OIIBIT IPUMEHEHUS HEGAKTOPHOM TEPAIIUU Y MAIIMEHTOB C
TEMO®UJUEN A B PECIIYBJIHUKE BEJIAPYCh

E.H. KabaeBa, U.A. Uckpos, JI.I'. IIBupko, H.A. Autunenxo, C.B. JlyooBckast

YO «Benopycckuti cocyoapcmeentulil MeOUYUHCKUll yuusepcumemy, 2. Munck, benapycs,
I'Y «Munckuii HIIL] xupypeuu, mpancnaaumonocuu u eemamono2uuy, 2. Munck, benapyco

I'emodumus — 310 ophanHOE, TeHEeTHYECKH 00yCIIOBIEHHOE X-CIETIICHHOE, 3a00JIeBaHNE CHCTEMBI CBEp-
THIBaHUS KpOBH, oOycnosineHHoe nedumuroM VIII dakropa cBepThIBaHMSA KPOBH, KIMHUYCCKH MPOSBILTIONICECS
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reMopparuueckiux CHHAPOMOM. Yactora pacrnpocTpaneHHOCTH reModummun A cocrasisieM 1:10 000 HOBopoX-
neHHbIx wind 5-6: 100 000 nacenenusi. CoriacHO perucTpy manueHToB ¢ remodunueii A B PecnyoOnuke Bena-
pycs Ha okTs0pp 2025 ronma. ITo manueM PecmyOnukanckoro Pernctpa xoarynonaruit B Pecrry6nuke bemapych
643 manueHToB ¢ remModrmeit. 519 nanuenToB ¢ remodrmeit A; 289 manueHTOB ¢ TshKenol remopumeit A: 206
B3pOCIBIX, 83 mereil; n3 HuX 44 manuenrta ¢ uarnOuTopamu K FVIII remodpumun A: 39 B3pocnsix u 5 nereit; 80
MAICHTOB CO CPEIHEH CTEIICHH TSDKECTH: 74 B3POCIBIX MAIIMEHTOB U3 HUX 2 mHruoutopamu k FVIIL, 6 gereit.

[Ipodunaktrueckoe eueHue reMOQUINE A COCTaBIISIET OCHOBY Tepanuu. JlaHHBIH BHJ Tepamuu ocy-
HIECTBIIATHCS C UCIONb30BaHUEM IpenapaToB (akropa cBeprbiBanus VIII (ruiazmarnyeckoro 1 pekoMOMHaHT-
Horo). [IpobnemMHO# cTOpOHOW NAaHHOTO JEYEHHUs SIBISIETCS BO-TIEPBBIX HEOOXOOMMOCThH MOCTOSHHOTO BEHO3-
HOTO J0cTyma (Ha MpO(HUIAKTHIECKOM JEICHNH YaCTOTa BHYTPUBEHHBIX HHBEKIMHA COCTABIAET OKOMNO 3 X pa3
B Henenro npu BBeAeHnn KOCK VIII co craHgapTHRIM epuoaoM MmoiryBeiBeeHUs . [Ipu TakoM crocobe BBe-
JeHus 3a 18 5eT Tepanuu KOJMYCTBO BHYTHPHBEHHBIX MHBEKIMH cocTaBuT 2468. Bropas mpobinema — 310
BO3HUKHOBEHHE MHrHOMTOPOB K (akTopy VIII, T.e. mepexon B mHrnoburopHyto gpopmy, koraa tepanus KOCK
VIII ue Oyner adexTrBHA. AJBTEPHATHBOM SBJSETCS HA3HAYCHUE IPYrOro BUAA MPOQHIAKTHUECKON Tepanuu
— Tepnust He()aKTOPOTBIM ar€HTOM C IOJKOKHBIM MEXaHHU3MOM BBEICHUS — OMKOIAHbHBIM aHTUTEIIOM DMUIIH-
3ymabom. Omunnzymabd — mumetnk FVIII mas mpodumakTukyn KpOBOTEUSHHH Y MalMEHTOB ¢ reModuineit A.
Bucnenudunueckoe antureno (IgG4) c apunanoctsio k FIXa n FX, «MuMmuxpupyromee» ko-QpakTOpHYIO aKTHB-
Hoctb FVIIL. Ilepnon momyBwiBeneHus: cocrasisieT 4-5 Henenb, /K Gopma BBeAEHUS, HE HYXXIAaeTcs B cTa-
ownnzanuu pakropom BumieOpanna, He HelTpanusyercs uaruoutopamu k FVIIIL Iognepkanue akTHBHOCTH
FVIII ue Huxe 12% mo3BoisieT MUHUMU3HPOBATh KOJTMYECTBO CYCTaBHBIX KpoBoTeueHUH. [Toka3aH B kauecTBe
PYTHHHOH NPO(UIAKTUKY AJIS PEIOTBPALICHUS MU CHU)KEHHSI YaCTOTHI KPOBOTEUEHHUH Y B3POCIBIX U JIETEH C
remodumeit A (BpoxxaeHHBIH nepunut ¢pakropa VII): ¢ narnburopamu k gaxropy VIII, 6e3 HHTHOUTOPOB K
¢akropy VIII, y kotopsix Tspkenas ¢popma 3aboneBanus (FVII <1 %) nnm cpennss popma 3aboneBanus (FVIII
>1 % n <5%) ¢ TsoKeNBIM (PEHOTHIIOM KPOBOTECUEHUH.

[IpumeHnsieTcs y manueHToB ¢ MHruouTOpamu u 6e3. Jlons namuentoB 6e3 nHrubuTopa pacrer Tepamuro
HayaJy MalyeHThl BO BceX 00macTsax, kpome MoOruieBcKoi 00nacTu.

2021-2022 rr. — iepBBIN TAITUEHT

2023 rox: Yncno manuenToB — 6 : B bpectckoii, [ pogrenckoit, [omensckoit obmacTsix

2024 ron: Ywucno nanueHToB 10 18 ner — 11, u3 Hux 1 nmanueHTt crapiue 18 net nponoykaeT noaydyarb
Omunm3ymad BO B3pOCIO ciryx0e

2025 rox: Yucno nanuenToB 1o 18 ger — 15, n3 Hux 3 nanuenra crapiie 18 yiet: u3 2 npogomkaer noay4arb
Omunusymad mociie JOCTIKEeHUs 18 et Bo B3pOCioi ciyx0e, a 1 malMeHT Hadasl Tepanuio B Bo3pacte 18 yiet.

3a nepuon HabmroneHus ¢ 2021 roma HexenaTeabHbIX SABICHUNA U PEAKINi He 3aQUKCHPOBAHO

VY manueHToB 3HAYMMO CHU3WIIOCH KOJIMYECTBO KPOBOTEUCHMH, TPEOYIOIINX TeMOCTAaTHIECKON TeparmHy,
YMEHBIIHJICS PACXO]] IPETIapaToB ¢ UIYHTUPYIOUIMM MEXaHU3MOM aKTHBAIIMH CBEPTHIBAHUS KPOBH.

3a BpeMs1 HCIIOJIb30BaHMs y IETEH: Y 2 pa3HbIX MALEHTOB 3a(h)MKCHPOBaHO 2 CITydasi TPaBMaTHYEeCKHX KPOBOTE-
4yeHuit, morpedosaBumx jedenus, HO He CBSI3aHHBIX ¢ MpUMEHeHHeM DMUIIMy3yMaoa (1- Tshkerast TpaBMa CIIM3HCTOMN
HOJIOCTH PTa; 2 — HE COONIOICHHE UHCTPYKIMH 10 IPUMEHEHHIO KapOIIOHMIKAIOIINX JIEKAPCTBEHHBIX CPEJICTB).

HaxomiieH onbIT Majoro Xupyprudeckoro BMEIIATeNbCTBa — YAAJIEHUE OPT CUCTEMBI Ha (DOHE PEryIIsipHO-
ro mpueMa DMUII3yMada ¢ KpaTkocpodHoi remocrarnueckoit Tepamueiit KOCK VIIILL

B 2025 romy HawyHeT IedeHHe MEpBEIA paHee He yeueHHBIH nmanueHT (13 mueit BBegenns KOCK VIII) B
BO3pacTe 10 2 JeT.

Wurunduropos nocie HaznadeHus npenapara JIC Dmunnzymad BeisiBIeHO He OblI0. HexxenarenbHbIX siBTe-
HHUM Ha mpenapar B TEUeHUH KU3HU OTMEUEHO He OBII0

HaOmtonenne 3a manneHTaMy IPOAOIHKACTCS.

BriBonsr:

1. PesxxuM BTOpHYHOHN TIPOQHUIAKTHKY SBISIETCS OCHOBOH COBPEeMEHHOW Tepamuu remodmimu A. Perymsp-
Hoe npodmiakTyeckoe ¢ npumeneHneM JIC Dmuisymad obecrieunBaeT NpeaoTBpanieHue CIOHTaHHBIX TeMOop-
parn4ecKux 3MHU30/10B, 3AIUTY IEJIEBBIX CYCTaBOB OT MPOrPECCUPOBAHUS apTPOMNATHH U 3HAYUTENIBHOE YIyyYllle-
HHE KaueCTBa JKU3HH MAl[IEHTOB [0 CPABHEHMIO C PEKUMOM Tepanuu «1o tpedoBanuto». [Ipodunakrika dmu-
nu3ymabom y marmentoB ¢ uaruoutopamu K FVIII n 6e3, y KOTOpBIX Tshkenas ¢popma 3a00IeBaHUS U CPEOHAS
(opma 3a005eBaHUS C TOKETBIM (PEHOTHIIOM KPOBOTEUEHHUIT BO BCEX BO3PACTHBIX TPYIIIAX MOMOXKET CHA3UTH TIPO-
rpeccupoBaHue reMouinieckoii aprponaruy. M Kak CiieACcTBHE 3TOTO YMEHBIINUTD WHBAJIHIU3ALUIO TAI[IEHTOB
c remodunmeit A.
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2. Puck pa3BuTHS HFHTHOUTOPOB OTCYTCTBYET, U Tpernapar 3QeKTHBEH B TOM YUCIIE U JJIsI JICUSHHS Mally-
€HTBOB C MHTMOUTOPHBIMH (hopMamu 3a00JIeBaHHUS.

3. Omunuzymab BHeceH B KilmHIUeckne mpOoTOKOIBI JIeUeHHS U MPO(UITAKTUKYA KPOBOTEUCHUH Yy MaIi-
€HTOB ¢ TeMouiIHeH A.

4. D¢ dexTuBHOCTD U Oe30MaCHOCTh DMHUIIM3yMaba MpHU3HaHAa BCEM MHUPOBBIM COOOIIECTBOM

5. JlokalpHBIA OMBIT KCHONB30BAHUS [OKa3ajl 3asBJICHHYH MpoH3BoAuTeNeM 3((PEKTHBHOCTD H
0€3011acHOCTb.

6. YnoO6CTBO 1I/KOXKHOTO BBEICHUSI 00ECIIEUUT BOZMOKHOCTh JJOMAIIHETO JICYSHHUS U MO3BOJIUT CHSITH BO-
IIPOC TPYAHOT'O BEHO3HOT'O JOCTYIIA.



MUWHUCTEPCTBO 3/IPABOOXPAHEHI PECITYBJIMKU BEJIAPYCh

T'OCYJIAPCTBEHHOE YUPEXJIEHUE «PECITY BJINKAHCKUI HAYYHO-ITPAKTUYECKUI
LIEHTP PAJIUALITMOHHOM MEJULIMHBI U SKOJIOT' MU YUEJIOBEKA»

«AKTyaJIbHbIE€ BONIPOCHI TeMATOJIOTHH

B 001IIeBpPa4e0HOM MPAKTHKE)
(r. Tomensb, 12 Hos0pst 2025 1)

Marepuansl pecrnyOIuKaHCKOM
Hay4YHO-TIPaKTUYECKOU KOH(pepeHIun
C MEXIyHApPOJIHBIM y4acTHEM

[Tox o6mielt penakiueit
JOKTOpa MEIMIIMHCKUX HayK, mpodeccopa A.B. Poxko

T'omens
'Y «PHIIL] PMu>4»
2025



