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Pesiome

Femodunua asnaetca opdaHHbIM 3ab6oneBaHNeEM C YacToTol BcTpeyaemocTy 1:10 000 nmy
MY>KCKOTo nona nnmn 5-6:100 000 HaceneHusa ¥ NpefcTaBnseT coboi HacneACTBEHHYIO
KoarynonaTuio, CLENSIEHHY0 C X-XpOMOCOMOW, obycnoBneHHylo aeduumTom dakTopa
ceepTbiBaHMA (DCK) kposu VIII (remodunua A) nnm IX (remodunua B), xapakTepusyetca
HapyLleHnem CBepPTbIBAEMOCTU KPOBM 1 CKITOHHOCTbIO K Pa3BUTUIO KPOBOTeUeHW (B TOM
yricne X13HeYrpoXarLmnx) CNOHTAHHOTO W/MNK TpaBMaTUYeCKoro xapakTepa. B ctatbe
npeAcTaBneHbl OCHOBHbIE AaHHble CTaTUCTUKU B 3aBUCMMOCTU OT TAXKECTU 1 GOopMbl re-
MOPUINK, HANMUNA MHIMOMTOPOB 1 pacnpeaeneHue no obnactam Pecny6nukn benapyce.
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Abstract

Hemophilia is an orphan disease with an incidence of 1:10 000 in males or 5-6:100 000 in
general population, and presents an inherited coagulopathy linked to the X chromosome,
caused by a deficiency of coagulation factor VIl (hemophilia A) or IX (hemophilia B)
characterized by a bleeding disorder and a tendency to develop bleeding (including
life-threatening) of a spontaneous and/or traumatic nature. The article presents the
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basic statistical data depending on the severity and form of hemophilia, the presence of
inhibitors and distribution by regions of the Republic of Belarus.

Keywords: hemophilia, epidemiology, severity, region, Republic of Belarus, blood
coagulation factor preparations

OCHOBHbIMU KAUHUYECKUMW MPOABNEHNAMN reModunnn ABASIOTCA KPOBOTEUYEHUS
B CyCTaBbl, MbILLbl, BHYyTPEHHNE OpraHbl, FOIOBHOM MO3r. Yalle BCero y nayueHToB no-
pakalTCs CycTaBbl, MOCKONbKY B pe3ysibTaTe MOBTOPHbIX reMapTpo30B dopmumpyeTcs
nedbopmupyiolan apTponaTrs, Pa3BMBAETCA XPOHMYECKNU/ 60NeBON CUHAPOM, BO3HM-
KalT KOHTPaKTypbl, aTpodua mbiwL. B pesynbtate caaBneHUsa MATKMX TKaHeN remarto-
Mamu GOPMUPYETCA KOMMAPTMEHT-CMHAPOM (CAABNEHMA) U HEBPONOTMYECKME HapyLle-
HUA. Y B3pOCSIbIX MALUMEHTOB C TAXenon G¢opmol reModunnm, KOTopbiM He NPoBoAMIach
nepBrYHas NPodUIaKTUKa KPOBOTEUEHUN B AETCKOM BO3pacTe, Kak NpaBuio, MEETCA
nopaeHne ONOPHO-ABUraTeENbHOrO annaparta no TUMy BTOPUYHbIX apTPO30B 3-4-11 CTe-
NeHW, YTO ABMAETCA MPUYMHON NHBANNMAHOCTU 1 couManbHOM ae3aganTtaunn. MepBrnyHasn
npodurnakTika — perynsapHo NpojomKaloLleecs neyeHrie, KOTOPOe HAUMHAKT Y AieTel B
Bo3pacTe 1-2 fieT, paHee He MMEBLUNX KPOBOU3NMAHWIA B CyCTaBbl, UM NOC/e NepBOro
BHYTPMCYCTaBHOIO KPOBOM3NINAHUA.

B Pecny6nuke benapycb, cornacHo AaHHbIM PecnybnukaHCKoro perucTtpa Koarysnona-
T Ha 17.02.2022, 3apernctpuposaHo 904 naumeHTa C Koarynonatnamu, n3 Hux 512 na-
umneHToB ¢ remodunmein A (387 B3pocsbix 1 125 geteit), 123 naumeHTa ¢ remodunuein B

Ta6bnuua 1

PacnpepeneHune nauyneHTos ¢ remopunuein A B Pecny6nuke benapycb no creneHm Taxectn
Table 1

Distribution of patients with hemophilia A in the Republic of Belarus by disease severity

Taxenas CpepHeii TAXKeCcTN Jlerkan Bce creneHun TaxecTn
B3pocnbie | fletn B3pocnbie | [letn B3pocnbie | letn B3pocnbie | letn
ol €l o€l e € o€ o€ o€l olgl ot
g £ g £ g & gl Ef|¢eg £|8g| £ g £ g E
| S| &8 S| @ ||| S| & =S|  @| S|l s &=
Bcero | 189 |34 92 7 77 2 7 0 121 |0 26 0 387 |36 125 |7

Ta6bnuuya 2

PacnpepeneHune nayneHToB ¢ remodunueii B B Pecny6nuke benapycb no cteneHu Taxectn
Table 2

Distribution of patients with hemophilia B in the Republic of Belarus by disease severity

Taxenas CpeaHen TaXecTn Jlerkan Bce creneHn Taxectn
B3poc- B3poc- B3poc- B3poc-

P Aetn P Aetn P Aetn P Aetn
nble nble nble nble

ol €l e | €| o €l o€l o€ o/% ot
o I g I 3 I g I 3 I o I 3 I g I
| S| | S| @ | S| 8| | S| a|S| e =S| &=

Bcero 40 |3 20 |1 24 |0 3 0 31 |0 5 0 95 |3 28 |1
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Ta6bnuua 3
PacnpepeneHne nauneHToB c Koarynonatusmu no o6nacram Pecny6nukmn benapycb
Table 3
Distribution of patients with coagulopathies by regions of the Republic of Belarus
Ho3onorunyeckue ¢popmbli
x
< ) © ; E
=8 o =
O6nactb g g s 5 g =, 2
3 3 E o a9 E© Eo o
s s s® A& S E s 8 -
= El =
€ < Ss o2 58 58 =
H £ $S 55 €= §3% ¢
= - (=3 -9 > == (]
Bcero |Tax. WHruné. | Bcero | Tax WNHrn6.
Bbpectckan 70 21 3 19 11 0 1 36 1 12 138
Butebckan 86 41 11 6 4 0 4 6 0 0 102
[omenbckasn 71 45 8 17 9 0 3 26 0 0 117
lpopgHeHcKan 68 34 9 20 2 0 5 20 0 1 114
Morunesckas 52 30 2 17 9 0 2 32 1 7 111
MwuHcKkas 78 48 8 23 12 0 3 30 5 0 139
MuHck 87 63 8 21 13 4 8 55 12 0 183
Bcero 512 281 43 123 60 4 25 205 19 20 904

(95 B3pocnbix 1 28 petein), 205 nauneHToB ¢ 6onesHblo BunnebpaHaa, 19 nauneHToB C
neduvuutom VIl paktopa ceepTbiBaHusA Kposu (DCK) (runonpokoHBepTrHEMMSA), 25 Nauu-
eHToB ¢ geduuntom Xl pakTopa cBepThIBaHUA KPOBY 1 20 NALMEHTOB C APYrMMI peaKnuMu
HapyLweHuamMU ceepTbiBaHua Kposu (aepuunt V, X, XII, Il, | pakTopoB cBepTbiBaHNA KPO-
Bu). Cpeau B3pOCsibiX NALMEHTOB € remodunuenn A Taxenyto ¢opmy 3aboneBaHunsa (akTuB-
HocTb pakTopa cBepTbiBaHuA VIl unu IX <1%) nmetot 189 uenosek (55,3%), ¢ remodunmein
B - 60 uenoBsek (49,2%), a cpeau peTten Taxkenyto popmy remopunum A nmetot 92 pebeH-
Ka, y 20 peteln — Taxkenas ¢opma remodunun B. Cpefiv B3pOCSIbIX NALNEHTOB C TAXENION
dopmon remopunumu A nHrM6mUTopHas Gopma yctaHoBneHa y 34 venosek (18,1%), Tak-
e OHa ycTaHOBJIeHa y 7 NauMeHTOB AETCKOro BO3pacTa; cpeln MauMeHTOB C TAKEeNon

Ta6bnuua 4

3a6oneBaeMoCTb HacneACTBEHHbIMU Koarynonatuamm Ha 100 000 HaceneHus Pecny6nuku benapycb

no o6nacram

Table 4

Incidence of hereditary coagulopathies per 100 000 population of the Republic of Belarus by region
O6nacTtb Pb NITDIB LG Hosonornyeckasa ¢opma

HacesieHusA
Heduuut Xl pakTopa |bonesHb
lemodunusa A | Temodunusa B (remodwnus C) Bunne6panaa

bpectckasn 1338 044 5,08 14 0,07 2,6
BuTtebckan 1120364 7.5 0,6 0,35 0,6
[omenbckas 1375286 5.2 1,2 0,21 19
lpopHeHcKas 1017976 6,6 19 0,5 1,9

MwuHck 2009 786 4,3 14 0,4 0,6
MuHckan 1473 346 5,02 19 0,2 0,3
Morunesckas 1014843 4,6 1,5 0,2 1,9

Bcero 9 349 645 53 1,3 0,27 2,09
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dopmoit remodpunum B nHrmbrtopHaa dopma yctaHoBneHa y 4 nauneHTos (6,9%), 3 HMX
Tpoe B3POC/bIX U OAUH MaLMeHT feTCKoro Bo3pacTa. PacnpefeneHune nayneHToB no o6-
nactam Pecnybnuku benapycb no Bo3pacty u TaxecTn 3abonesaHnsa npecTaBieHo ans
remodunuu A B Tabn. 1, gna remodpunun B — B Tabn. 2, Bce HacneaCcTBEHHbIE KOarynona-
TMKn — B Tabn. 3. Takum obpasom, 3aboneBaeMocTb remodpunvenn A Ha 100 000 Hacene-
HMA cocTtaBuna 5,33 cnyvas (HaceneHue Pecny6nukn benapycb no gaHHbIM Ha 1 sHBapA
2021 r.— 9 349 645 yenosek), remodunueii B - 1,3 cnyvas, nedununt Xl akropa coctasns-
et 0,27 cnyuasn, bone3Hb Bunnebpanga — 2,09, neduunt VIl baktopa cBepTbiBaHWA KPOBU
(rmnonpokoHBepTUHemnsA) — 0,2. PacnpocTpaHeHHOCTb BCeX KOoarynonatuin coctaBnsaet
9,3 cnyuas Ha 100 000 HaceneHus B Pecnybnuke benapychb.

3aboneBaemocTb Koarynonatuamu Ha 100 000 HaceneHua pacnpepeneHa no obnac-
TAM benapycu n npegcrasneHa B Tabn. 4.

MpuyHUMNbI neyeHNA remopunun

OCHOBHbIM METOAOM Jle4YeHUA ABNAETCA BHYTPMBEHHAA 3amecTuTeNnbHaA Tepanua
npenapatamu gepuumtHoro OCK. CToMMoCTb TaKoro JieyeHnA AOCTAaTOYHO BblCoKa. [Mpun
ctoumoctn 1 ME nnasmatumyeckoro ¢aktopa ceepTbiBaHus 0,064 € B pacyete Ha OfHO
BBefeHne 20 ME/Kr B3pocsiomy yenoseky Becom 70 kr notpebyetca 1400 ME, uto co-
cTaBuT 89,6 €. Tak, remodunna No 3aTpaTtam Ha fleyeHne 3aHMMaeT 3-e MecTo nocse 3a-
6oneBaHUN cepaeyHO-COCYANCTON CUCTEMbI 1 caxapHoro guabera [1, 3, 11]. CywecTsy-
0T cnegyowme Buabl nedeHus remodunum [1, 3, 51: npodurnakTnyeckoe, neyeHne «no
TpeboBaHuio» (BBefaeHMe KoHueHTpaTa OCK no dpakTy BO3ZHMKHOBEHUA KPOBOTEUEHNA C
Lenblo ero 0OCTaHOBKM) U AOMallHee neveHve (BBegeHMe KoHueHTpata OCK B ambyna-
TOPHbIX YC/IOBUAX B LenAx Npodunaktuku KpoBoTeueHUsa unm no tpebosaHuto). Mpwu
LOMalLHeM pexume neyeHus KoHueHTpaT OCK BbigaloT mauneHTy Ha pyKu 1 BBOAAT
(B T. Y. 1 CAMOCTOATENBHO BBOAUT MaLMEHT) Kak MOXHO paHbLLe Npu COCTOABLUEMCA U
yrpo<atoLiem KpoBOTeYeHUN.

Kniouom K ycnewHomMy neyeHuio Taxenon opmbl remodpunum asnaetca npodunak-
TUYECKUIN PEXMM fleYeHNsA, NPU KOTOPOM MPOBOAAT perynapHoe BBeAeHNe KOHLeHTpaTa
OCK gna nogaep»kaHunsa YpoBHA OCTaTOUMHON KOArynauMoHHOW akTUBHOCTM AedULUTHOrO
OCKVIII/IX B nnasme KpoBu NaLumeHTa He meHee 2,1% (0,021 ME/mn), onpeneneHHoro ne-
pen ouepenHbiM BBeaeHMeM. MNpodunakTnyecknin pexxmm Havyan npumeHATbcA B LLsewmn,
BennkobputaHuu, Kanage ¢ 1970 r. [1, 3]. B Hawen cTpaHe ¢ 2003 r. ero ocyLecTBAsA0T
LeTaM C Taxenon popmoi remodunum A n B c Bospacta 2 net B PHIL, getckoii oHkonoruu,
remMaTonornm  UMMYHONOrK, N JaHHOE fleyeHne NPOoAOoIIKaeTCA BO B3POC/IOM BO3pacTe.

CornacHo pekomeHgaumam BcemmpHoi accoumaumm remodunmm 2020 r. 3-ro nsgaHus,
peKomeHAyeMbli YPOBEHb OCTaTOYHOW KOarynaumoHHOW akTUBHOCTU crieyeT nogaaep-
XMBaTb B Amana3oHe 3-5% [5]. Llenbio npodunakTmyeckoro neyeHus ABNAeTCA npegy-
npexaeHne BO3HNKHOBEHNA KPOBOTEUEHNA, NOBbILEHNE KauyecTBa »KN3HW NaumneHTa, Co-
NMOCTaBMMOTO C TaKOBbIM Y nuy, 6e3 remodpunun.

Pexxnm neueHus «no TpeboBaHUiO» NpegnosiaraeT napeHTepanbHOe BBEAEHNE KOH-
ueHTpaTa gedpuumtHoro OCK no GpakTy BO3HMKHOBEHUA KPOBOTEUEHNA C LieNIbo ero ocTa-
HOBKW (KOrAa KpoBOTeUeHe yxKe COCTOANOCh) U ABNAETCA CaMbiM He3PPEKTVBHBIM B OT-
HoLIeHNM NPOPUNAKTUKN KPOBOTEUEHNIA U NOpaXkeHUs CcycTaBoB. [lo HefaBHero Bpeme-
HW 3TO Obl/T OCHOBHOW PEXWUM JIeYeHUA Ha TePPUTOPUIN HaLLEN CTPaHbI.
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Ta6bnuua 5

YpoBeHb noTpebneHuns KoarynauuoHHoro pakropa ceeptbiBaHua Kposu VIIl, ME Ha aywy HaceneHus [5, 10]
Table 5

Level of blood coagulation factor Vil uptake, IU per capita [5, 10]

2017 2018 2019 2020
Benapycb 3,73% 3,82 3,17 4,47
Monbwa 6,69 7,32 8,13 8,53
JlutBa 6,70 7,92 10,10 11,37
NaTtBna 4,24 4,42 4,52 5,05
Poccua 6,89 8,25 6,68 6,12
BeHrpua 12,75 14,79 13,14 12,99
LWseuns 10,07 10,13 9,90 9,69
Wpnanana 10,91 10,75 11,10 7,97

MprmeyaHue: * pe3ynbTaThl FOCY[apCTBEHHbIX 3aKynoK ¢pakTopa VIl B 2017 1.

Ta6bnuuya 6

YpoBeHb noTpe6sieHnA KoarynsauunoHHoro ¢pakropa ceeprbiBaHna kposu IX, ME Ha aywy HaceneHnms [5, 10]
Table 6

Level of blood coagulation factor IX uptake, IU per capita [5, 10]

2017 2018 2019 2020
Benapycb 0,49* 0,55 0,38* 0,57%
Monblua 2,19 1,00 1,18 1,18
NuTBa 1,33 1,65 3,76 3,86
JlatBuA 0,37 0,49 0,48 0,38
Poccuna 0,78 1,05 0,67 1,95
BeHrpuna HeT gaHHbIX 0,61 0,82 1,04
LBeymsa 2,03 2,23 1,74 1,62
Wpnanana 2,43 2,32 2,19 1,89

MpumeyaHye: * pe3ynbraTbl FOCYyAaPCTBEHHbIX 3aKynok gpakTopa IX B 2017-2020 rr.

B Pecnybnuke benapycb go 2013 r. A fOMaLLHeEro neyeHUs Ha pyKu BblgaBanu
ToNbko 2500 ME VIII pakTopa cBepTbiBaHUA KPOBW B KBapTas. B 2013 r. nognucaH npu-
Ka3 o JanbHelllemM COBePLUIEHCTBOBaHMM MOMOLWM nauumeHTam ¢ remodunuein A n B,
o6bem daKkTopa AnA AOMaLUHero neveHns naymeHTam c remobunuen 6bin yBenmyeH fo
10 000 ME B kBapTan, 6bina BBeAeHa NepBuyYHan Npodunaktuka y getei. B coorsetcteunm
C npukasom MuHucTepcTBa 3paBooxpaHeHus Pecnybnukn benapycb N2 1232 yTBepik-
LeHa UHCTPYKLMA O Ha3HauYeHUn 1 NpoBeAeHUN BTOPUYHON NPODUNAKTUKI remopparu-
yeckux npossneHuii y geten go 18 net c remodunuen A n B. Takke Gbina pacimpeHa
rpynna nalMeHToB, HAXOAALLMXCA Ha NepBUYHON NpodurnakTrKe (O 7 neT BKNUUTENb-
HO). YTBepaeHbl NPOTOKONbI peabunutaLmm, CornacHO KOTOpPbIM, KpOMe Bpaya-rema-
TONora 1 peabunmTonora, K NeYeHmnIo NaLMeHToB ¢ remodunnen NOAKMNIOUNINCL Bpaym-
cneumanncTbl CMeXHbIX criebunanbHocTen. NoAaBuAncb BO3MOXHOCTY NPOBEeAEHUA MCu-
XOJIOFMYECKOro TeCTUPOBaAHUA, HEOOXOANMOro PEHTreHONorMyeckoro obcnefoBaHus,
bun3noTepaneBTMYECKOrO BO3AENCTBUA.
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Ha coBmecTHOM 3acefaHnn BcemmnpHom opraHm3auum 3gpaBooxpaHenus (BO3) n Bee-
MupHow depepaumm remodpunum (BOT) Ha Temy «MeauumHckoe obcnykmBaHme B pa3su-
BaloLLMXCA CTpaHax», coctoaBluemMcsA B KeHeBe B 1997 ., KNnoueBbIM NpuoputeTom bObina
npu3HaHa HeobxoAMMOCTb COo3faHuA obLlerocyaapCcTBEHHbIX PeecTpoB fofen ¢ remo-
dunuein: «41obbl 0becneunTb Hapnexallee NiaHNPOBaHNe N Pa3BUTNE MeAULIMHCKOro
obcnyxmBaHuWA, cosfaHve obLerocyfapCcTBEHHbIX peecTpoB nogel ¢ remodunnen as-
nAeTcA BaxHeNwen 3agayent. [103ToMy Mbl pekoMeHayeMm, YToObl MpropuTeT 6bin oTAaH
BbIABIEHNIO U [MArHOCTMKe 6ONbHBIX NtoAen 1 nx cemein U eAUHON perncTpaumn niogen
c remodunuen 1 3abonesaHMAMM, KOTOpble C Heto CBA3aHbI» [2]. Hannuune obuierocynap-
CTBEHHbIX PEECTPOB MaLMEHTOB aeT BO3MOXKHOCTb CPaBHMBATb aHHbIe Pa3HbIX CTPaH 1
MO>KeT OKa3aTb CYLLeCTBEHHYIO MOMOLLb Npu obpaLleHnn K NpaBUTeNbCTBY 06 ynyulleHum
mMeauumnHckoro obcnyxusanua. C 1998 r. BOI cobmpana n exkerogHo r3gasana Takme faH-
Hble. O630pbl BOI «<Annual Global Survey» unnioctpupytot o6Lyto cuTyaumio ¢ remopunu-
ell B Mupe B LieSIoM 1 cofieprKaT MprMepPbI JOCTVXKEHWIA, MOYYEHHbIX NPU OrpaHUYeHHbIX
CpeqncTBax, KOTopble BAOXHOBAT Apyrue CTpaHbl NONbITaTbCA CAeNaTh TO Xe camoe. Ha-
nuuvie obLlerocynapCcTBEHHbIX PeecTpoB NaLMeHTOB nomoraet onpenenatb 3gdexTms-
HOCTb NpOrpamm 3gpaBooxpaHeHus. ExerogHo Haw PecnybnukaHckun remodunmnyueckmi
LeHTp NleYeHns NaLneHToB ¢ remodunnen Takxke NPUHMMan yyactme B MeXgyHapoaHOM
onpoce «Annual Global Survey». OcHOBHOI NoKa3aTenb B OLEHKe YPOBHA MOMOLUU Na-
uneHTam c remodunven — notpebneHue dakTopa cBepTbiBaHWA Ha Aywwy HaceneHus. o
AaHHbIM BOT («<Annual Global Survey») 3a 2020 r. [5, 10], ypoBeHb noTpebneHnsa Ha gyuwy
HaceneHua daktopa VIl B coceiHnx cTpaHax EBponbl MeeT TeHAEeHUMIO K HEYKNOHHOMY
nosblwweHuto. PedepeHTHbIMK cTpaHamu ansa benapycn asnatoTca Monbuwa, JIntea, Jlateusa,
Poccua. Nlnpepamn no obecneyeHHOCTH NaumeHToB ¢ remodunven A GakTopom cBepTbl-
BaHuA Kposu VIl aBnanuce Benrpus, Lseuna, UpnaHaus, rae yposeHb noTpebneHns npe-
Bbiwan 10 ME Ha aywy HaceneHuna B rog. lNo pekomeHgaunn WFH, MMHMManbHbIN ypOBEHb
notpebneHna KoHueHTpaTta dakTopa VIl B ntoboli cTpaHe JOMKEH COCTaBAATb HE MeHee
4 ME Ha pywy HaceneHus, daktopa IX — He meHee 0,5 ME Ha pgywy HaceneHus.

B TeueHue nocnegHux 20 net Habnopanock ysennyeHune notpebnaemoro OCK VIl n
IX (B pacueTe Ha gywy HaceneHus) B Pecnybnuke benapycb, 4to, HECOMHEHHO, NPUBENOo
K YNyULEeHU0 COCTOAHNA NaLmMeHToB ¢ remodunnen n no3Bona0 CHU3UTb YacTOTy roc-
nuTanu3saynin. OgHaKo Ba)KHOW 3afjauen ABNAETCA fanbHelllee ynyylleHre obecneyeHns
KOHUeHTpaTaMn $akTopoB CBEPTbIBaHWA U JOCTUXKeHMe pekomeHzyembix BcemupHon
depepaumein remodunmm yposHeii notpebneHns ¢pakTopos CBepTbIBaHWA KPOBU Ha yLuy
HaceneHua (paxtop VIII - 4,00 ME Ha aywy HaceneHus, daktop IX - 0,5 ME Ha pywy Ha-
cenenus).

B HacToswee Bpema B Pecnybnuke benapycb Bce naumeHTbl C TAXKenon Gpopmon re-
modunum ctapue 18 net nonyyatoT KoHueHTpaT OCK VIII/IX gna gomaluHero neyeHus: He
MeHee 10 000 ME B KBapTan s HepaboTatowmx naumeHTos, 20 000-30 000 ME B kBapTan
AnA paboTaloLMx NaLMEHTOB C yUETOM TAXKECTU KIIMHUYECKMX NPOABAEHU 3aboneBaHus.

CHmxeHne obpalllaeMoCTy B CTauMoHapbl NauneHToB ¢ remodunnen obycnosneHo
n3MeHeHem B obecneyeHny aHTUremodunbHbIMU NpenapaTamm B aMOynaTopHbIX yc-
nosuaAx (yBennuyeHne KonuMyecTsa npenapata CBepTbiBaHMA A1A JOMALLHEro JieyeHus).
JanbHenwana pabota no ynyuweHuto obecneyeHHoOCT KoHUeHTpaTammu daktopos VI n
IX, BHegpeHuto Nporpamm NpodunakTUkM N MHAYKLUN UMMYHHOI TonlepaHTHocTy (UAT)
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y NaLmneHTOB BCEX BO3PACTOB, ynyUlleHne JOCTyNa K XMPYpPruyeckon NomoLLm n npoTesn-

pPOBaHMI0 MO3BONAT YNYULWNTb AaHHble MOKa3aTenu.

BTopbim BaXHbIM GpaKTOPOM YCMeLHOro neyeHns remobunnm ABAAETCA Co3aaHne Ko-
MaHfbl CreLManncToB, BNagelowmx HaBblkamy fieuyeHna 1 peabnnutauum naumMeHToB C
JaHHOW naTonornen.

K 2021 r. B Pecnybnuke benapycb 6b110 npoBefeHo 42 onepawmmn TOTanbHOrO 3HAO-
NpoTe3NpPOBaHNA CYCTaBOB Y B3POC/bIX NaUMeHToB ¢ remodunuenn Ha 6ase PHIL Tpas-
MaTofiorMM 1 optoneann, U3 HUX 6 onepauuii SHAOMNPOTE3MPOBaHUA Ta30b6efpeHHOro
cyctaBa 1 36 onepauumin SHAONPOTE3MPOBaHMA KONeHHoro cycTtasa. CpedHuin BO3pacT
nauneHToB — 35,4 roga. Y Bcex NpooneprpoBaHHbIX MNaLMEHTOB 3HaYMTESIbHO YBENNYU-
nacb ANCTaHUMA Newen NPOorynky, yBennumnacb ToNepaHTHOCTb K GU3nyecKkoi Harpyske,
BCE MPOOMNeprpOBaHHble NaLMeHTbl OTKasaancb OT MCMONb30BaHWA BCMOMOraTenbHbIX
CpeqncTB AnAa xofb6bbl (Manku, Koctoblnn). TpyaoBON aHaMHe3 y NPOONepUpPOBaHHbIX NaLu-
€HTOB He U3MeHunca, U3 36 NauneHToB TPYAOBaA akKTMBHOCTb coxpaHaeTca Y 21 yenose-
Ka. YnyJleHne optoneamnyeckoro crtaTyca nocsie onepaTMBHOro BMelLaTeNbCTBa NO3BO-
NMNOo 2 NaumeHTam co3faTb CEMbIO.

MNocne n3yyeHnA NOAXOA0B K OpraHM3aLuy NOMoLM NaumeHTam ¢ reModunment, peko-
MeHAO0BaHHbIX BcemnpHoi defiepaupmen remodunmm Ha npuMepe aHanornyHbIX LEHTPOB
B ApYyrux ctpaHax, B Pecnybnuke benapycb co3gaH PecnybnukaHckun remodunmnyueckmin
LeHTp, KoTopbI odurumanbHO GyHKLMoHMpyeT ¢ 2008 T.

DyHKUMOHMpoBaHMe PecnybnmkaHCcKoro reMopunmnyeckoro LeHTpa nnaHupyeTcsa B
Pecny6nukaHckom kabrnHeTe remoctasuonaTuii Ha 6ase 'Y «MHIL xupypruwm, TpaHcnnax-
TONOrUN N remaTosniornm», rge 6yayT NpPoBoAMTLCA KNUHMKO-NabopaTopHoe obcnenoBa-
HWe, AncnaHcepHoe HabnogeHne, KOHCYbTaluuAa U MOHUTOPUHT NaLMeHTOB C reMoCTa3mno-
NaTUAMMN C OpPraHM3auMOHHO-METOANYECKMM CONPOBOXKAEHNEM COTPYAHUKOB Kadeapsl
benMATMNO.

MpuopwnTeTbl paboTbl PecnybnnkaHckoro kabuHeTa NaTonorny reMmocTasa B OTHOLLE-
HUW NauneHToB ¢ remodunment 6yayT BKNoYaTb cefytoLme acneKTbl:

1. C6op AaHHbIX O MauMeHTax C HacleACTBEHHbIMU KoarynonaTuamu 1 BegeHune Pecny-
6nMKaHCcKoro pernctpa. aHHbli peructp cosgaH B 2008-2010 rr. no uToram 3agaum
HWP «Pa3paboTtaTb 1 BHeApWTb MHPOPMALIMOHHO-aHaNUTUYeCcKne 1 neyebHble Me-
ponpuATUA AnA 60NbHbIX KoarynonaTuamMy Ha OCHOBe pecny6/MKaHCKOro perncrpa
6onbHbIX € remodunureii». Pabota ¢ perncTpom BKoUaeT B cebA BefeHne 31eKTPOoH-
HbIX ©CcTOpriA 6onesHn, aHanu3 rocnuTanusaunii, AaHHbIX O KOIMYeCTBe MaLMeHTOB C
remodunuen, cteneHn TaxecTn 3abonesaHnsA, X opToneanyeckom crtatyce (cornacHo
LIKanam, pekomeHgoBaHHbIM KomuteTom opTtonegos BOI), counanbHom ctatyce. Xe-
naTtenbHbIM TpeboOBaHMEM K TaKOMY PErncTpy ABMAETCA TakXe pacyeT fo3bl dakTopa
CBepPTbIBaHMA UCXOAA U3 YAaCTOTbl KPOBOTEUEHUI, TAXKECTUN KINMHNYECKNX MPOABNEHNI
ANA KOHKPEeTHOro nauuneHTa.

2. YyacTve B NnaHMpoBaHUN rocyfapCTBEHHbIX 3aKynok npenapaTtos OCK Ha ocHOBaHWK
yuyeTa noTpebHOCTeN NaLmeHToB.

3. OpraHu3auma SKCTPEHHON XMPYpPruyeckon NoMoLLM NnaLmeHTam, B TOM YMce n CToMa-
Tonornyeckon nomown. OnbIT BeyLMX MAPOBbIX LIEHTPOB MO fleueHuno remobunum,
B TOM uncne u B PO, nokasbiBaeT, UTo ANA JaHHOWN KaTeropuu nauueHToB XenaTesb-
HO OKa3aHve CTOMAaTONOrMYeckoln MOMOLLM creumnanmcTamm, obyyeHHbIMU paboTe
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C nauveHtamn ¢ remodunuen. Npobnema ycyrybnaerca Tem, U4To MauUMeHTbl, NPO-

XMBaloLie B iepeBHAX 1 paiiLeHTpax, BbIHY>KAeHbl NOJlyYaTb CTOMaTONOrMYecKyio

NMoMolLb Janeko OT MecTa MPOXMBaHWA, T. K. B PaliOHHbIX 60MbHMLAX 3Ta MOMOLb

[aHHOW rpynne nayMeHTOB He OKa3biBaeTcA. TakKe He 0TpaboTaH YeTKUIA MexaH13M

CTOMaTONIOrMYeCKOro NpoTe3npoBaHuA ANA JaHHON rpynnbl naumeHToB. MNyTem peLue-

HUA faHHo Npobnembl NpeanonaraeTca obyyeHne Bpayein-CToMaToNnoroB paoHHbIX

6onbHML paboTe C faHHOW KaTeropuen NaLMeHToB B BeAYLLMX reMobUINYEeCcKnx LieH-

Tpax Poccuiickon Qegepaunn (Hanpumep, B femodpunuueckom ueHtpe r. CaHKT-le-

Tepbypra, MockoBckom remodunmyeckom LeHTpe). B Hawen cTpaHe Ha cerogHALHNA

[EeHb NMOKa ellle HeT Bpaya-CToMaTonora, opuLManbHO 3aKpenaeHHOro A1 oKasaHusA

NMoMoLLM nauueHTam ¢ remobunuen.

4. QopmupoBaHue komaHabl cneumanuctos (HTM — Hemophilia Team Member), 06yueH-
HbIX 0COOEHHOCTAM BefeHUA NauueHTOB C remMoCTa3nonaTMaMMK: Bpaya-remaTtonora,
Bpava-opTonepa, ctomaTonora, peabunutonora, nHcTpyktopa JIOK, Bpaua nannua-
TUBHOW NMOMOLLM, MHPEKLMNOHNCTA (NleyeHre napeHTepasbHbIX renaTnToB), NCMxoTe-
paneBTa; NX HernpepbiBHOe 06yueHne B 3To obnacTu [2, 3].

5. OpraHu3auua peabunmtayMoHHOro OpTONeanMYecKoro neyeHna NaunueHToB C Lesbio
npodrnakTuKy NporpeccMpoBaHna apTpo3oB. B Pecnybnuke benapycb Takoe neue-
Hue AnA B3POCJIbIX NaLUEeHTOB NPoBoAUTCA Ha 6a3ze PecnybnmkaHCKOW KNMHUYECKON
60MbHILbI MEAVLIMHCKON peabunutaumnmn «AKCakoBLLMHA», ANA NaLWeHTOB AeTCKOro
BO3pacTa — Ha 6a3e Pecny6nvKaHCKOM feTCKON 60NbHULbI MeaNLIMHCKON peabunnTa-
unm «OCTPOLINLIKAA FOPOJOK».

6. OpraHu3auua reMmocTaTMYeckon 3aMecTUTeNbHOM Tepanuu Npu NPoBeaeHUN onepa-
LW ToTanbHOro sHAonpoTe3npoBaHusA cyctaBos (T2C) Ha 6a3e PHIL, TpaBmaTonoruu
1 opToneann y naumeHTos ¢ aptpo3amu -1V cteneHn.

Bce ycunua, npunaraemble coTpygHukamu PecnybnmkaHckoro remodpunuueckoro
LeHTpa, Bpayamu-rematonioramn npu nopdepkke MuHUCTEpCTBa 34paBOOXPaHeHUA
Pecny6nukn benapycb, 66111 BbICOKO oLeHeHbl Kak BOI, Tak 1 EBponencknum LeHTpom,
n B 2015 r. emy 6bIn NpuceoeH cTtatyc EBponeiickoro.
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