenén
mun Hneubd.
A|B|M|N
0-12 nmet
13- 17 ner
18 u crape 175 | 127 19 29

127 (74%) nanuenToB umeroT 1 tun 3adonesanus, 19 nauuenTos (11%) — 2 tun 3a0oneBanus
u 29 (17%) namuentoB — 3 Tum 3a0osieBaHMs, BKJIOYas MHrHOUTOpHYIO (opmy. HeoOxomumo
OTIENbHO OTMETHTD, YTO pPa3/ieleHrne BTOPOToO THIIA 110 MOATUIIAM HE TIPOBOJUTCS JAaXKe B CTOJIHIIE.

AHanu3upys JedeHue HaOJoaeMbIX MAalUEeHTOB HEOOXOAUMO OTMETUTh, 4To 46%
MAIIeHTOB HE HYXJAIOTCS B TEPalMd B HACTOSIIIUN MOMEHT BpPEMEHH, HO HaXOMISTCS TMOJ

HaOmoienueM, M3 ocraBmmxcs 96 mamueHtoB (54%) : 8,2% marnueHToB HaXOASITCS HA Tepanuu B
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pexxume npoprIakThky, 48% MoxydyaroT Teparuio M0 Mepe BOZHUKHOBEHHUSI KPOBOTEUEHUS, T.€. 110

TpeOOBAHMUIO.
Ta6auna 32
Pacnpenenenne nanuenToB ¢ Oone3npio Bunebpanna no Tunam repanuu
B Mockage ( B abc.uuciax)
Tepanus
Tun/so3pacm Bcezo FVIHI+VWF FVIH+vWF Tonvko
Ipogpunraxmuxa Ilo mpebosanuro HabnoOoeHue
0-12 ner
13- 17 ner
18 u crapmie 175 14 82 79

JlaboparopHble METO/1bI AMATHOCTUKH OoJie3HH BuineOpanna B MocKBe 1OCTYIIHBI TOJIBKO B
MHMUII I'ematonoruu, Ha ypoBHE TOpoJAa JOCTYITHO TOJIBKO UCCIIEI0BAHUE KOATryJIOTPAMMBI.
BeiBOABI.

1. Peructpanmst mamueHTtoB Ooje3Hbio BummieOpanga B Poccuum  MMeeT  HECKOJBKO
OTpaHUYCHUH.

2. JlabopaTopHasi TMarHOCTUKa, KOTOpas He0OXOoauMa JUIsl TIOCTAHOBKU JIMAarH03a, COTJIACHO
KIIMHUYECKUM peKoMeHaanusM MunznpaBom Poccun, mpuCyTCTBYET HE BO BCEX PETHOHAX.

3. B pe3ynbpTaTe ompoca TIIaBHBIX BHEIITATHBIX CIICIIHATUCTOB U3 6 CYOBEKTOB HaM YAaJIOCh
coOpaTh gaHHbIe 1o 292 naruentam O6oJe3Hbio Bunnebpana.

4. U3 292 nmanueHToB TONBKO 78 My>kuuHBI U 214 xeHmuHbl, 190 nanueHToB HaOIIOJAI0TCS
0e3 ompeaeneHus Tuma 3aboneBaHus, 63 marnuenta umeroT | tum, 2 tun y 19 namnuentoB u 20
MalUeHTaM IMarHOCTHPOBaH 3 THI 3a00JIEBaHMS.

5. Hu onun cyOBEKT HE MPOBOIUT JUATHOCTUKY IO MOJTUIIAM BTOPOTO THUIMA 3a00JIeBaHUS,
KOTOpBIN B Onrkaiiiiiee BpeMsi 000TaTUTCS MAaTOT€HETUYECKUM BUIOM JICKAPCTBEHHOM Teparmu.

6. 258 manueHTOB MONY4YalOT TEPANUIO0 B PA3IUYHBIX PEKUMAX: «MPO(PHUIAKTHKAY HIU IO
TpeboBaHUIO», 33 MaIMeHTa HaXOATCA TOJIBKO MO/ JUHAMUYECKUM HAOIOIEHUEM CTICIIHATIICTOB.
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