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AHHOTAIUSA

Beenenne. ['emopunust — HacneICTBEHHOE 3a00JIEBAaHNE CBEPTHIBAIOLICH CHCTEMBI KPOBH, BO3HHUKAIOIIEE B PE3YJIbTATE
nedummra dakropa ceepreiBanus kposu VIII (FVII) —remodunust A (I'A), unu daxropa cBeproiBanus kposu [X (FIX)
— remo¢uns BY. Onnako, Gmaronaps COBpEMEHHBIM METOZIAM JIEIEHHS U PA3BUTUIO HOBBIX MPEMAPATOB, CUTYAIHS C
neyeHHeM reMoQuuumu A y Jeredl 3HAYMTENbHO YIydllwiack. B HacTosmiee BpeMs IOCTYNHBI HWHHOBAIIMOHHEIC
TEXHOJIOTUH, TaKHe KaK FeHHAs TePaIus M MOJICKYJISIpHAsl TePaIusi, KOTOPBIE TO3BOJIIOT 3G (HEKTUBHO KOHTPOIUPOBATh
KPOBOTEUCHHUS M NMPEIOTBPAILATh OCIOXKHEHHS Y MalUEeHTOB ¢ MHruouropHod ¢opmoit ['A. Llenb uccaeroBanus —
NPOJAEMOHCTPHPOBATh KIMHUYECKUH ClIydail ¢ TsDKEJbIM TEYCHHEM BPOXKACHHOH Qopmbl nedunmura Qakropa
cBepteiBaHus KpoBH VIII - remodmmmu A (mHTHONTOpHAS (hOopMa), BEITOTHAUTH OICHKY 3(deKTHBHOCTH 1 6€30IacHOCTH
npoQHUITaKTHYECKOTO MPUMEHEHHs1 SMUInM3yMada. MaTepuas W MeToabl. VccienoBaHue HOCHIO PETPOCIIEKTHBHBIN
XapakTep U MPECTaBII0 COOOM aHAIN3 JaHHBIX MEIUITMHCKOM JOKyMEHTaIuu pedeHKa ¢ Tshkesoi I'A, kotopoMy ObLIa
Ha3HavyeHa npoduIakTHYecKas Tepamnus IpenaparoM SMunu3ymad. PesyabraTbl. Manbunmk 3-X JIET COCTOMT Ha
JHUCIIaHCEPHOM y4eTe y reMarojiora ¢ IUarHo3oM: reModunus A, HruOUTOpHas GopMma, Tsoxénoe Teuenue. C Bo3pacTa
10 MecsieB mojydan 3aMecTHTeNbHylo Tepamnuio (akropa csépreiBanus VI, Ha Qone koropoit Obuto 2
MOCTTPaBMATUYECKUX KPOBOTEUEHHS B IIOJIOCTh CYCTaBa, MOTPEOOBABIIMX TOCITUTAIN3AIMY U 3aMECTUTEIbHON TEepaIHy.
Yepes 1 rox 4 Mecsna nocie Hayajga NPOGHUIAKTHYSCKOTO MPUMEHEHHs HpernapaTtoB (akTopa CBEPTHIBAHHS B KPOBU
HOSBHJICS HHIHOHUTOP. B Bo3pacte 3-X neT ObUIO MPUHATO pEeLICHHE 0 Ha3HAYCHHUH IperapaTa sMuIu3yMad. B reuenune 8
MecslleB HaOMoAeHWS Ha (OHe NpUMEHEHHWs SMulIu3yMaba HE 3aperHCTPUPOBAaHO HU OIHOTO CIIOHTAHHOTO
kpoBoTeueHus. [locTTpaBMaTHUeckoe KPOBOTEUCHHE HE MOTPEOOBATIO TOCIUTAIN3AUNY H JIOIOJHUTEIFHOH Teparuu.
BoiBoabl. [IpencraBneHHbIH KIMHHYECKHH CIydail JEMOHCTPUPYET, 4TO SMHULM3YMad 3(@ekTHBeH u Oe3omaceH y
MAIMeHTOB PAHHETO BO3pacTa C MKHrHOMTOpHOU (hOpMOii TsKenoi reModuinu A, paHee Moy4aBIInX NpoduiakTHyeckoe
JIeYeHHs.
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Abstract

Introduction. Hemophilia is an inherited disease of the blood clotting system resulting from a deficiency of clotting
factor VIII (FVIII) - hemophilia A (HA), or clotting factor IX (FIX) - hemophilia B1. With modern therapies and new
drugs, the treatment situation has improved dramatically. Innovative technologies such as gene therapy and molecular
therapies are now available to effectively control bleeding and prevent complications. The aim of the study is to
demonstrate a clinical case with severe hemophilia A (inhibitor form), to evaluate the efficacy and safety of emicizumab.
Material and methods. The study was retrospective in nature and was an analysis of the medical records of a child with
severe GA who was prescribed prophylactic therapy with emicizumab. Results. A 3-year-old boy is registered with a
hematologist with the diagnosis of hemophilia A, inhibitor form, severe course. From the age of 10 months he received
substitution therapy of clotting factor V111, against the background of which there were 2 posttraumatic bleedings into the
joint cavity, which required hospitalization and substitution therapy. In 1 year 4 months after the beginning of prophylactic
use of coagulation factor preparations, an inhibitor appeared in the blood. At the age of 3 years it was decided to prescribe
the drug emicizumab. During 8 months against the background of emicizumab application no spontaneous bleeding was
registered. Posttraumatic bleeding did not require hospitalization and additional therapy. Translated with DeepL.com (free
version). Conclusion. A clinical case demonstrates that emicizumab is effective and safe in patients with inhibitor-
induced severe GA who have previously received prophylactic treatment.
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BBEJIEHHUE

I'eModumuss — HacieacTBeHHOe 3a00JieBaHME CBEPTHIBAIOIIEH CHUCTEMbI KPOBH,
BO3HHKaloOIIee B pe3yibrare Aedunura Gpakropa ceepreiBanust kposu VI (FVIII) —remodumnus A,
win (pakropa ceeprhiBanus kpoBu 1X (FIX) — remopunus B [1]. T'emobunus nepegaercs mo X-
CIIETJICHHOMY pELeCCHBHOMY IyTH HacienoBanus. Ilpumepno y 70% OonpHBIX HMeEeTCs
IIOJIOKUTEIIbHBIN CEeMENHbIN aHaMHe3 1o 3a0oeBanu0. [IpuunHOi reModuany SBIAIOTCS MyTaluu
reda, koxupytomero FVIII (Xq28), nnu rena, xonupyromero FIX (Xq27). B 30-35% cayuaes
BO3MOYKHBI CIIOPAJMUECKUe MyTaluu 0e3 HaJIM4us ceMeHHOro aHaMHe3a 3aboseBanus [3].

WNuruburop — nonukioHaibHoe Beicokoaddunnoe I1gG-anTuTEeNn0, KOTOPOE CHEHUPUUECKU
HeHTpan3yeT NpOKOAryIsIHTHYI0 aKTUBHOCTh (DPaKTOPOB CBEPTHIBAHUS KPOBH, 3aTPyAHss IPOLIECC
OCTaHOBKH KpoBoTe4eHus. [1o KomuuecTBy HHTMOUTOpa B KPOBH MALMEHTA Pa3IHYalOT: — HHTUOUTOP
B HU3KOM TUTpe (HU3KOpearupyromuii) npu tutpe uaruouropa <5 BE; — nHru6urop B BbICOKOM
TUTpE (BBICOKOpPEArupyIoIInii) Ipu TUTpe uHruouropa > 5 bE [3].

CuMnToMaMH NOSBICHHS HHTUOMTOpAa MOMKHO CUMTaTh CIEAYyIOIlee: I0Ciie BBEIEHUS
OOBIYHOHM J103bI (haKTOpa KPOBOTEUYEHHE OCTAHABIMBACTCS HEJOCTATOYHO OBICTPO; CTaHIAPTHOE
JieueHHe CTaHOBHUTCSA BCE MeHee M MeHee 3(PPeKTHBHBIM; KpPOBOTEUEHHE BCE TpylIHEEe U TpyIHEe
OCTaHaBIIMBaTh, KPOBOTCUCHMS TOSBISAIOTCS Yy TMAlMEHTOB Ha mnpodwiaktuke. I[losBienne
MHTUOMTOpa SBJSETCA HauboJiee TSDKENBIM OCJIO0KHEHHUEM 3aMECTUTENIbHOM Tepanuu (pakTopamu
CBEPTHIBAHUS IIpU reModunu A.

Haunbonee »ddextuBHBIM W 0O€30MacHBIM CIIOCOOOM JTOOWTHCS TIOJHOW dpaJUKaIlldd
UHTUOUTOPOB Tipu TeMopuimuu A  sABISETCS TNPOBENEHHE WHIYKIMH HMMYHOJIOTHYECKOU
tosiepanTHOCTH (MUT). [Tpunuun MUT 3aknrouaercs: B MOBTOPHBIX MH(Y3USIX KOHILIEHTpaTa pakTopa
VIII ¢ uenbio T0OUThCS TOJEPAHTHOCTH UMMYHHOUM CHCTEMBI K BBEJICHUIO «IYKEPOJTHOTO» (hakTOopa,
IPEKpaIleHUs] BbIPAOOTKM AaHTUTEI U COOTBETCTBEHHO BOCCTAHOBJICHUS KOHTpPOJIA HaJ
reMOpparu4ecKUMH NpOosIBICHUAME 3a0oseBanus [3].

Perynsapnas npodunakTika — craHAapT JieueHus remopminu. B HacTosee Bpemst Mbl UMeeM
Ooyiee IMMPOKUI apceHal TEPaeBTUYECKUX IOJXOJ0B s NMPO(UIAKTHYECKOH Tepanuu, 4TO
MO3BOJISIET MO00PaTh MHAUBHIyabHOE pellieHne s kaxaoro pedenka [3]. C 2018 r. B Poccun
nocryned smunuzymad — mumetruk FVIII, npumensemsiil g npoduiaakTUKH KPOBOTEUYEHUH Y
NalueHToB ¢ remopuianeit A 6e3 orpaHuyeHui mo Bo3pacty. Cieayer OTMETHTb, YTO Ipernapar
MPUMEHSIETCS TOJIBKO JUIsl NMPOQMIAKTUKM M HE MOAXOIUT s KyNUPOBaHUS KpPOBOTECUEHM.
OMUIM3yMad SBISETCS MEPBBIM 3aperUCTPUPOBAHHBIM K MPUMEHEHHIO MpernaparoM HehaKTOpHOU
Tepanuu, MOKa3aHHbIM JUIsl IPO(QUIAKTUKN KPOBOTEUEHHUH y NAIIMEHTOB € TsKEIoW remoduineit A
u ¢ uHruouropHoit ¢opmoii remodpumun A. C 2021 roga mpenapar 3MULU3yMa0 OCTYNEH IS
ManueHToB ¢ remoduineil A B paMmkax (¢eaepaabHOW IPOrpaMMbl BHICOKO3aTPAaTHBIX HO30JIOTHM
(«14 B3H»).

Omurmzymad (Iemmmbpa®) — 3TO TepBOe 3aperucTpUpoBaHHOE OucHenupuueckKoe
I'YMaHU3UPOBAaHHOE MOHOKJIOHAJIBHOE aHTUTEII0, KOTOPOE CBA3BIBAETCS € aKTUBUPOBAaHHBIM IX n X
(dakTopamu, BocnionHseT pynkiuio Hepocratomero FVIII n BoccTanaBnuBaeT remocTas y naldeHTOB
c remodpwineit A (umuTHpyeT Ko-¢pakTopHyro akTuBHOCTH VIII ¢akropa cBepThiBaHusA B
KOaryJIsIIMOHHOM Kackaje, crocoOcTByst aktuBaimu FX 3a cuer FIXa) [2]. Tlpu npumeHeHuu
SMHIIM3YyMada reMOCTaTMYeCKH MOTeHIMa MoBbImaeTcs A0 ypoBHs aktuBHoctu FVIII ~ 9,6%.
Konuentpanus FVIII B kpoBu nipu 310 He uzmensercs. He nelitpanusyercs uaruouropamu k FVIII.
OMmunu3yMad o0najgaer JIMTEIbHBIM NEepUOIOM TMOIYBBIBEJCHUS OKOJIO 26,9 nHA (B OTJIIMYMM OT
npenapaTtoB FVIII, nepron nomyssiBeieHus: koToporo 8-12 yacoB), yTo obecredrBaeT CTaOMIbHYIO
KOHIIEHTpaluio npenaparoB kpoBu [2]. CxeMbl BBeAeHUs npemapara: 1,5 MI/Kr pa3 B Henelmo, 3
MI/KT pa3 B 2 Hesieau U 6 MI/KT pa3 B Mecsll. HbeKIMH BBIOIHSIOTCS MOIKOXKHO B 00J1aCTh dKUBOTA,
NEPEHIOI TOBEPXHOCTh Oelpa M Hapy)XHYI0 IOBEpPXHOCTh Iuieya. [IpoTuBOmMOKazaHUs K
MIPUMEHEHUIO JAHHOTO IpernapaTa: MOBBIIIEHHAs] YyBCTBUTEIBHOCTh K Ipenapary, 0epeMeHHOCTh U
IIEpHOJ TPYIHOTO BCcKapmiMBaHMs. HemocraTkoM NnpuMEHEHMs Ipernapara sBISEeTCs OTCYTCTBUE
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J1a00paTOPHOTO KOHTPOJIS 3a Tepanueil. Ha maHHbBII MOMEHT mperapar yKe BKJIFOUYEH B (pefiepaabHbIe
KIMHUYECKHE PEKOMEHIALIUH 110 JICYEHUIO TeMO(UINN KaK y JeTel, TaK U Y B3POCIIbIX.

Lesb nccaeqoBaHusl — IPOJAEMOHCTPUPOBATh KIIMHUYECKUH CIydald ¢ TSHKEIbIM TeYeHUEM
BpOXJIeHHOHU (hopMbl Aedunuta paktopa cBeprbiBanust kKpoBH VIII - remopunuu A (MuHrHOUTOpHAS
(dbopma) U IpeICTaBUTh OIBIT OE30M1aCHOI0 MPUMEHEHUS 3MULIU3yMa0a B KauecTBE NIPOPHIAKTUKHY Y
peOeHka paHHero Bo3pacra.

MATEPHUAJI U METO/bI

HccnenoBanre HOCUIIO PETPOCTIEKTUBHBIN XapaKkTep U MPEICTaBIsIIO COO0N aHATU3 JaHHBIX
MEIULMHCKOW JOKyMEHTaluu pedeHka ¢ Tskenod Gopmoil remopmnun A, KoTopomy Obuia
Ha3zHaveHa npoduIakTUYecKas Tepanus MpernapaTomM SMUIII3yMal.

OTHYecKuil acneKkT - aBTOpaMM IOJIy4€HO HH()OPMHUPOBAHHOE I0OPOBOJBHOE COIJIACHE
3aKOHHOTO MPEJCTABUTEINS MAIlMEHTa Ha MCIIOJIb30BaHHE WH(POPMAIMU O COCTOSHHUH 3A0POBBS
peOEéHKa, IUarHos3e, a Tak)Ke JaHHBIX OIIpOca U MEJUIIMHCKOM JOKyMeHTaluu (aMOyIaTOpHOM KapThl
00JIBHOTO).

PE3YJIBTATBI

[Taruent myxckoro moina, 2020 r.p., BIepBble 0OpaTWiICS 3a MEAMLIMHCKON MOMOUIbIO B
aBrycrte 2021 r. Co cj10B MaMBbl, 110CJI€ NAJIEHUs C KpOBATH peOEHOK CTall IPUXPAMBIBATH, TOSIBUIIACH
MPUITYXJIOCTh B OOJIACTH JIEBOTO KOJEHHOTO cycTaBa. B mpuémuom nokoe JI'’Kb Ne9 Brmmonnena
peHTreHorpadusi- nepenom uckiaodéH. Haznauen nbynpoden, aunpunud mectHo - 6e3 addekra. B
cents6ope 2021 r. B JIT’KB Ne9 Brimonnena KT konennbix cycraBos. 3akimtouenue: HoBooOpa3zoBanue
JIEBOT'O KOJIEHHOTO cycTaBa. [lanneHT Obl1 HampaBiieH Ha KOHCYyJIbTaluio oHkoremaronora B OJIKb
(Bo3pact pebenka — 9 mecsitieB). [Ipu ocMOTpe OHKOJIOTa COCTOSIHUE CPEAHEH CTETICHH TSHKECTH 3a
CUeT TeMOPParuyecKoro U cycTaBHOro cuHapoMoB. Kosxka OnenHas, yncTast, €JMHUYHBIN 35KXUMO3 B
obacTu rpynHON KiIeTku A0 1 cMm. B nuamerpe. CIU3UCThIe YHCThie. MUHIATUHBI HE YBEIHUYCHBI.
Ilepudepuueckue numdoysiasl He yBenuueHbl. HocoBoe npixaHue cBoOoaHoe. J[[pixaHue
BE3UKYJISIPHOE, MPOBOJAUTCS PAaBHOMEPHO. TOHBI cepaua sCHbIE PUTMHUYHBIC. JKHUBOT MKW
6e3001e3HeHHbIH. JIeBbIi KOJEHHBIN CYCTaB yBEJIMYEH B pa3Mepax, ropsYMid Ha OILyTlb, IBUKEHHUS B
cycTaBe OrpaHuueHbl, Oosie3HeHHble. Koka Haj cycTtaBoM He M3MeHeHa. bbll Ha3zHaueH IiaH
obcnenoBanus: OAK, 6/x, koarynorpamma + (axrop cBéprbiBanusi, ¥ 311 1€Boro KOJeHHOro CyCcTaBa.
[Tocne mnpoBenéHupix aumarHoctuueckux wucciegoBanuii: OAK (ot 22.09.2021r.): nmedkoummTos
17,68*10%x, uHertpodunes 58,3%, monouuto3 13,9%, sozunoduisl 0,3%, sputpouutst 3,84/m,
remoriaobun 104,0 1/m1 — aHeMHYeCKHH CHHIPOM JIETKOW cTereHu, TpomoOouuTo3 859,0/m;
onoxumuueckuid ananu3 kKpou (0T 22.09.2021r.): obmmit 6emok 51 r/m, rmroko3a 3,5 MMOJB/I,
omwmpyoun 7,0 MmxM/n, ACT 14 EIi/n, AJIT 12 EJI/n, 1P 32 E/I/n, kpeaTuHuH 52 MKMOJIB/JI,
MOYEBHHA 2,2 MMOJIb/JT; Koarynorpamma (ot 22.09.2021r.): AUTB 142 ¢, paxrop VIII - menee 0,6%.
VY31 koneHHbIX cycTaBoB: llpu3Haku apTpuTa, CHHOBHUTA JIEBOTO KOJEHHOIO CYyCTaBa.
[TpenBaputensHblii quarHo3: I'emopunusa A, ceepxtsxkénas (D66). Hanpasien Ha KOHCYJIbTaLUIO
rematosiora KL OJIKb. Ilpu ocmoTpe remarosora COCTOSHHE TSKENOE, 3a CUYET OCHOBHOTO
3aboneBaHus. Koxa GieHOrO 1BeTa, MECTaMH 3KXHMO3bl. BU3yanbHO JIEBBIH KOJICHHBIH CycTaB
yBEIMUYEH B pa3Mepe, IpHU Naiblauuud Ooyie3HEHHbIH, ropsunid. OcTajabHblE CHCTEMBI 0€3
ocoOeHHocTel. Ha oOcHOBaHMM KJIMHUYECKOM KapTWHBI M  JAaHHBIX JIAOOPAaTOPHBIX U
MHCTPYMEHTAJIbHBIX HCCIIEI0OBaHUM, ObUT yCTaHOBJEH auarHo3: I'emodwmiua A, Tsaxénas dopma.
I'eMapTpo3 J€BOro KOJEHHOro cycTaBa. J[aHbl peKOMEHJALMU: - HCKIIOYUTh B/M HHBEKIUH,
acnupuHcoaepxamue npenaparsl, - HIIBC pa3oBo, TOIBKO IPY HEOTJIOKHBIX CUTyalMsX, nocie 1
roja BakLMHALKUSA 10 KaJEHJApo (MOAKOKHO WM C MCIOJIB30BAHUEM MajOTpPaBMaTHUECKUX WII),
npodunakTuyeckuii pexxum BBeneHus ¢pakropa cépreiBanus VIII B/B crpyiino 30-40 ME/kr*2 pasa
B Hezenmo, mpu kpooteuennu 750 ME/kr *3 pa3za B Henemnto, ocmotp xupypra OJIKbB, niis perenns
BOIIpOCa JIPEHUPOBAHMS KOJICHHOTO cycTaBa, rocnutanu3anus B OJIKb, LlenTp neTckoi oHKOIOTUH
u remarosioruu. C 24.09.2021r. nauueHTy OblIIO HAUaTO BBEIEHUE IIa3MEeHHOro KoHueHTpara FVIII
B npodunaktuaeckoM pexume (30-40 ME/kr 2 pa3a B Heaento). B okTsa6pe 2022 roga »xanodsl Ha
IIOBTOPHOE YBEIMYEHUE JIEBOTO KOJIEHHOTO cycraBa. OCMOTpPEH TIeMaToJIoroM, IIPOBEACHO
obcnenoanue: Koarynorpamma: @C VIII 2,3% AUTB 52 cex. YpoBens uaruoutopa 0 BE. lansr

271



PEKOMEHIAIIUU: - YIUTBIBas MOBTOPHYIO TpaBMy BBeaeHne O C npogomxuts B 103e 1000 ME*2 paza
B HEJNeNI0, JJIs MPOBEACHHUS peaduIuTanuu HarpasieH Ha rocnurtanusanuio B OJIKb, ¢ yuérom
KJIMHUKM W aHaMHe3a MMallMeHTa Ha3HauyeHa TejleMenuimHckas koHcynbTanus HMUL[ nerckoi
reMaTOJIOTMH, OHKOJIOTMM U UMMYyHostoruu uM. /Imutpus Porauésa, r. Mocksa. Ilociie nposeneHus
TeneMeMIMHCKOM KoHcyapTammu 07.10.2021r. gaHo 3akmodeHue remartosiora: «C  ydérom
TshKenoro (penorumna 3aboneBanus (1Ba reMapTpo3a KOJCHHOTO CyCTaBa B Bo3pacte MeHee | roga u
3aTpyAHEHHOIO BEHO3HOI'O JIOCTYyNa) PEKOMEHJOBAHO HAa4ajo TEpalmuH SMUIM3yMaboM B 103€ 3
Mr/kr 1 pa3 B Henemnto. Jlis Tepanuu mpophIBHBIX KPOBOTEUEHUH Ha (hOHE Teparuy peKOMEHI0BAaHO
ucronb3oBath KoHIeHTpat ¢akropa VIII B mo3e 50-100 ME/kr». OnHako Tepamnusi SMHIIM3yMaOOM
Hauata He Obuta. B suBape 2022 roma B KpoBH peOCHKAa MOSBWICSA HMHTHOUTOP (QKTUBHOCTH
uHruouropa 5,0 bE), kinHudeckn HabI0AanOCh NEPUOAUUYECKOE YBEIMYEHUE JIEBOTO KOJIEHHOIO
cycraBa (oOpasoBaicsi cycraB-MullieHb). B ampeme 2023 roma B CBS3U C HEIOCTATOYHOMN
3¢ GeKTUBHOCTBIO IpoduiiakTuieckoro BeaeHus FVIII, penuanBupyronMy reMapTpo3amMu JEBOIO
KOJICHHOTO CYCTaBa, YaCThIMU TPAaBMaMH, CBSI3aHHBIMH C TUTIEPAKTUBHOCTBIO peOEHKa, OTCYTCTBHEM
Bo3MokHOCTH nposeeHus MNT u3-3a niuoxoro nepugepruyeckoro BEHO3ZHOT0 I0CTYNa U BBICOKOI'O
pHUCKa, CBSI3aHHOTO C YCTAaHOBKOW IOPT-CUCTEMBI, NPUHATO PELIEHUE O IEPEBOJIE MalMEHTa Ha
JeueHue 3MuIu3ymaboM. B Teuenue 8§ mecsueB HabmoeHUs Ha (OHE MPUMEHEHHs AMULIM3yMala,
HE 3aperucTpUpPOBaHO HU OJIHOTO CIIOHTAaHHOI'0 KpoBoTeueHus. [locTrpaBMaTnyeckoe KpoBOTEUEHNE
HE MOTpeOOBaNIO TOCHUTAIU3AUUKN U JONOJHUTENBbHOM Tepanmuu. KayecTBO JKM3HM MalueHTa U
YX@KUBAIOLIUX 3a HUM POJUTENIEH 3HAYUTEIBHO YIy4ILUIOCh.

OBCYXIEHHUE

Hetu ¢ Tspxenoi Gpopmoit remodunuu A, 0cOOSHHO B TIEPBBIE JBa TOA KU3HH, HAXOJISATCS B
IpyHIE BBICOKOIO pHUCKAa [0 pa3BUTHIO KaK IIOCTTPABMATHYECKHUX KPOBOTECYECHMM, TaK U
BHYTPUYEPEIIHBIX KPOBOTEUEHUMN, KOTOPhIE MOTYT MMETh Cepbe3Hble mocieactsus. M3-3a sToro
POIUTENN U MEIULUHCKUE CIELMAIUCTBI JOJDKHBI IPUHUMATh BCE BO3MOKHBIE MEPBI JJIs 3aLUThI
pebenka ¢ reModmiHeid B 3TOT niepruoa. K 3ToMy MOKHO OTHECTH cO37jaHie 0€301acHOM Cpeabl IS
UTp U 3aHATUNA, MUHUMU3ALUIO PUCKA MTOJYYSHHS TPABM, PETYJISIPHOE MEAULIMHCKOE HAaOII0IeHUE U
COOJIIO/ICHHE TIPEANMCAHII Bpaue 1o yXoay 3a peOeHKOM.

Ecnu roBopuTh 0 MEIMKAMEHTO3HOM JIEYEHUH, TO HOBBIE IIpenaparhl, TAKMe Kak IMULIU3yMao0,
oOecnieunBalOT Oosiee CTAOWIBHBIA M NPOAODKUTEIbHBIM 3(Q(EKT JIe4eHUs, YTO TIO3BOJSET
YMEHBIINTD YaCTOTY HHBEKLIUN U YJIy4IIUTh KA4€CTBO KU3HU MAMEHTOB. Ba)KHO Takke OTMETUTB,
YTO COBPEMEHHBbIE Mpenaparbl A JiedeHus remMopuauu A O0OBIYHO XOpOLIO TEpPEeHOCATCS
NalMeHTaMH U UMEI0T MUHHMAaJIbHOE KOJMYECTBO MOOOYHBIX 3(P(PEKTOB. ITO TaKkKe BaXHO IS
o0OecrieyeHrsT BBICOKOM MPHUBEPKEHHOCTH K Tepanuu M A(P(EKTUBHOIO KOHTPOJIS Haj
KpOBOTeUeHUsIMU. Takum 00pa3oM, paclIMpeHHe apceHasia npenapaToB Uis JeueHust reMopuinn A
Y pa3BUTHE HOBBIX TEXHOJOTUHN B ATON 00JIACTH 3HAYUTENIHHO YIIyUILIAIOT POTHO3 U KAUE€CTBO KU3HU
NAIMEeHTOB C ATUM 3a0ojieBaHHEM. BaxXHO MpoA0IKaTh KIMHUYECKHE HCCIeJOBaHUS U pa3paboTKy
HOBBIX METOJIOB JICUCHHSI, UTOOBI o0ecreunTh HauOosee 3Gp(heKTUBHOE U 0€30IacHOe JIeUeHUe IS
BCEX IALIUEHTOB.

Omunuzymad B mporpamme kinHuyeckux uccienoBanniit HAVEN 1-4 mokasan BeICOKYIO
3¢ GEeKTUBHOCTH M 0€30IaCHOCTD Y NAIIMEHTOB C TsKeNIol reModuineit A M ¢ MHTUOUTOpPHOM (hopMoii
remMmopuInu A, B TOM YHCIIe Y IeTeil, HaunHas ¢ 1 roga xu3nu [3]. B HacTosimee Bpemst 17151 IPUHATHS
pelieHnss Mbl MOXEM OCHOBBIBaTbCA Ha pesyipTaTax uccinepoBaHuii HAVEN 14, nansbsix
(bapMaKoJOTUYECKUX HCCIIEOBAHUN, KOTOpbIE IOKa3ajld HJIEHTUYHOCTh (HapMaKoIOrHYecKOro
npopmis sMuLM3ymMada y B3pOCIHBIX M JAeTed, W ONyOJMKOBAHHBIX JaHHBIX MPUMEHEHUS
smunusymada. [locnenusas pemakius pexkomennanuit Becemuphoit dpenepanuu remodunun (World
Federation of Hemophilia, WFH) Takxke pekoMeHayer paHHee Hayajlo NPOQHIAKTUKA
KOHIIEHTpaTaMu (pakTopa CBEpPTHIBAHUS WM JIPYTMMH IpernapaTamMH AETSIM C TsKenod (opmoit
reMO(HIINY J10 MOSIBIICHUS OCIIOKHEHHUH U B MJlealie 10 IOCTHXKEHUs Bo3pacTa 3 jer [4].

[IpencraBieHHbI KIMHUYECKUH ciydyall siBisercs nepBbiM B CBepuloBcKoW oOnactu
cllyyaeM IpUMEHEHHs SMUIIM3yMada y peOeHKa, paHee MOoIydaBLIero NpouiIakTUYECKYI0 TEPAUio
npenaparamu FVIIIL, u neMoncTpupyeT, 9T0 SMULIM3yMad MOXKET OBITh XOPOIIUM T€PANIeBTUUECKIM
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MOAXOAOM JJisi MPOPHUIAKTUKH KPOBOTCUCHHMH y JeTed ¢ remoduiaued A, paHee MOJyYaBIINX
neueHre (aKTopaMH CBEPTHIBaHUS 0€3 KIMHUYECKH 3HAYMMOTro 3¢¢ekra. YpOoBEeHb IeMOCTasa,
KOTOpBIH 0OecriednBaeT SMUIIU3yMad, IpeJoTBpaIlaeT CIOHTaHHbIE KPOBOTEUEHUS U JJaxKe OBITOBOE
TpaBMaTHUYECKOE KpPOBOTEUEHHE HE TPeOyeT [IONOJHUTENIBHBIX MEIUIMHCKUX BMEILATEIbCTB.
CrnenyeT OTMETHUTb, YTO Y MAMEHTOB, MIPUMEHSIOIINUX SMULIU3YMal, He TpeOyeTcs AOMOIHUTEIbHOE
BBeJIeHHE (PaKTOPOB CBEPTHIBAHUS IIepe/l BakMHAIMEH [7].

B 2023 romy AMeEpUKaHCKHX OOIIECTBOM T€MaToJoroB ObUIM  ONMyOJWKOBAaHBI
IIPOMEXYTOUHBIE pe3yibTaThl KiIMHUUecKux uccienoBanuii HAVEN 7, B koTopbix roBoputcs o
3HAYUMOM KOHTPOJIE KPOBOTEUEHUH Yy AeTel ¢ poxaeHus. McecnenoBanue Tepanuu SMULU3yMadoOM y
MJIQJIEHLIEB C POXKACHUSI MPEACTABISAET OOJBIION MHTEPEC ISl MEIULIMHCKOTO COOOIIECTBA, KaK Y
HauboJee ysa3BUMON kateropuu HaceneHus. [Ipodunaktruka GpakTopamMu CBEpTHIBAHUS Y MJIa/ICHIIEB
CONpsDKEHa C PHCKOM NOSBICHHWS WHTHOMTOpAa W 3aTpyJHEHA H3-32 HEOOXOJUMOCTH YacThIX
BHYTPUBEHHBIX UHBbEKIUH. [IpuMenenue sMunn3ymada y naiueHToB ¢ POXKACHUS YKe 0100pEeHO BO
MHOTHX cTpaHax Mupa. CTOUT OTMETHUTb, YTO JUIsl TEUCHUS TeMO(DUINH Y MIIa/ICHIIEB BaKHO PaHHEe
Hayajuo Mpo(UIAKTUYECKOrO JICUYEHHUs, T.K. MalUeHThl ¢ remoduivell mepBbiX 28 AHEW KU3HU
HanOoyee yrpokaeMbl IO pa3BUTHIO BHYTPUUYEPENHBIX KpPOBOM3IMAHUK. PanHee Havaso
Npo(UITAKTUKY CHUKAET PUCK BHYTPUUEPETHOTO KPOBOU3MUSIHUS Ha >50%.

BbIBO/IbI

['emoduans HEraTUBHO BIUSET HA MOBCEIHEBHYIO )KU3Hb JIETEH M yXa)KUBAIOIIUX 32 HUMHU
ponureneit. Jlns nereii ¢ Tsokenoi Gopmoil reMopmiu A U 3aTpyIHEHHBIM BEHO3HBIM JIOCTYIIOM
MpPUMEHEHHE SMUIM3yMaba ¢ MOAKOKHBIM BBEJACHHEM 3HAUUTENIBHO YyIydllaeT KaueCTBO JKU3HU
caMoro HalueHTa U CEMbU B LI€JI0M. BO3MOXKHOCTH Tepanuu NalueHToB ¢ reMo(uiineii B HacTosA1Iee
BpEMSI CYIIECTBEHHO PACIIUPUITUCH.

PesynbraTel mpuMmeHeHUs sMunH3ymMada, HaOMOAaeMble HAMH B JAaHHOM KIMHHYECKOM
clly4yae, He OTJIMYAINCh OT Pe3yJbTaTOB KIMHMYECKUX uccienoBanuii [4,5]. [IpemapaTt mokazan
BBICOKYIO 3(h(heKTHBHOCTH M 0€301macHOCTS [6].

Omunuzymad ogo0peH Ui IpodUIaKTUKKA KPOBOTEUEHUN y BCEX MAlMEHTOB C TSHKEIOU
remouaueii A, BHE 3aBHUCHMOCTH OT BO3pacTa MamMeHTa (BKIOYas MIIAJCHIICB) M CTaTyca
unruburtopa xk FVIII. DOmunusymab y aereii panHero Bo3pacta, B TOM YKCJE Y MIIAACHIIEB, MOKET
OBITh NTpeNapaToOM PallMOHAILHOTO BHIOOpA KaK y MAIIMEHTOB, YK€ MOJy4YaBIIMX NPOPHIAKTUYECKYIO
Tepanuio reMopuianu A, Tak U He NOJTYYaBIIUX NPOPHUIAKTHUECKYIO TEPANHIo, BUIY €0 BBICOKOH
3¢ (HEeKTUBHOCTH, MOCTOSHHON KOHIEHTpALMK NpernapaTa B KpOBU U y100HOM Ji1sl pebeHka (popmbl
MOJIKO’KHOTO BBeJeHMs. Takke SMUIIM3yMal 3HAYUTEIBHO YIYYIIAeT KayecTBO KU3HU MaJCHbKHX
MAIMEHTOB 3a CYET CHUKEHUS KOJIMYECTBA KPOBOTEUECHHUIA.

[TpodpunakTuky creayeT HayMHATH KAaK MOXHO paHbLIE IOCJIE MOCTAaHOBKM JIMarHosa
reMouius A, B TOM YHCIIE y IAIIMEHTOB MEPBBIX JHEH )KU3HU.
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KJIUHUYECKUM CTYYAR TEMAHTUOMBI ITI-1V ITAJIBIIA ITIPABOM CTOIIBI Y
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AHHOTALUSA

Beenenune. B nanHoii pabote mpeacTaBieH KIMHUYECKUH ciydail remanrnomsl [11-1V manbna npasoit cromsl. Llean
HCCJIeIOBAHUSI — U3YYHUTh aMOyJaTOPHYIO KapTy MalMeHTa M MPOaHAJIM3HPOBATh TAKTUKY MPOBEICHHOIO JICYCHUSI.
Matepuana u Meroabl. KiinHuueckuil ciydaii onrcaH Ha OCHOBAHHM aMOYJIaTOPHOW KapThl 00JbHOTrO. Pe3yabTaThl.
IMarentky A 12 et Oecrokowin 00yid B 00acTH 4-5 malyiblia MPaBOW CTOMBI, OTEK U 1uaHo3. [Tocne oOpaieHus k
XMPYpPry W NpPOBEICHUS PEHTreHorpaguy ObUT BHICTABICH JAMArHO3 ajJIEPrUYeCKOro OTEeKa W Ha3HA4YeHO JICYCHHE,
KoTopoe He mpuHecno 3¢p¢exra. [lanueHTka ObUIa BBIHYXKICHA IOBTOPHO OOpPATHThCS K IPYTMM CIICIHAIHCTAM.
JomomautensHo Obutn mpoBeneHsl Y3M, MPT u BeICTaBiCHBI NpenBapHUTENbHBIC TUATHO3BI: HeBpoMa MoOpTOHA U
(redsKTa3us TOMOUIBEHHOH IOBEPXHOCTH 4 manblia INpaBOW cCTONbBl. B fmanmpHEHIIEM NOCTaBIEHBI IHATHO3BI:
AQHTHOANCIUIA3US M MYJBTHIOKYJSIPHOE XHIKOCTHOE T0OpOKadecTBEHHOE 00BbEeMHOE 00pa3zoBaHHE (F€MaHIHMOMa) B
obiacTn TOMOUIBEHHOH M OOKOBOW CTOPOH 4-TO maiblla M B OCHOBaHMHM 4-ro W 3-TO maibleB (K3agu IOCTUTAs
IuItocHe(haaHroBEIX cycTaBoB). Ilociie 3Toro OblTa Ha3HAUEHA OMEPALHS 110 yJAJCHUI0 TEMaHTHOMBI, B X0JI€ KOTOPOH
oHa Oblna m3BiedeHa. [lo pesynbraTam Ouoncuu — onpeseneHa KaBepHO3Has reMaHruoMa. BeiBoabl. [Ipu cloxkHBIX,
rIIyOOKOJIekKalIMX TeMaHrMoMax MATKMX TKaHei, korga HeT 3¢dekra oT Tepanuu P-agpeHoOiokaropamMud U
CKJIEpOTEpaIny, MoKa3aHa XUPYyprudeckas oneparys o yAajleHuIo JaHHOTO TaTOJIOTHUECKOro 00pa3oBaHUsL.
KiroueBble cj1oBa: reMaHruoma, JMarHoCTHKa TTyOoKoIexalef reMaHrMOMBbI MATKUX TKaHeH, JIedeHne TeMaHI HOMBI.

A CLINICAL CASE OF HEMANGIOMA OF THE I11-1V TOE OF THE RIGHT FOOT IN A
CHILD

Alekseeva Anastasia Sergeevna, Moiseeva Alyona Olegovna, Plotnikova Inga Albertovna
Department of Pediatric Diseases of the Faculty of Medicine and Prevention

Ural State Medical University

Yekaterinburg, Russia

Abstract

Introduction. This paper presents a clinical case of hemangioma of the I11-1V toe of the right foot. The aim of the study
is to study the patient's outpatient chart and analyze the tactics of the treatment. Material and methods. The clinical case
is described on the basis of the patient's outpatient chart. Results. Patient A, aged 12, was troubled by pain in the area of
4-5 toes of the right foot, edema and cyanosis. After contacting a surgeon and conducting an X-ray, an allergic edema
was diagnosed and treatment was prescribed, which did not have an effect. The patient was forced to turn to other
specialists again. Additionally, ultrasound, MRI were performed and preliminary diagnoses were made: Morton's
neuroma and phlebectasia of the plantar surface of the 4th toe of the right foot. Further diagnoses were made:
angiodysplasia and multilocular liquid benign volumetric formation (hemangioma) in the area of the plantar and lateral
sides of the 4th finger and at the base of the 4th and 3rd fingers (posteriorly reaching the metatarsophalangeal joints).
After that, an operation was scheduled to remove the hemangioma, during which it was extracted. According to the results
of the biopsy, a cavernous hemangioma was determined.

Conclusion. In complex, deep-lying hemangiomas of soft tissues, when there is no effect from therapy with beta-blockers
and sclerotherapy, surgical operation to remove this pathological formation is indicated.

Keywords: hemangioma, diagnosis of deep-lying soft tissue hemangioma, treatment of hemangioma

BBEJEHUE

['eMaHTHOMBI SBIIAIOTCS JOOPOKAUECTBEHHBIMU COCYAUCTHIMU aHOMAJIMSMU U MPEACTABISIOT
co0Oi OmyXoJM, HCXOJIIMEe W3 THIepIia3upoBaHHoro sHuotenus [2]. Haubonee penkumu
SIBJIIIOTCSI BHY TPUMBIIIEUHbIE TEMAHTHOMBI HIDKHUX KOHeUHocTel (cocTaBistoT Beero 0,8% ot Bcex
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