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Onbim NnpuMexeHus amuyusymaba y nayuenma
C NOBMOPHBLIM HapacMaHUeM mumpa uHrubupyrowux anmumen
nocne UHAYKUUU UMMYHHO{ MONEpaHMHOCMU C YaCMUYHbIM OMBEMOM

B.B. Jleoenes, T.B. AcekpeToBa
T'BY3 «Jlemckas kpaesas kaunuyeckas 6oavHuya» Munucmepemea 30pasooxpanenus Kpacrnodapckoeo kpas;
Poccus, 350007, Kpacrodap, na. I[lobeost, 1

BBenenue

[MosBaeHMe HeWTpaIU3YIOIIMX ajlsloaHTUTeN Kiacca IgG
K ak3oreHHoMY dakrtopy (F) VIII sBasieTcss caMbIM TSKETbIM
OCJIOXHEHMeM Tepanuu remodwiuu A. B aTom ciiyyae B Ka-
YeCcTBE Tepanuiu 1-ii JTMHUU PEKOMEHIYEeTCSl TPOBEACHUE UH-
IyKIMu UMMyHHOU TonepanTHoctu (MUT) [1]. DroT Tepa-
MEeBTUYECKUIA TTOIXON yerelleH y 51—79 % manumeHToB [2—5].
Ho Hexkortopsie GosibHBIE TseKeao nepeHocsat MUT wiu He
OTBEYAIOT Ha Teparuio, U 3TO HauboJjee CIOXHbIe clydyau
B Halleil MpakTUKE.

Hamu mnpencraBieH KIMHWYECKUI Ciaydail mManyeHTa
C TsDKesoi hopMoli reModuInuu A U YaCTUYHBIM OTBETOM Ha
tepanuio MUT, Kortopasi mo3Bojuia CTaOUIM3UPOBATh CO-
CTOsIHME peOeHKa B TeUeHUe 5 MecC, MOCJIe Yero TUTP UHTUOM -
pytowux aHtutea K FVIII BHOBB yBennuuics.

Onucanne KIMHHYECKOTO CJIydast

Ilayuenm, 2016 2.p., duaecnos: eemogpuaus A, msicenras gpop-
Ma bvLn yemaHnoeaeH 6 ozpacme 3 OHell, Koeda nocae podcoeHus
Y Manvuuka cghopmuposanace Keganoeemamoma.

IIpu coope cemeiinoeo anamuesa ycmaHno8aeHo, 4mo dedyul-
Ka no MamepuHcKou aunuu 0via 601eH eemogpuaueil, ymep @ 603-
pacme 41 200a om KpogousAUsHUsL 8 UEHMPANbHYIO HEPEHYIO CU-
cmemy, mama u npadadywKa s8As0mcs HOCUMeAbHUYAMU 2eHA
eemoghunuu A. C yuemom omseoujeHHo20 HacaedcmeeHH020 ana-
MHe3a nayuenm 0Ovin 0obcaedosan Ha ypoeenv FVIII, komoputil
cocmasun 0,1 %.

Mo 9 mecsuyes 6 cés3u ¢ HU3KOIL 08UAMENbHOU AKMUBHOCMbIO
u omcymemaeuem KpogomeueHuil pebeHoK Haxooucs é gase Ha-
6.1100eHuUs U neveHUs He NoAy4ai.

B 6o3pacme 9 mecsues, koeda pebernok Hauas aKkmueHo noa-
3amMb U 6CMABAMb HA HONCKU, OblA 3A(IUKCUPOBAHHDLI Nepablil
eemapmpo3 npasoeo KoaewHoeo cycmaea. Hasznauena mepa-
nus no mpebo8anuio NPenapamom mypoKkmokoe anbga 6 dose
25 ME/ke. Yepes 3 ned om nepeoco anuzooa eemapmposa y na-
YUeHma paseusaemcs 2emMapmpo3 1e6020 20AeHOCMONHO20 Cy-
cmasa, u pebeHOK HA4UHAem NoAyHamv NPOPUAAKMUYECKYIO
mepanur npenapamom mypokmokoe asvgpa 6 dose 25 ME/ke
deaxcowl 6 Hedearo. Ilpu eeedenuu npenapama umeaucp mex-
HUueckue CA0JNCHOCMU Nnepuhepuueckoeo 6eH03H020 00Cmy-
na: Kaxcoas NOnbIMKA CONPOBONCOANACH HEOOHOKPAMMHbIMU
NYHKUUSAMU nepugepuueckux 6eH 6 pazauuHoll N0KAAUZAUUU.
Pazsusanucy nocmunsexyuontsie eemamomol, ymo mpedoeano
noemopHoeo 6eedenus npenapama. Henpepoieno peyudusupo-
8anu 3nu300bl Kposomeuenuil. bviro npunsamo pewenue ygeau-
yums 003y npenapama FVIII do 35 ME/xe déaxcovt 6 Hedenio.

Coxpanenue 5nu30008 KposomeueHuss Nocae NOGbLUEHUS
dosvt npenapama FVIII, pazeumue nocmunseKylioHHbIX eema-
MOM NO380AUAO 3aN0003PUMb PA3GUMUE UHSUOUPYIOUUX AHMU-
mean. Yepesz 2 mec om nepsoeo anu300a KposomeueHus Ui nocie

11-20 ous esedenus FVIII nposedeno obcredosanue Ha akmue-
Hocmb uneudbumopa k FVIII, yposenv komopoeo cocmaesun 30 bE.

IIpoghunakmuueckas mepanus npenapamom MmMypoKmoKoe
anvha npekpawena u HA3HAYeH AHMUUHUOUMOPHDbIL Kodaey-
aaumublil komnaeke (AUKK) 6 doze 50 Ell/ke 6 pexucume no
mpebo6aHuro.

B urone 2017 e. podumenu c pebenkom obpamuauce K epa-
Yyy-eemMamonoey ¢ Hcarobamu Ha OOUWUPHYIO NOCHMPABMAMU-
Yeckyo eemamomy Aeoii sieoduuroll oobnacmu. Haznavena me-
panus AUKK 100 E/l/ke/cym kadxcovie 12 u 6 meuenue 5 OHeil
amoyramopHo, eeMamoma c pezpeccuell.

B aseycme 2017 e. pebenok eochumanuzupogan ¢ 00UUPHOLL
NOCMMPABMAMUYECKOU 2eMAMOMOI RPOMEICHOCIU C NEPEeX00OM
Ha MOUWIOHKY, NOA0BOI YACH U BEPXHION BHYMPEHHION NOGepX-
HOCmb bedpa 6 ces3U ¢ pasmepamu 2eMamombl U 8blPANCEHHbIM
bonesbim cunopomom. IIposodurace maccugHnas eemocmamuye-
ckas mepanus: AUKK u snmarxoe anrvgpa 6 maxcumanvhvix 00-
3UPOBKAX, MPAHEKCAMO8Asi KUCAOMA, 2A0KOKOPMUKOCHePOU-
dot, anmubaxmepuanvhas mepanus. b evinucan ¢ peepeccueil
2eMamombl.

Hecmomps na wacmoie 3nu3006t kposomeueruil, npoghuiax -
muyeckas mepanus NO-NPedcHemy Obiia HeBO3MOJNCHA 8 653U
¢ 3ampyOHeHHbIM 8EHO3HBIM OOCHYNOM, NPOOOANCEHA MePanusi
AUKK no mpebosanuro.

Ilpumenenue smuyuzymada usmeHuN0 He MOALKO HCU3Hb Pe-
benka, HO U Hcu3Hb cemol euearom. Jnsa nposedenus UHUT 6 ok-
msabpe 2017 e. 66110 pewieHo YCMAHOBUMb NOAHOCMbIO UMNAAH-
MUPOBAHHYIO UEHMPANbHYIO 6eHO3HYI0 nopm-cucmemy. Ha mom
Momenm yposeHb uneubumopa cocmaeénsin 9,9 BE.

B nosope 2017 e. nauama UUT npenapamom mypokmoxoe
anvgpa 6 doze 125 ME/ke/cym 6 2 eéedenus. [lpu pazsumuu kpo-
someuenuil no mpebosanuro npumensaucy AUKK, snmaroe anvgha.

B mapme 2018 . na ghone ocmpoii pecnupamopnoil 6upychoil
UHGbekyuu u pedpurbHOl memnepamypbl nocae 88e0eHUs my-
POKMOK02a anb@a pasguacs CUHKONAAbHYLI NPUCIY N, KOMOPbLil
PA3PEUUNcs CamMOCMOSMENbHO. 3ano003peHo pazeumue mpom-
003a, nposedeHo YabmpazeyKoeoe ucciedoganue cepoya, ume-
HeHull He gviseaeHo. Yepesz 2 Onsa nocae nepsoeo snuzoda nayu-
eHm 6HOBb 20CHUMANU3UPOBAH C NOBMOPHbIM CUHKONAAbHBIM
NPUCMYNOM, BOZHUKUUM NPU 66e0eHUU MYPOKMOKo2a anbgha.
Yemanoenen ouaenos: aebum noodkarouuuHoll eeHvl cnpasa,
nposedena aHmubAKmMepuarbHas mepanusi, COCMOsHUE Ccma-
ouauzuposanoce, MUT 6vina npodoadcena, 0o3a mypokmokoea
anvpa chuncerna do 100 ME/ke/cym, 3amem do 75 u 50 ME/xe.

B urone 2018 e. npu yoanenuu uenwvt I'voepa uz mecma cmo-
SAHUSL NOABUAUCH eHOUIHble 8bldenenus. Tlayuenm 6 3KcmpeHHoMm
nopsioke 20CHUMANU3UPOBAH C UHQDUUUPOBAHUEM NOPM-CU-
cmembl. [Ipogedeno onepamusHoe emeuamensbcmeo, NOPmM-cu-
cmema 6vina yoanrena. UMHUT Ovina npodondicena, Hecmomps HA
CAOJCHOCMU NepughepuHecK020 6eH03H020 0CMYNa.
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B aseycme 2018 e. npednpunsma nonsimka nOCMAHOBKU
UeHmpanbHo20 6eHo3Ho20 kamemepa. Yepes 28 dueil npousouino
eeo camoyodaneHue.

B nosiope 2018 e. nposedena noémopHas NOCMAHOBKA
HOAHOCMbIO  UMWAGHMUPOBAHHOU  UeHMPANbHOU  8€HO3HOI
nopm-cucmemoi.

B dexabpe 2018 e. HUT okonuena, obuias npodosxcumens-
Hocmb mepanuu cocmasuaa 13 mec. Yposernv uneuoumopa k FVIII
cocmasun 0 BE, Ho uepe3 24 1 nocae 6éedenust akmusrocms FVIIT
cuuxcanacs 00 0 %. Omeem na UUT ouenen kak wacmuuHbiii.

Ilocne ommenvr UUT 6vin HazsHauen okmokoe anrvgha 6 npo-
Gunrakmuueckom pexcume 6 doze 50 ME/xe uepes denv, AUKK
UAU Snmaxoe arvgha — no mpebosanuro. IppexmusHocmos me-
panuu y0oeaemeopumenvHas, COCmosiHue pebenKa cmaouisHoe,
ommeuanuch eQUHUYHble CHOHMAHHbIE INU300bl KPOBOMEHeHUI.

C mas 2019 e. mama 604bH020 ommeuaem Hapacmauue 4a-
CcmMombl 3nU30008 CHOHMAHHBIX KPOGOMEUeHUll (eeMamombl, 2e-
mapmpo3wt). Ilpu obcredosanuu Ho8b 0OHAPYICEH UHRUOUMOD
K FVIII, pasnuiii 1 BE.

B cé53u ¢ Hapacmarowum yxyouenuem cocmostus pebenka,
peuuou8amu 2emapmpo3o6 u 2emamom, navueum c aueaps 2020e.
nepeseden Ha HeAKMOPHYIO MePAnU IMULUUIYMAOOM.

Ilocae 66edenus Haepy3ouHoil 003b. 6 meveHUe Nepevix
4 Hedeav mepanuu pebeHoK Obin nepesedeH Ha NOO0ePICUBAID-
wui pexcum smuyusymadba 6 dosze 1,5 me/ke/ned nodkoxucHo.
C nepevix OHell HeghakmOpHOU mepanuu nayueHm noayuaem
UHBEKUUU 8 DOMAUHUX YCAOBUSIX.

Ha ¢one npogpuraxmuueckoii mepanuu 3muyu3ymadbom He
3ape2ucmpupo8ano Hu 00H020 CHOHMAHHO020 KPOGOMeYeHUs 3a
9 mec Habaro0eHus.

B aseycme 2020 e. nposedeno xupypeuueckoe yoaneHue
HOAHOCMbI) — UMHAGHMUPOBAHHOU — UEHMPAAbHOU — BEHO3HOIL

Cxema KAuHU"ecK020 cayuas

» lemapTpo3 KONeHHOro cycraBa
» lemapTpo3 roneHocTonHoro cycraBa
* MNpodunakTnyeckasn Tepanusi
» OBHapyxeH nHrnoutop k FVIII,
pasHbIn 30 BE, yepes 11 gHewn Tepanun

» FlemaToMa NpoMexXHOCTH, rocnuTanu3auus
* YcTaHoBneHa nopT-cuctema
* Ctapt AT (TypokTokor anbda)

nopm-cucmemot. Xupypeuueckoe emeuiamenscmeo 0vlio npoge-
deno Ha caedyowuil 0eHb nocie o4epedHoil NAAHOB0U UHBEKUUU
amuyusymada. JonosHumenvHol eemocmamu4eckKoll mepanuu
He nompebosanoce. Teuenue nocaeonepauuoHHo2o nepuoda 6e3
OCAOJCHEHUIL, NPU3HAKO08 KposomeueHus He Obiro. Ilayuenm
6 meuenue 10 Oweli Habawdancs 6 cmauuonape, 3amem Obin
svinucan. Tepanus amuyuzymadbom npoooasCceHa 8 NpedcHeM
pexcume. YoaneHue weoe no mecmy JHcumenscmea maxice npo-
w0 6e3 0CA0NCHEHULL.

O0cyxnenne

ITepBoie 50—100 mHel BBemeHMS IIperapaToB 3aMECTH-
TeJIbHOU (haKTOPHOI Teparuu SIBISIOTCS CaMbIMU OTTACHBIMU
C TOUKU 3peHUsT pa3BUTUSI MHTUOUpYIolux aHtutea Kk FVIII.
B 3TOoT nepuoa HeoOXOAMMO TIHIATEJIBHO OTCIEKMBATh CO-
CTOsSIHUE TMauueHTa, 3(hGEKTUBHOCTh FTeMOCTaTUYECKOM Te-
panuu, YUcJIo CIIOHTAHHBIX KpoBOTeueHuli. B mpencraBieH-
HOM HaMM CJlydae UHTMOUPYIOIINE aHTUTEeIa OOHAPYXEHBI
Ha 11-i1 genp BBeneHus npernaparta FVIIIL. I[Momweitka UUT
He MpuBea K ycrexy 1 uepe3 5 Mec Iocje ee MpeKpaiieHust
BHOBb BbIpoC ypoBeHb MHruouropa k FVIII u yyactunuce
CMOHTaHHbIE KpoBoTeueHMs. Kpome Toro, Tepamnusi pedGeH-
Ka OCJIOXHSUIACh BbIpaXK€HHbIMU TTPOOJIeMaMi C BEHO3HbIM
JIOCTYIIOM, KOTOpPbI€ HAYaJIUCh C TEPBBIX MECSIIEB TepaIuu.
DMUAIIM3yMa0 MMO3BOJIMII PEIIUTh KaK IIPo0JIeMy ITOTHOLICH-
HO# IpoGMIAKTUKH (3a 9 Mec HAOIIONCHNS He OBIIIO CITOH-
TaHHBIX KPOBOTCUCHMIT), TaK M TIPOOIEMYy BEHO3HOTO IOCTY-
na. Beicokast appekTuBHOCTb SMULIM3YMaba Mmo3BoJinia 6e3
JIOTOJIHUTEJIbHOM TeMOCTaTUYEeCKON MOMAEPKKU IPOBECTU
ylajJieHUe TOJHOCTbIO HWMILIAHTUPOBAHHOU LIEHTpaabHOM
BEHO3HOM MOPT-CUCTEMBI U OOOWTHCH 0€3 OCIOXKHEHUM
B MOCJIEOIEePALlMOHHOM TIePUOJIE.

* [emaToma AsrogM4HoOM obnacTu, rocnuTanusauust

* PeunavBbl KpOBOTEYEHUI, FEMapTPO30B
* [MoBTOpPHOE NOSIBNEHUE UHIMOUTOPA

k FVIII, paBHoro 1BE
{2020)

2019

;2017‘ @
o\

» Kedpanorematoma npu poxgeHuu.
YposeHb FVIII 0,1 %
* Ds: remocounus A, Tspkenasa doopma

* CUHKONAnNbHbIXA NPUCTYN NPU BBeAEHUU
TypoOKTOKora anbca Ha hoHe ocTpon
pecnupaTopHOW BUPYCHOM MHdEKLMN

* [NoBTOpPHBLIA CUMHKOMNANbHbLIA NPUCTYN
npv BBeAEHUUN TYPOKTOKOra anbda

* UHdmuympoBaHMe NopT-CUCTEMBI, €€ yaaneHue

» YcTaHOBKa LieHTPanbHOro BEHO3HOrO KaTeTepa, HeyAa4yHo

 YcTaHoBneHa nopr-cucrema

* T npekpalleHa, YaCTU4YHbIN OTBET

_/

* HasHayeH amuumnsymad

* 0 KpoBOTEUEHUN B rof

» YaaneHa noprt-cuctema,
6e3 ocnoXXHeHun
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