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BoisiBnsieMocTb peaKknx KoarynonaTtuim
y aeteun B Poccuinckon depepauum

M.A. XXapkos, [.5. ®nopuHckuit, 0.B. AneiHnkosa, .A. HoBnukoBa

@IBY «HaumnoHarbHbIi MEANLMHCKUIA NCCIER0BATENLCKUI LIEHTP AETCKOM reMaTosiormm, OHKOIorm
u uMMyHosnorum uM. [imutpus PorayeBa» MuH3apasa Poccumn, Mocksa

Penkue koarynonaTtum coctasnsioT okono 3—5% Bcex HaCNenCTBEHHbIX KoarynonaTuin. B cBasu ¢ kpaiiHe
PELKOVi BCTPEYAEMOCTbIO U CIIOHOCTbIO IMArHOCTUKM AaHHbIE O peasibHOM PacnpoCTPaHEHHOCTW CUITbHO
BapbupyloT. Ha faHHbIii MoMeHT B Poccuiickoit ®epepaumm (PO) HeT eanHoro peructpa nauMeHToB ¢
PELNKVIMU HacneACTBEHHbIMW KOAryionaTvsiMu, a Ux pacnpoCcTPaHeHHOCTb Ha TEPPUTOPWK HaLLIe CTpaHbI
He n3yyeHa. Llenb — npoBecTn aHanu3 BbIBIISIEMOCTY PEAKUX KOArynonaTuil y BETCKOoro Hacenenws B PO.
B AaHHOM MHOIOLIEHTPOBOM UCCIEA0BaHNN UCMOSIb30BaHbI PETPOCMEKTUBHbIE HENEPCOHNULIMPOBAHHbIE
AaHHbIe MaLMeHTOB, MOTyYeHHbIE B X0 PYTUHHOM KITMHUYECKOM NPaKTUKK, MO3TOMY OHO He Tpebosano
opobpeHns aTMYecKoro komuTeTa. PeTpocneKTBHO BbiT NpoaHaIM3npoBaHbl 3aMOSTHEHHbIE aHKETbI C
yKasaHueM uncna feteit o 0 no 18 net s 72 cybbektos PO ¢ pefknMm Koarynonatuamu. AHKeTUpoBaHue
NpoBOAMIOCH C anpens no uioHb 2022 r. AHanusupoBanu uucno gete ¢ gechmumtom |, 11, V, VII, X,
Xl, XIll dbakTopoB, @ Takke C coYeTaHHbIM AedULMTOM HaKTOPOB M MALMEHTOB C HEYTOUYHEHHBIM
remMopparnyeckmm coctosiHmeM. CornacHo nosly4YeHHbIM faHHbIM, 0bLLee YMCNO NaLMeHTOB C peaKUMM
Koarynonatusmu coctasnset 398 uenosek, Hanbonee pacnpocTpaHEHHON NaToONOrMen ABnAeTcs
aedonunt VIl chaktopa — 52% (n = 210), BTOpOE MecTo 3aHMMaeT aedouumnt dmbpuHoreHa — 16%
(n = 63), Tpetbe — pnecouunt X cpaktopa — 12% (n = 48), uetepToe — nedouumt Xl chaktopa — 9%
(n = 35), natoe — pedomunt V dpartopa — 5% (n = 20), wectoe — pedomunt Xl darktopa — 4,5%
(n = 18), pnanee ugyT KOMbuHMpoBaHHble aedonumnTbl — 1,7% (n = 7) v 3aMbikaeT cnmMcok aedouumnt
Il haktopa — 1% (n = 4). Ona 06beKTMBHOrO NoacyYeTa NaUMEeHTOB C PeAKUMU KoarynonaTtusamu,
XapaKTepPUCTVKM KITMHUYECKUX NPOSIBIIEHWIA M onpeaeneHns noTpebHOCTM B KOHLIEHTpaTax hakTopoB
TpebyeTca co3paHne eanMHOro obLLepoCCHItCKOro permcTpa no nNpuMepy perncrpa naumeHToB C
remocounuen.

KnioueBble cnoBa: peakue Koarynonatuu, BeTHU, KPOBOTEYEHUS, PEMNCTP, KOHLIEHTPAT hakTopa
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The prevalence of rare bleeding disorders among children
in the Russian Federation

P.A. Zharkov, D.B. Florinskiy, 0.V. Aleynikova, G.A. Novichkova

The Dmitry Rogachev National Medical Research Center of Pediatric Hematology, Oncology and Immunology of Ministry of Healthcare
of the Russian Federation, Moscow

Rare bleeding disorders account for about 3-5% of all inherited bleeding disorders. Due to the rarity and complexity of diagnosing
these disorders, their prevalence estimates vary greatly. There is currently no national registry of rare inherited bleeding
disorders and their prevalence across the country has not been studied yet. Aim: to estimate the prevalence of rare coagulation
disorders among Russian children. For this multicenter study, we used retrospective anonymous patient data collected during
clinical practice, so the approval of the ethics committee was not required. We analyzed completed questionnaires containing
the number of patients with rare bleeding disorders aged from 0 to 18 years from 72 subjects of the Russian Federation. The
survey had been conducted from April to June 2022. Our analysis included patients with deficiencies of factor I, I, V, VII, X, XI
or XIll, as well as with combined factor deficiencies and unspecified hemorrhagic conditions. According to the reported data,
the total number of children with rare bleeding disorders is 398. The most common disorder is deficiency of factor VII (52%,
n = 210); it is followed by fibrinogen deficiency (16%, n = 63) and deficiency of factor X (12%, n = 48). Deficiencies of factors
XI, V and XIIl account for 9% (n = 35), 5% (n = 20), and 4.5% (n = 18) of all cases, respectively. Combined factor deficiency was
diagnosed in 1.7% of patients (n = 7) and factor Il deficiency was detected in only 1% of patients (n = 4). In order to determine
the actual prevalence and incidence of rare coagulation disorders and their clinical manifestations and to identify the need for
factor concentrates, it is necessary to establish a national registry of rare bleeding disorders, following the example of the
national hemophilia registry.
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enkue koarynonatum (PK) cocTasnsioT B cpegHeM
3-5% BCex HacneAcTBEHHbIX KoarynonaTui, B
OCHOBHOM WMMEIOT ayTOCOMHO-PELeCCUBHbIVA THM
HacnenoBaHUs, 4YacToTa UX PacnpOCTpaHeHUs BapbupyeT
ot 1 Ha 500 000 pns pecpmumta VIl dbakTopa po 1 Ha
2 000 000 pns pechuumta npotpoMbunHa u Xlll chakTopa.
PacnpocTtpaHeHHocTb PK Bbile B Tex MecTax, rae fioau

MMBYT OUeHb KOMMAKTHO W pacrnpocTpaHeHbl brivakopoa-
cTBeHHble Bpakw [1].

BblpaskeHHOCTb KMMHUYECKMX MPOSABIIEHUIA Bapby-
pyeT oT abconioTHo BECCMMNTOMHOrO TeYeHus Ao
BbIPasKeHHOr0 reMopparMyeckoro CMHAPOMa, NpuBoas-
LLIEero 3a4acTyio K MHBANMOM3ALMM I [axe K CMepTy
[2]. OcobeHHoCTbio PK ABNAETCA Takxe OTCYyTCTBME
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unu cnabas Koppensauus BbIpas)KEHHOCTU remMoppa-
FTMYECKOro CUHOPOMA WM aKTUBHOCTW AedUUMTHOrO
chakTOpa, UTo onpenenseT TPYAHOCTU MNpKU Ha3HaAYEHUM
3aMEeCTUTENbHOM Tepanuun KoHUeHTpaTaMu dhakTopa B
OTNnuMe OT M3BECTHbIX 3aboneBaHuit — reMmocpmnum A,
B v bonesnun BunnebpaHna, ons KoTopbix BbipaboTaHbl
UeTKMe KpUTepun HasHaueHus Tepanum [3].

B cBf3K C KpaliHe HU3KON BCTPEYaeMOoCTbIO U OTCYT-
CTBMEM E€0MHOr0 peructpa OYeHb TPYAHO OLEHUTH
WCTUHHYIO PacrnpoCTPaHEHHOCTb U BbIPa)KEHHOCTb
KNUHWUYeCKUX npossneHuin. OpHUM 13 dhakTopoB, orpa-
HWUYMBAIOLWMX BbLISBNISEMOCTb AAHHbIX MaTONOruMm,
ABMSIETCA OTCYTCTBME XOPOLUEW aMarHocTMyeckomn nabo-
paTopuu Ha MecTax, HepodMHaHcupoBaHue u cnabas
OCBEAOMIEHHOCTb Bpayeil 0 AaHHbix aedomumtax [4].
Mo paHHbIM BcemupHoWn opraHusauunu remodpunum,
Hambonee pacnpoCTpaHeHHbIM ABNseTcs neduuuT
VII dakTtopa, 3atem cnepyet pecounumt Xl n V dhaktopos
[1]. NMpwn aToM B cTpaHax Asuu HabniogaeTcs cosep-
LEHHO Apyrasi pacnpocTpaHeHHOCTb ¢ npeobnapa-
HueM naumeHToB ¢ aedbuumntom Xlll n X chakTopos
[5, 6]. HekoTopble BbiBOAbI O YWCE MaUMEHTOB C
pasnuuHbiMn PK B Poccuiickoit depepaunn (PD) v
TSIKECTM Y HUX FEMOPParnyecknx NpPOSIBIIEHNA MOXHO
choenaTb no pabortam, npoBeneHHbIM Ha baszax ®IBY
«HMULU OO um. Omutpua PorauveBa» MuH3pgpaBa
Poccun n ®I'bY «HMUU remaTtonorun» MuHsppasa
Poccum, Ho 37K LeHTpbI ABNAIOTCA dhefeparnbHbIMU, @ He
PErnoHanbHbIMK, 3TO 03HAYaET, YTO K HUM He MpuUKpe-
MeHO HaceneHue U NauueHTbl MOMajaloT B HUX MO
HanpaBIeHMIO U3 PErNOHaNbHbIX MEAVULMHCKUX YUYPEX-
L0EeHWI, T. e. BbiIbOpKa OaHHbIX BOMbHLIX He sBAseTCcA
penpeseHTaTuBHoi [7, 8].

Ha naHHbIn MOMeHT B P® He cyluecTByeT eamHoro
peructpa nauneHToB ¢ PK, no3ToMy OLEHWUTb UCTUHHYIO,
a He npepnofnaraemMyio pacnpoCTPaHEHHOCTb npen-
cTaBnsieTcA TPyOHON 3apjauveil. TeM He MeHee Hamu
Bbina noctaBneHa 3agaya Npy MOMOLLUM PermMoHanbHbIX
LEeHTPOB NOMbITaTbCA OUEHUTb uncno geten ¢ PK Ha
Tepputopumn PO.

MATEPUAIbI U METO1bl UCCIIEQOBAHUA

B naHHOM MHOrOLEHTPOBOM MCCefoBaHUM UCNOSb-
30BaHbl PETPOCMEKTUBHbIE HEMEPCOHNMLMPOBAHHbBIE
AaHHble NauUWEeHTOB, MOJSTyYEeHHble B XOAE€ PYTUHHOW
KITMHWYECKOM NPaKTUKK, NO3TOMY OHO He TpeboBano
opobpeHuss aTnyeckoro komuTteTa. MccneposaHue
Hocuno obcepBaLUMOHHLIA XapakTep. B kaxabin permoH
Bbina HanpaBneHa aHkeTa, B koTopoi Tpebosanoch
yKasaTb UMCMO NauneHToB B BO3pacTe fo 18 neT ¢ TeM
WK MHBbIM OnMarHo3om PK, Haxopsawmxcsa Ha yyeTe y
peTckoro rematosnora B obnactu/pervore. Tpebosa-
NOCb Ha3BaTb YNCO NaumeHToB ¢ aedmumtom I, 11, V, VII,
X, XI, XIll dpakTopoB, KOMBUHMPOBaHHBLIM AePULMTOM, a

Bonpoch! FeMaTonori/oHKONOr A 11 MMYHONATONOM MM B NeauaTpum
2023 | Tom 22 [ Ne 1| 78-83

TaKKe UMCro feTen ¢ reMopparm4ecknMm CMHOPOMOM, Yy
KOTOPbIX HE YTOYHEH OMArHo3.

PE3YJIbTATbl UCCJIEAOBAHUSA

Ha MoMeHT HanucaHus ctaTbu B cocTaBe PO Bbige-
nanu 85 cybvekTos: 22 pecnybnuku, 9 kpaes, 1 aBTO-
HOMHYI0 0brnacTb, 4 aBTOHOMHbIX OKpyra, 46 obnacTen
1 3 ropoaa denepasibHOro sHauenus (pucyHok 1) [9].

N3 85 cybbeKTOB 3aMOfTHEHHYIO aHKETY Mbl NOJy-
ymnn ns 72 pernoHos, uto coctasnseT 85%. AHkeTbI
He ObIM MonyyeHbl OT CREeayloLMX PernoHoB: ropog
CesacTononb (netckoe Hacenenue 100 541 uyenoBsek),
UyKOTCKMIN aBTOHOMHbIN OKpYr (LeTckoe HaceneHue
12 422 uvenosek), HeHeuUKMWt aBTOHOMHbIA OKPYr
(netckoe HaceneHve 12 009 uenosek), AMano-He-
HEeUKUA aBTOHOMHbIN OKpyr (meTckoe HaceneHue
144 517 uenosek), EBpeicKMiA aBTOHOMHbI OKPYr
(neTckoe HaceneHue 36 324 yenosek), CaxanuH-
ckas obnacTtb (metckoe Hacenenne 107 150 uenosek),
Hoeropoackas obnactb (geTckoe HacerneHue
116 831 uenosek), MaragaHckas obnactb (netckoe
HaceneHue 29 028 yenosek), KocTpoMckasa obnactb
(neTckoe Hacenenue 128 834 uenosek), MpuMopcKuit
Kpai (neTckoe HaceneHue 374 896 uvenosek), MepMcKuii
Kpait (neTckoe Hacenenune 582 212 uenosek), Pecny-
6rvka KanMbikus (aeTckoe Hacenenue 64 654 uenosek),
Pecnybnuka WHrywetus (netckoe Hacenewue
158 504 yenosek) [9].

Bce aHKeTbl, nosy4YeHHble Hamu, Bbiniv BEpHO 3anos-
HEHbl M MPW3HaHbl FOAHBIMW AN AarnbHEWLIero crTatu-
CTWYECKOr0 aHanu3a. Yncno naumeHToB, BbIBIIEHHOE MO
pesynibTaTaM CTaTUCTUUYECKOro aHanun3a, NPeAcTaBneHo
B Tabrmuye 1.

O6Lee uncno peten ¢ yTouHeHHbIMM PK cocTasuno
398 uenoBek, Hanbonee pacnpoCcTpaHEHHOW MaTono-
rveit sensetcs nedpuumt VIl dpakTopa — 52% (n = 210),
BTOPOe MeCTO 3aHuMaeT fedouumnt donbpuHoreHa — 16%
(n = 63), TpeTbe — pedpuumnt X daktopa — 12%
(n = 48), yetBeptoe — necouumt Xl paktopa — 9%
(n = 35), natoe — peconumt V dpaktopa — 5% (n = 20),
wectoe — pedomumt Xlil dharktopa — 4,5% (n = 18), nanee
UayT KOMBMHMPOBaHHbIe aednumTbl — 1,7% (N = 7) v 3aMblI-
KaeT crvcok pecomumt Il dhaktopa — 1% (n = 4) (prcyrHok 2).

LeTckoe HaceneHue B NpPeACcTaBfiIEHHbIX peru-
oHax cocTasnset 28 515 419 uvenosek. o pacuetam
pacrnpocTpaHeHHOCTU BbiNM nonyuyeHsl cregylolime
OaHHble: nedonunt cpmbpuHoreHa — 1:450 000, pecovumt
Il dbakTopa — 1:7 000 000, nedouumt V cdaktopa —
1:1 500 000, pedomumt VIl darkTopa — 1:150 000,
aedpumumt X cpaktopa — 1:600 000, pecpuumt XI cpaktopa —
1:800 000, pechmumt Xl hakTopa — 1:1 500 000.

OTnenbHo BbiM NpoaHanManpoBaHbl NaumeHTbl ¢ PK
no okpyram P® OTHOCWUTENbHO YMCNIEHHOCTU OEeTCKOro
HaceneHus (Tabrmuya 2, pucyHoK 3).



PucyHok 1
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Kapta P® (1cTounmk: https://www.tourprom.ru/news/46432/?#bounce)

Figure 1

A map of the Russian Federation (source: https://www.tourprom.ru/news/46432/?#bounce)
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Tabnuua 1 PucyHok 2
Uucno naumeHToB ¢ PK PacnpocTpaHeHHocTs PK
Table 1 Figure 2
The number of patients with rare bleeding disorders The distribution of rare bleeding disorders
3HaueHue
Type of rare bleeding disorder Value 4%
Nedonumt | dhakTopa 63 Ledpuuumt XIIl chaktopa
Fibrinogen deficienc i
9 Y Factor XIIl deficiency KOMBMHMpOBaHHbI AechnLMT
Ledouunt Il chakTopa 4 9% Combined factor deficiency
Factor Il deficiency
Tedomumt XI dbakTopa 16%
D,ecbwum V QJaKTOpa 20 Factor XI deficiency LlechvuwT | chakTopa
Factor V deficiency i -
120/0 Fibrinogen deficiency
OedpuumT VIl dbakTopa
Factor VIl deficiency 210 Recouunr
X chakTopa Necoumumt
Ledouunt X chaktopa 48 Factor Il thakTopa
Factor X deficiency X deficiency Factor
Hedomumt XI cbakTopa 35 Il deficiency
Factor Xl deficienc o\
Dt T ® S 5%
ecouumT XIIl dhakTopa 18 LechuuuT
Factor XIII deficiency V chakTopa
KoMbuH1poBaHHbIv gecomumt 7 Factor
Combined deficiency V deficiency
I'eMoppaqueCKoe COCTOAAHWEe HeyTOYHeHHoe 321

Unspecified hemorrhagic syndrome

~_51%
Nedbuumt VIl cbakTopa

Factor VIl deficiency
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Tabnuua 2

®epnepansHble okpyra P® u unicno geteit ¢ PK

Table 2

Federal districts (FD) of Russia and the number of children with rare bleeding disorders

®epepanbHblii OKPYr, YUCTIEHHOCTb AETCKOr0 HacerneHus
FD, the population of children

CeBepo-

NapameTp LleHTpanbHbiii Mpusomk- Cubupckud,  I0xHbIA, Ypanbckuii,  SananHbiit, Ka%igggﬁ;ﬁ Déﬂmi?ﬁ? -
LD 7207281, Sk 5813914 3337319 “7gnzens 2687774 Toysao51 1877643
The Central FD, Tﬁeo\/zo]l-ggoFlllJ The 'S:igerian The Southern The Ural FD, NorthTwh:stern The North The Far
7 207 281 J ? ? 2 803 655 Caucasian FD, Eastern FD,
6 021 504 3813914 3337 319 , 6?73'774 D o4 D51 o

HedumumT Il bakTopa

Facct%rll deﬁccigncy £ 1 0 0 1 0 1 1 0
ledmunt V dpaktopa

Facct%r v deﬁc(igncy P 8 2 0 2 1 6 0 0
Hedomumt VII cbakTopa

FaccE)r Vil deﬁc?ejncy P 77 12 21 15 10 69 3 3
Jecbuumt X chaktopa

Facct%r X deﬁccigncy P 8 1 3 8 4 23 1 0
Jecbuumt XI hakTopa

Faccgnr XI deﬁc?gncy P 14 7 1 1 1 9 2 0
Hecbuum XIII chakTopa

Faccgjr Xl deﬁc%)ncy g 3 2 3 1 2 5 0 %
TlecbnumT | dhakTopa

Fib?i]ogen dg%(:ience 26 21 0 3 5 6 1 1
0bLee uucno

Total number 137 45 28 31 23 119 8 6
PucyHok 3
®depeparbHble OKpyra Ha KapTe PO (MCTOUHMK: g ,g:)
https://ru.wikipedia.org/wiki/®egepansHbie_

okpyra_Poccuiickoi_®depnepatimm)

Figure 3 Bk .
Federal districts on a map of Russia (source: https://

ru.wikipedia.org/wiki/®egeparnbHbie_okpyra_
Poccuiickoi_denepalimm)

Mo naHHbIM PoccTaTa, B PO Ha 01.01.2021 netckoe Eaﬁﬂ"'-la 3 PK
HaceneHne o7 0 go 17 neT BKMIOUATESIBHO COCTaBMAO PABHEHNE PacrpoCTPaHEeHHOCT/
Table 3
30 383 341 venosex [9]. A comparison of the prevalence of rare bleeding disorders
Uncno meteit B permoHax, NPUHABLLMX yyacTue B Redpmumr Omunaemas Kaptuha 8 PO
aKTopa acnpocTpaHeHHOCTb Actual prevalence in
AaHHOM 1ccrienoBaHnu, coctasusio 28 515 419 yenosek. ‘Fl;ctor Reficiency | Exprotod provalonce Puesia
YuuTbiBas MeskIyHapoaHble faHHble [3] no pacnpocTpa- | 1:1 000 000 1:450 000
HEHHOCTU PelKMX NePULIMTOB, MOKHO NMPUMEPHO COCTa- I 1:2 000 000 1:7 000 000
BATb OMIAEMYIO M peasibHylo KapTUHbl AN KaOoro v 1:1 000 000 1:1 500 000
pecpmumTa (rabrmua 3). VI 1:300 000 — 500 000 1:150 000
X 1:1 000 000 1:600 000
OBCY)XAEHME PE3YNbTATOB UCCIIEOBAHMSA Xl 1:1 000000 1:800 000
Xl 1:2 000 000 1:1 500 000

Llenblo Hawero uccnenoBaHus bbina nonbiTKa
OLLEHUTb BbISIBNSIEMOCTb MaLMEHTOB AETCKOro Bo3pacTta
¢ PK. besycnoeHo, nokasatenu, noflyyeHHble B Xoae
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OaHHoM paboTbl, He MOryT HanpsiMylo ykasblBaTb Ha
pacnpoCTPaHEHHOCTb JaHHbIX 3abofieBaHWi, 0fHAKO
MO3BONSAIT OLEHUTb aKTyaNbHOCTb JalibHEeMLero
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n3yyeHus 3Ton npobrembl B Hawewn cTpaHe. [laHHoe
uccnenosaxune 6bino cyrybo nobpoBonbHLIM U He npea-
yCcMaTpuBano yTOYHEHWs AuarHosa u apyrux cgopm
KOHTpONA.

Mpwn conocTaBneHNM MOMYYEHHbIX B XOAE aHKETU-
pOBaHMS Pe3ynbTaToOB C MEXAYHAapPOAHLIMU JAHHLIMU
[3] 6binu BbISBEHbI LOCTAaTOYHO MPOTUBOPEUUBLIE
cBepeHus. Oedowmumnt VII dakTopa, Kak # BO MHOIMX
apyrvx ctpaHax [10-13], npeobnagaet. Bropoe MecTo
Mo pacnpoCcTpaHEeHHOCTU 3aHuMaeT fedmunt dounbpu-
HOreHa, 4To yse BblfIo NOKasaHo Ha MpuMepax uccne-
posaHus PK B PO [7, 8]. Mpu atom panee cnepyet
aedpmumnt X dpakTopa 1 TOSIbKO YETBEPTOE MECTO 3aHuW-
MaeT fedmumt X| hbakTopa, Takke MnoflyyeHa pocTa-
TOYHO BbICOKAsi pacnpocTpaHeHHOCTb peduunta
Xl chakTopa. Takne paHHble MO pacnpoCTPaHEHHOCTH
Bonee xapakrtepHbl onsa UHoum v Wpana, yem ons espo-
neickoit nonynaunn (pucyHok 4) [5, 6, 14].

Mpn cpaBHeHun ¢ mapameTpamu 06LEMUPOBOM
pacnpocTpaHeHHoCTH obpaluaeT Ha cebs BHUMaHue
MOYTW NOSIHOE OTCYTCTBWE MaLMEHTOB ¢ gedouumntoM I
dhakTopa, a TakKe [OCTaTO4YHO Bonbluoe yucno petew
¢ pecdouumntom X u Xlll daktopos. bonbwoe uucno
nauneHToB c pedmumToM hubpuHoreHa, BeposiTHee
BCero, obbACHAETCS MeTOAMKOM MOACYEeTa: B HEKO-
TOpbIX CTPaHax NPUHATO YYMTbIBaTb MaLMEHTOB NULLb
C BbIpasKeHHbIM CHUKeHMeM coubpuHoreHa — mexee 0,5
/N, y Hac ske NPWHATO CUMTaTb NaTONOrMei CHUKEHUe
AKTUBHOCTM AaHHOr0 nokasatens Huxe 1,5 r/n. TeM He
MeHee crnefyeT 0cobo OTMeTUTb, UTO TakMe pasnuuns
MOrn BbITb 00YCMOBMEHBI JIOKaSbHBIMM OCOBEHHOCTAMM
OMarHOCTWKM, TaK Kak B HaLLEN CTpPaHe HapsLy C focTa-
TOYHO BbICOKOM YaCTOTOW UCCNEAOBaHWA CTaHAAPTHOW
KoarynorpamMmbl B BOMbLUMHCTBE PErVOHOB HEJOCTYMEH
haKTOpHbIA aHanM3 3a UCKIIYEHWEM UCCef0BaHUsA
aktusHocTu VIl u IX dbakTopos.

Mpn nogpobHoMm pasbope uucna NauueHTOB Mo
OKpyraM He MpencTaBfsAeTcs BO3MOXHbIM Npocne-
OWUTb KaKyl-nnbo Koppensaumio Mexay YMCoM LeTen
¢ PK v uncneHHocTblo geTckoro Hacenenus. Tak, npu
PucyHok 4
PacnpocTpareHHocTb PK B pasHbix cTpaHax

Figure 4
The prevalence of rare bleeding disorders in different coun-
tries
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nMoYTH ogMHaKoBOM uucne geten B CeBepo-3anagHoM
n CeBepo-KaBkasckoM chenepanbHbIX OKpyrax Habnio-
[aeTcA KosloccanbHas pasHuua B UnCne NauueHToB —
119 n 8 cooTBETCTBEHHO. TaKylo pasHULYy HEBO3MOXHO
0BBACHUTL pelKoW BCTPEYAEMOCTbIO [aHHOM naTo-
norun. OBbACHEHMEM MOXET CINYKUTb TOT haKT, YTo B
OTAENMbHbIX PerMoHax UMeeTCs BbIPaMeHHas rMnogua-
FHOCTWKA W OaHHble NauMeHTbl HanpaBnaTca B doepe-
pasibHble LEHTPbI, FOE UM YCTaHaBNMBAETCA AMArHo3 u
rae, No BCen BUAMMOCTM, OHU NonajaloT Ha yueT. [pu
9TOM PEruoH, OTNPaBMBLLWIA JaHHbIX MaLMEHTOB, He
nony4aeT 3Ty MHADOPMaLMIO. TakKe, MO HALLEMY MHEHWIO,
MMeeT MecTO ruMnogmarHoctuka u B LleHTpanbHoM
OKpYyre, Tak Kak Mpw HaceneHuu, B 3 pasa NpeBoCXo-
nawem Cesepo-3anafHbin doepepasbHbId OKPYr, YMCO
MauMeHTOB MOYTU MAEHTUYHO. B LlenoM pernoHbl, Haxo-
OslLLMecs Ha 3anafe CTpaHbl, NOKa3biBalOT MHYIO BCTpe-
yaeMocTb PK ¢ KpaiiHe BbICOKMM UYMCMOM MaUMEHTOB C
pedpmumtom VI, X, XI dhakTOpoB M ManbIM YACIIOM feTei
¢ runodubpuHoreHeMmen, UTo Bnunxke K eBpONENCKUM
AaHHbIM [3].

Ha naHHbI MOMEHT B Hallel cTpaHe ecTb YCMeLUHO
hYHKUMOHUPYIOLLIMIA PEFUCTP ANSA NaLMEHTOB C reModun-
nusmMn A v B, a Takxe ¢ bonesHbio Bunnebpanpa [15].
[aHHble koarynonaTum HaMHOI O Yallle pacnpOCTPaHEHbI
B NMOMYNSiLMU U OCBEAOMIIEHHOCTb O HWX Kak Yy Bpauyew,
TaK W'y NauMeHTOB ropasno Bbille. Takon PerncTp OYeHb
yaobeH Ana yTOUYHEeHUs peanbHOro Yucna NalMeHToB,
BbIPAKEHHOCTU KIIMHUYECKMUX MPOSBIIEHUA, a Takxke
ONns nopcyeta HeobBXOAMMOro KONMMYecTBa KOHLEH-
TpaToB (haKTOPOB, HEOOXOAMMOr0 Af1S JIEUEHUS KAXAOro
KOHKPETHOr0 NaumneHTa.

PaHee Hamu Bbiiv onybnnKoBaHbl AaHHbIE N0 AETAM
¢ PK, obpawaswwumca B Haw LeHtp ¢ 2017 no 2019 r.
MHTepecHo, 4To NonyyeHHble B XOAe 3TOM0 UCCMeno-
BaHUS laHHble MO YMChy nauueHToB ¢ pedmumntom VI
dhakTopa n runodmnbprHoreHemMmer conocTaBnMbl C
pesynbTaTaMu NPOBeJEHHOr0 aHKeTUpOoBaHus. pu 3ToM
B paHee onyb/iMKOBaHHOM WccriefoBaHuy bbin Bcero
nmwb 1 naumeHT ¢ necpmumtom X cpakTopa v HYU OQHOro
BonbHoro ¢ aedouumntom Xl chbaktopa [7]. B TekyLueit
pabote bbinu BbisBNeHbl 48 nauneHToB ¢ fechuumtom X
dhakTopa n 18 peteit ¢ pecomumntom Xlll dhakTopa, 3K
LaHHble SBAAIOTCA KpalHe HeobblyHbIMM K TpebyioT
[arnbHenLwero yTouHeHuns. OToesnibHo Xo4eTcst OTMETUTD,
YTO TOMbKO B LETCKOM NONynaumMu HaceneHus obHapy-
»eHbl 18 naunenTos ¢ gedmumtom Xlll baktopa. JaHHbii
0ehuunT SBNAETCA TAMENbBIM, NPUBOLSALLUMM K MHBANN-
OM3aumMmn 1 3a4acTyio TpebyeT NoXM3HEHHOro npodhm-
nakTuyeckoro neuvenus [16], ogHako koHueHTpat Xl
thakTopa, paBHo Kak X u Xl cpakTopos, fO CUX MOp He
3aperncTpupoBaH Ha Tepputopun P®.

HaMu He Bbinu nonyyeHbl faHHbIe U3 HEKOTOPbIX
permoHoB P®, UMCNEHHOCTb AETCKOro HaceneHus B
KOTOpbIX cocTaBnseT 186 922 (6,1%) uenoseKa, OoHaKo
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FfematTonorwus

BIIMSIHWE WX BKJ1aLla Ha MOSTyYEHHYI0 KapTUHY HaM npeg-
CTaBMsAETCS COMHUTENMbHBIM. Take crneumanucTamm U3
pernoHoB bbina oTAENbHO 3anofiHeHa rpadia «naum-
€HTbl C FeMOpParnyecknM CUHAPOMOM HEYTOYHEHHbLIM>,
nx yncno coctaBuno 321 yenosek. Ha paHHbIN MOMEHT
He NpencTaBnAeTCs BO3MOMHbLIM OLEHUTb, HACKOJbKO
MOJIHOLEHHBIM bbINI0 0bcnefoBaHMe M HaCKOMbKO Bbipa-
JKEHHbIM FeMOpPpParu4yeckuii CUHAPOM, TakuM 0Bpasom,
3Ta rpynna TpebyeT panbHenwero nogpobHoro aHanmsa
¥ MOMbITKM YCTAHOBEHWS AMarHosa.

3AKNIOYEHUE

YunTblBas MNoONyyYeHHble HaMu pesyfbTaTbl U
MWPOBOM OMbIT NO BeAeHUo naumeHToB ¢ PK, MOXxHO
coenatb BbIBOL O TOM, 4YTO AnA 6onee TOYHOro NOHU-
MaHUs pacnpoCTPaHEHHOCTH, KIIMHUYECKMX MPOSIBIIEHNI
1 TepaneBTUYECKMX onuuin TpebyeTca co3naHue oblue-
poccuiickoro peructpa PK no onbIiTy peructpos nauu-
eHTOoB ¢ remModomnnusamm A 1 B n bonesHbio BunnebpaHnpaa
c 00A3aTenbHbIM 3aMOSIHEHWEM KaMOblM PEFMOHOM.
TaknM 06pa3oM, Mbl CMOKEM OTCNEAUTbL YMCNO nauun-
EHTOB, Hy)JaloLumxcsa B Tepanuu. [laHHbIN onpoc perun-
OHOB SIBMSIETCS MEPBbIM LLIAroM B CTOPOHY OpraHu3aLmm
BonbLuoro pernctpa PK Ha Tepputopum PO ansa ycosep-

LLUEHCTBOBAHWS OKa3aHUsA cneuunanuM3vpoBaHHON Mefu-
LIMHCKOM MOMOLLM NauMeHTaM C TakKUMU KpaHe peoKvimm
natonorusmu. CrienyIoLLmM 3TanoM niaHMpyeTcs oLEeHKa
TPYLHOCTEN AMArHOCTWKM, BbIPasKEHHOCTU reMopparu-
YECKUX NPOSABIIEHUI U HEOBXOAMMOCTY 3aMeCTUTENbHOM
Tepanuu.

OrPAHMYEHUSA

Hale nccnepnoBaHne MMeno peTpoCNeKTUBHbINA xapakTep, bbino npo-
BefeHo Ha 6ase ®IbBY «HMUL AIOM wm. Omutpus Porauesa» Mun-
3npaBa Poccun, numMutaums no BospacTty coctasuna 0-18 ner, n orpa-
HUYEHO [aHHbLIMK, MOSYYEeHHbLIMU OT PErMOHOB, 3aMOSTHUBLLMX aHKETY.

BNMArTOAAPHOCTb
KonnekTtvB aBTOpPOB BbIpaskaeT ocobyio bnaropgapHOCTb BCeM Kosne-
raM, NPUHSBLLMM yyacTue B OMnpoce.

UCTOYHUK ®PUHAHCUPOBAHUSA
He yka3saH.

KOH®JIUKT MHTEPECOB
ABTOpbI CTaTbW MOLTBEPAUNM OTCYTCTBUE KOHDNMKTA WHTEPECOB, O
KOTOPOM HeobxoanMo CoobLLUTb.
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