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Kax nokasanu pesynvmarmui npoeedeHH020 Uccnedo8aHus, UHOYKUUS UMMYHHOLL
MONEPAHMHOCIU C NPUMeHeHUeM Naa3meHHvix npenapamos gaxmopa VIII,
codepacawux paxmop Bunnebparoa, — dpgekmueHbvlii UHCMPYMeHM IMUMUHAUUU
UH2UOUMOPaA, NO3BONAIOULULE 000UBAMCS YCMOLIMUB020 NOTIOHUMENLHO20 IPPeKma
¥ 60TbUIUHCIMGEA NAYUEHINO0B C UH2UOUMOPHOTI hopmoti cemodpunuu A.

Kntouesvte cnosa: eemogpunust A, uHOYKUUS UMMYHHOT MONEPaHMHOCU,

Oxmanam

bIpabOTKa OJIOKMPYIOLIUX aH-
BTI/ITeTI K IpemnaparaM (akTo-

pa VIII (IT®VIII) - opna
u3 Haubosee Cepbe3HBIX MPOOIEM
B Tepanuu remoduann. Passurne
MHTMOUTOPA PUBOAUT K HEJZOCTa-
TOYHOI 3G (EKTUBHOCTI 3aMeCTH-
TE/IbHOI TepanuM, Pe3Ko yXy/lIaeT
Ka4eCTBO >KM3HM 1 3HAUUTEIBHO 0~
BBIIIAET CTOMMOCTD JI€YeHsI Hal-
eHTOB ¢ remoduuei [1]. Visydennio
OPUYMH U BBIPAOOTKE MOAXOMOB,
CHIDKAIOMIVX PUCK PasBUTUS MHTU-
6uTopa, a TaKXKe TeIEHNI0 MHTUOM-
TOPHOI GPOPMBI reMoyINYU HOCBS-
I[eH psj uccnegoanmit. Kakumu sxe
TepaneBTUYeCKUMN BO3MOXKHOCTSI-
ML MBI PAacIIOlaraeM CerOfHs?
VIHrMOMTOpHO CYMTaeTCsA reMo-
buus, ocoKHEHHAsT BEIPabOTKOI

OMOKMPYIOIINX aHTHUTEN K BBOJMU-
MmbiM [TOVIIL

AXTMBHOCTD (TMTpP) MHrUOMUTOpA
olpefie/IAeTCA IIyTeM TUTPOBAHUA
IUIa3MBl NAlJMeHTa Pa3INYHbIMU Me-
tomamu. Hanbonee pacrpocTpaneH
meTon beresga. Ogna eguuuia be-
tesga (BE) 6moxupyer 50% akTus-
Hocti (pakropa VIII (OVIII) B HOp-
MaJIbHOM IJIa3Me.

Yrobsl y3HATH TUTP MHIUMOUTOpA
y malnmeHTa, Heo6X0oAMMO IIPUTOTO-
BUTb HECKOJIBKO IIOC/IeOBATeIbHBIX
PpasBe[eHnIl ero I/Ia3Mbl U BBIIIOJI-
HUTDb TeCT cMemmBaHus. IIpoaHa-
MU3UPOBAB OCTATOYHYIO AKTUB-
HocTb DVIII B HOpMaIbHOII IIa3Me,
BBIYMC/IAIOT CTeIeHb pas3BefjeHus,
MO3BOJAINYI0 67M0KMpoBaTh 50%
akTuBHOCTU. CTelleHb pa3BefeHNs

U COOTBETCTBYET aKTUBHOCTI MHTHU-
6uropa. Uem 6osblile cTeleHb pas-
BeJJeHV IUIa3Mbl, TEM BBIIIe aKTUB-
HOCTb (TUTP) MHTMOUTOPA.
Murnburtop xnaccupungupyer-
Cs B 3aBUCUMOCTM OT TUTpa. Tutp
MHTUOUTOpA, KOTOPBII HUKOTHA
He npesbiman 5 BE, cunraeTcs Hu3-
kuM (Huskopearupywomum). Ecau
MMEIOTCST aHAMHeCTHYeCKIe JaHHbIe
0 TOM, YTO TUTP MHrMO6UTOpaA Ipe-
Boicun 5 BE, HesaBucumo ot Toro,
KaKOll TUTp y MallMeHTa Ha MOMEHT
obpalileHuns, THIMOUTOP IPU3HACTCS
BBICOKIM (BBICOKOP@AarnpyoIIM).

nupemuonorus

MHrM6UTOpHON remodunum
1 GaKTopbl, NOBbILIAOLME
puCK pa3BuTUA MHrM6MTOpa

Yacrora pasBuTUs MHrHOUTOpa
B IpyHNIax IaIMeHTOB pas3jInyHa
U 3aBUCKUT OT MHOXeCTBa 06CTOs-
tenbcTB. CpefHss YacToTa MHIUOU-
TOpHBIX popM remodunnn A B pas-
JIMYHBIX IONYIALNAX KojnebneTcs
ot 10 1o 30% [2, 3].

Hamnbonee BBICOK PMCK pa3BUTHA
MHIMOUTOpA B Te4eHME IEePBBIX
20 pHelt BBefieHNA Ipemnapara. [lanee
PUCK CHIDKaeTcs, u nocne 50 guei
BBEJICHMS] OH HEBBICOK.
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B xauectBe (pakTOpPOB, BAUSIIOLIUX
Ha 4acTOTY pasBUTUA MHIMOUTOPA,
paccMaTpmMBaauCh TeHeTHYecKue
XapaKTepUCTUKN 3aboneBaHms, Xa-
paktepuctuku IIOVIII, Bospacr,
MHTEHCUBHOCTb M IIPUYMHBI Hada-
JIa IpOBeJeHN:A 3aMeCTUTENbHON
TepaIuimL.

Hanbonee sHaYMMBIMM U He BbI-
3bIBAIOLIVIMY COMHEHMIT paKTopa-
MI pUCKA PasBUTUs MHTUO6UTOpA
CYMTAIOT XapaKTep MyTalMM TeHa
OVIII. Hanbonee yacras «Haxof-
Ka» y MaLMeHTOB C TsDKenoit ¢op-
MOJI reMOGUINM — MHBEPCUS UHT-
pona 22, o panubM J. Oldenburg
U COABT., COIIPOBOXK/AETCA PUCKOM
PasBUTUA MHTUOUTOpA, PaBHBIM
21%. Ilpu 60pIINX Henmenusx, 3a-
TparuBaIOINX HECKOJIbKO JOMe-
HOB, PJCK 3HAUMTE/IBHO BBIIIE — JIO
88%. MyTanuu, KOTopble IpUBO-
oAT k notepe aktusHocTy OVIII,
HO IIpU KOTOPBIX COXPaHAeTCA CUH-
Te3 ONpefje/IeHHOIO0 KOIUYecTBa
cnenudnieckoro 6enka (MucceHc-
U CIIajic-MyTalyM), COPOBOXK/IA-
I0TCs 3HAUNUTE/IbHO MEHBIINM PIUC-
KOM Pa3BUTHUs MHIUOUTOpA — [0
10% [4].

HepaBHO mpoBefeHHBbII MeTaaHa-
713, BK/TIOYaBIINIT HECKOJIBKO MCCTie-
NOBaHMII C y4acTueMm 5383 manueH-
TOB C TsDKeT0it popMoit remobuniL,
IIOKa3aJl, YTO y IAlMeHTOB C VH-
Bepcuell MHTpoHa 22, 6OIbLIINMU
TelelMAMM ¥ HOHCeHC-MYTalusAMI
PUCK PasBUTUA MHTUOUTOPA HOBBI-
mraetcsi B 3,6 pasa [5].

Paca manmenTa Tak)ke SABJIAET-
ca ¢daxTopoM, ompemenARIINM
puck pasBuTUA UHrn6uTOpa. Ilamm-
€HTbI HeTPOMIHON Pachl, MCIAHIIDI
U JTATMHOAMEPUKAHI[BI UMEIOT 6ostee
BBICOKIUII PUCK pa3BUTUA MHIUOU-
TOpa II0O CpaBHEHUIO C eBpoImeli-
IJaMy, He MMEIOLVMM MCIIaHCKUX
KOpHeii [6].

VI3 gpyrux reHetumdeckux $pakTopoB
BBISIBJIEHO 3Ha4YeHMe MOIMMOpPQus-
MOB TeHOB (paKTopa HeKpo3a OIyXo-
v anbda 1 uHTepelikuua 10 [7, 8].
Hawubomnee octpble aucKyccuu pas-
BEPHYINCh II0 IIOBOAY BIMAHUA
ocobennocreir npenaparo OVIII
Ha PUCK PasBUTUA MHTUOUTOpA.
B HacrosAmjee BpeMs OHO3HAYHBIX
TAHHBIX, TI03BOJIAINX BBIIETUTD
Hanboree 6€30MacHyI0 TPYIIITY IIpe-
[1aparoB, HeT.

Meauarpus. No 5

ITpepmonoxxenne, 4TO INpPUMEHE-
HIUe PeKOMOVHAHTHBIX IIperapa-
TOB IIOBBINIAET PUCK Pa3BUTKSI
MHTUOUTOPA, He TOATBEePX/aeTcs.
OpHaKo MOXKHO IPU3HATE, YTO K Ha-
CTOsIIIeMy MOMEHTY HeT 3aBeplleH-
HBIX He3aBMCUMBbIX, MHOTOLIEHTPO-
BBIX UCCIIE[OBaHNII, BKTIOYABIINX
HOCTATOYHO OONPLUIYI0 BBIGOPKY
[AIIMeHTOB, KOTOPbIe MPELOCTABU-
7 6bI CPABHUTETBHYIO OLIEHKY M-
MYHOTE€HHOCTH IUIa3MEHHBIX U pe-
KOMOWHAHTHBIX IpernapaTos. To ke
OTHOCUTCSA U K ponu ¢akTopa Bu-
nebpanpa (GB) B cHIDKeHUM prcKa
pasButuA uHrnburopa. Ha ocHo-
BaHUM MMEINXCS yOnIMKarmi
MOXXHO CJieflaTh IPOTUBOPEYUBbIE
BBIBOZBI [9-13]. He uckmroueno, 4ro
IIPOBOAMMOE B HACTOSIIIIee BPEMsI UC-
cneposanne SIPPET npogemoncTpu-
pyeT 4To-TO 60JIee OIpefieeHHOe.

Yro kacaeTcsi pPeKOMOMHAHTHBIX
Ipernaparos, BUJUMO, NpelapaTsl
[IEPBOTO U BTOPOT0 OKOJIeHNsI botee
MMMYHOTEHHBI, 2 PUCK Pa3BUTHI
MHTMONTOpA IPU UX NPUMEHEHUN
BBIIIIE TIO CPaBHEHMIO ¢ 6oJiee coBpe-
MEHHBIMI PeKOMOMHAHTHBIMI TIpe-
rapaTaMi TPETbero MoKomeHus [14].
Cy1ecTByeT NIpeAIonoXeHne, 9To
PUCK PasBUTHUS MHIMOUTOPA IOBBI-
IIaeTCs, eCM Havalo Tepanuiu (mep-
BbI€ STIM30/bI [IPE3eHTAL[UI AHTUTe-
Ha) CBAI3aHO C HaJAM4YMEM «CHUTHasa
OIACHOCTM», HAIIPUMEP MOBPEX-
oeHus uau BocmaneHus [15, 16].

(Oakrop cBepTbiBanua Vil

KnuHryeckme nccnenosa

VIMeTCcsa JaHHbBIE O IOBBIIIEHUN
pUCKa pasBUTHs MHIMOUTOPA, €CIN
B Ha4a/IbHOII ¢as3e MMesIa MeCTO MH-
TeHCUBHas Tepanus (B YaCTHOCTH,
eXeJHeBHOEe BBEeJeHMe Iperapara
B BBICOKUX JI03aX B CBA3U C XUPYP-
rMYecKuM jaedenuem) [17, 18].
PesynbraThl HeTABHO IIPOBEIEHHOTO
uccnegosauuss RODIN moxkasann,
YTO paHH:AA VHTEHCHBHAs Tepalms,
accoUMMpOBAHHAA C XMpypruyec-
KM JIe9€eHVIeM, TTOBbIIIAeT PIUCK pas-
BUTHUSA MHTMONUTOpA B 2 pasa. PanHss
Tepanus B BBICOKUX J03aX TaKXKe
MOBBIIIAET PUCK PAa3BUTUS UHIU-
6utopa B 2,3 pasa. B To xe Bpems
Tepanusi B HU3KUX [03aX CHIDKAeT
PUCK, a IpoduIaKTUKa yMeHbIIaeT
PUCK IIPEMMYIIECTBEHHO Yy MaljyieH-
TOB C OTHOCUTEIbHO HEBBICOKUM re-
HETUYECKUM PUCKOM PasBUTUs UH-
ruburopa [19].

Vpest o TOM, YTO CHM3UTD PUCK pas-
BUTUS MHIUOUTOpPA MOXKHO, Ha4yaB
PaHHIO IPO(UIAKTUKY B BBICOKIX
Io3ax, pasoOUmuB IPU 9TOM BBe-
JeHMe IIperapara ¢ pasnUYHBIMHA
MOBPEXTAMMN BO3JI€/ICTBUA-
MU, TAKMMHU KaK MPUBUBKY, Obla
mpoBepeHa B HEOONMBIIOM MCCIENO-
BaHUM, IPOBEJEHHOM B lepMaHmm.
PesynbraThl mokasanu, 4To 13 26 na-
L[IEHTOB, ¥ KOTOPBIX IpOUIaKTU-
Ka mo cxeme 25 ME/kr HauuHanach
¢ MOMeHTa MaHMeCTaINN TeMOppa-
TMYECKOTO CMHIPOMA, TONbKO y 3%
pasBuics uHrn6uTop [20].

Ny
S

Ilokazanus k npumereruro: NpoQUIAKTUKA 1 IedeHNe KPOBOTEYEHMIT P TeMopuanu A,
IPHOOpPETEHHOI HeOCTaTOYHOCTY (pakTopa cBeprhiBanyst VIIL

Pescum 0osuposanus. Pexxm mo3vpoBaHNs yCTaHABIVMBAIOT MHAVBUYATbHO ITPU
IIOCTOSTHHOM KOHTposte akropa cBeproiBanus VIII. BBogsaT BHyTprBeHHO. [J03a 3aBucuT
OT BeJIMYIMHBI HEOOXOIMMOTO TOBbILIEHNS YPOBHS aKTUBHOCTI (pakTopa cBeprhiBanus VIII
(KOTOPEIIT B CBOKO OUepe/b ONpeesAeTcs TAKECThI0 KPOBOTEUEHNA), @ TAK)XKe OT MACCHI Tea

MMaieHTa.

Ocobuvie ykazanus. Y IallMEeHTOB, HoMy4YaomuXx ¢hakTop ceeprhiBanus VIII, BosMoxHO
pasBUTIIE AaHTUTEN K ero OenKy. B Takux crydasx addeKTnBHOCTD Tepanmu 0ObIIHO
YMEHBIIIAETCS ¥ MOYXKET II0TPe60BaThCs yBeNnueHne 103l ¢pakropa ceeproiBanmsa VIII.

ITpu TsxKenoi reMopumuyu A BO3MOXHO IIPOMUIAKTIIECKOE TPUMEHEeHNe.

IIpomusonoxasanus k npumereruto. [IoBbIlIeHHAsE YYBCTBUTENBHOCTD K GaKTOPY

cBeprbiBaHuA VIII
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3HaueHme Takux (HaKTOPOB, Kak
CMeHa TIpernapaToB, NPOJIOHTUPO-
BaHHas uHOy3us [IOVII], B noBer-
IIEHNN PUCKA PA3BUTHS MHTUOUTO-
pa He HOATBepXXzieHo [14, 21, 22].
Jpyrad cTopoHa Bompoca — jede-
HMe VMHTMOUTOPHBIX MAIMEHTOB.
Y 607bUINHCTBA MALMEHTOB C HU3-
KOpearnpymIinM NHIMOUTOPOM 3a-
MeCTUTEIbHAS TePAINs BBICOKUMMU
posamnu ITOVIII moxer 6bITh 9¢-
¢dexruBHOM. OFHAKO, IO HAHHBIM
JIUTEepaTyphl, U3 BCeX MHTUOUTOP-
HBIX MaI[MeHTOB HU3KOpearupy-
OIWIT MHIUOGUTOP MPOSIBISETCS
B cpenHeM Y 20% [3]. OcranbHble —
HALJEeHTBl ¢ BBICOKMMY TUTPAMMU
MHTUOUTOpA, Y KOTOPBIX BBELEHME
[TOVIII HeaddexTUBHO.
[Tpo6nemMbl OCTAHOBKY KPOBOTEYE-
HUJl PelIaoTcsi B TPYIIe BBICOKO-
pearupymoiiux IanyueHToB IyTeM
HasHAYeHNs [pernapaToB UIYHTUPY-
follero geiictBusA. besycnosHo, ad-
(HEeKTUBHOCTD TAKOTO JIEIEHIIS HIKE
3¢pdeKTUBHOCTU 3aMeCTUTENBHO
Tepanuiy, a CTOMMOCTb Bbiie. Of-
HaKO COBPEMEHHDbIE MICCTefOBaHNS
IPOLEMOHCTPUPOBAIN BO3MOX-
HOCTb U 9(Q(PEeKTUBHOCTD B TOM
quciae uX HpodUIAKTUIECKOTO
ucnonbsoBauus [23-27]. Ho crou-
MOCTb TaKOJ TepaIny O4eHb BBICOKA
U YBEMUYIMBACTCS, €C/IN Y MAlleHTa
BO3HMKaeT HeOOXOANMOCTD XUPYP-
TMYECKOTO JIEYEHM ST VT Pa3BUBAET-
51 TSDKeTloe KpoBoTedeHe [28-30].
B03MOXXHOCTHM 3MMMMUHALUN UHTHU-
6uTOpa M3y4aTCsI HA IPOTSDKEHUN
MHOTUX 71eT. B HacTosAIee BpeMA Cy-
I[eCTBYET HeCKO/IbKO BapUaHTOB Te-
panun. Hanbonbiiee pacnpoctpaHe-
HII€ TIOTY YN/ [{BE CXeMBI MHAYKLIUN
UMMYHHOII TonepanTHOCTH (VIMT):
B HU3KUX jjo3ax (50-100 ME/xr Tpu
pasa B HeJeli0) U BBICOKMX [j03aX
(100-150 ME/xr fBa pasa B [ieHb).
VIMeromuecs BaHHbIE 06 OTHOCHU-
Te/IbHON 9 GEeKTUBHOCTI 9TUX CXeM

BecbMa IIPOTUBOPEUNBBL. ITO CBA3A-
HO C TeM, 4TO B MCC/IE[JOBAHMSAX [IPU-
MEHSAICh PasHble KpuTepunn sapdex-
TUBHOCTH, aHA/TU3UPYeMble IPYIIIIBI
He ObUIM 9KBMBA/JIEHTHBIMM ¥ MUC-
[10/1b30BAJIACh Pa3Hasl COIPOBOLU-
Te/IbHAS TePATIsL

Kpowme Toro, mpu ananuse pesynbra-
TOB HEOOXOMMIMO VUM THIBATD PAKTO-
pbL, Bausomue Ha 9 PeKTUBHOCTD
VINT [31].

CerofiHsi MOXHO BBII€JINTH He-
CKOJIBKO O/IarOIpUATHBIX U Hebna-
TONPMATHBIX HPOTHOCTUYECKUX
dakropos VINT (rabm. 1) [32].

C yuerom atux (pakTopoB MeTa-
aHa/Nu3 IIPOBEJeHHBIX UCCIeNoBa-
HUIl TO3BOMM/I HEMEIL[KMM aBTO-
paM CfenaTh C/Iefyolye BbIBOJBL.
Y manueHTOB ¢ GMaTONPUATHBIMU
IPOTHOCTUYECKUMU (paKTOpamMu
Tepannsa Kak B BBICOKNX, TaK U B
HU3KUX 103aX NPUBOAUT K yCIeXy
C paBHOII 4acToTOIl. BMecTe ¢ TeM
JledeHe B HU3KUX o3ax bojee [iu-
TeJIPHOE ¥ YaCTOTa reMopparmdec-
KMX 3IU30/0B 3HAYMTE/IbHO BHIIIE.
Y manneHTOB ¢ HEOTArONPUATHBI-
MM MPOTHOCTUYECKUMU (aKTOpa-
MU IPEUMYIeCTBO UMeET Tepars
B BBICOKMX flo3ax [33].

Eme ofuH AUCKYTUPYEMBIil acIIeKT
VIWT - Ber6op mpemnapata. Pesyb-
TaThl PETPOCIEKTUBHOTO aHA/NIN3a
VWT y maumeHToOB 13 TpexX HeMell-
KMX LIEHTPOB II03BOJIM/IN Cie/IaTh
BBIBOJI O HECOMHEHHOM IIpeNMYy-
IeCTBe I/Ia3MEHHBIX IPernapaTos,
comepxamux ¢B [34]. Ananus pe-
ructpos Esponsr n CIIA mokasarn,
4TO Jjake y NMaI[MeHTOB, MOTy4YaB-
mux panee VIMT pekombuHaHT-
HBIMM Ipenapatamu 6e3 addexra,
nposesieHne kypca VIMT npemnapa-
Tamn, cofepkamumu ¢B, moszsonm-
710 OO6UTHCA MOTHOTO ycrexa B 33%
ciydaeB u yactudHoro B 20% [35].
IIpaBpa, gpyrue aBTOpHI, IpOaHa-
TU3NPOBAB JAHHBIE TUTEPATYPBI,

Tabnuya 1. Paxmoput, enusioujue Ha npoeno3 UNT

ITporHocTiyecky 6maronpuATHbIE PaKTOPBI ITpornocTimyeckn He6maronpuATHbIE (haKTOPbI

Tutp MHIMOUTOpPA HAa MOMEHT Hayasa Tepanuu < 10 BE

AHaMHeCTMYeCKuit MK nHrubmuropa < 200 BE

Myranusa OVIII, 06ycnopnuBaomas HUSKIIA PUCK PA3BUTHA

MHIM6UTOpA

u Havaom VIUT

OPUXOAAT K HPOTUBOIIONOXHO-
My BBIBOZY. [laHHBIE pe3yIbTaTOB
13 uccnegoBaHUIT MO3BOAUAU UM
npoaHanusupoBarb 3¢ PexTus-
HocTh VIMT y 382 maunentTos. K co-
JKaleHNIo, aBTOpaM He yHanoch
y4ecTb IPOTHOCTIYEeCKIe (HaKTOPBI
ucxoga VINT y nanuenTos. B nenom
K€ LOCTOBEPHON pasHUIb 3¢-
¢dextuBHOCTN VIMT mpu nedenun
pekom6uHanTHBIMU [IOVIII mnn
mnasmenHbiMu IIOVIII, copepika-
myuMu ¢B, aBTOPB He BBIABUIN
[36]. Ho yunTbIBasi 3HAUUTENHHYIO
Pa3HOPOJAHOCTb aHANM3MPYEeMBIX
UICCTIeIOBAHNIA, C/Ie/TAHHbIE BBIBOJBI
BPSAT, IV UMEIOT BBICOKYIO IIEHHOCTb.
B 11e710M ecThb OCHOBAHMA CUMTATD,
YTO BOINPOC O NPEUMYIECTBE TOM
VTV THOJI TPYTIIBI IIPENapaToB AJIsd
nposegneHus VIVT moxa He perieH.

Mpl npefcTaBisgeM IpefBapuTeb-
Hble pesynbTaTsl VIMT y mereit ¢ un-
rnbuTopHOI hopMoit reMopunu A,
MpPOXOAMBIINX jiedeHne B V3maii-
JIOBCKOIJI J€TCKOV TOPOJICKON K/IVHM-
yecko 6onpHuIe ¢ 2006 mo 2011 1.

Lenvio paboTsl cTama oueHka 3¢-
(eKTUBHOCTI MHAYKLIMY MMMYHHOI
TOJIEPAaHTHOCTH y MAIVIEHTOB C MH-
rubuTopHOI hopMoit reMobunn A.

Martepuan
1 MeToAbI UCCNef0BaHuA

C 2006 1o 2011 . oy, HaboIEeHIEM
HaXOWINCh 18 freTeit ¢ MHrMOUTOP-
Holt popmoit remodpunuu A. Ilsatepo
(HM3KOpearupyrolue) HOIydasIn Te-
pammio B HU3KMX [03aX, OCTaJIbHbIe
(BBICOKOpearupymole) — B BBICO-
Kux. Bee feTy momyyany MHEYKIMIO
MMMYHHOI TOJEPAaHTHOCTHU II/Ia3-
MeHHbIM IIOVIII, copmepxxamum
¢B, - OxTanarom.

JInTenbHOCTD KaTaMHe3a COCTaBU-
JIa He MeHee OJIHOTO Tofia.

Ins nabopaTopHOil OleHKU 3-
(eKTUBHOCTU U KOHTPOJIA Tepanuu
BBINIOJIHA/IN CHeAYIOLue TeCTHl.

Cpoxk 6or1ee AT JIET MKy PasBUTHEM MHIMOUTOPA

IIpepriBanne kypca IUT

Beicokuit moybeM TUTpa MHIM6uTOpa B Havame VIVT
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Omnpenensiim akKTUBHOCTb MHIMOU-
Topa HeMOAUMUIMPOBAHHBIM TeC-
ToM Beresna. Tect BoccTaHOB/IEHNA
aktuBHOCTH DVIII paccuurtsiBann
110 popMyJIe: BOCCTAHOB/IEHNE = (aK-
TUBHOCTb IT0C/Ie BBefenus (%) - ak-
TUBHOCTb 70 BBefenus (%)) X Macca
Tena (Kr) / Zo3a BBeZEHHOIO IIpera-
para (ME). IIpu 3T0M HOpMaIbHBIM
CUYMTAIOCh 3HAYEHIE TeCTA HE MEHee
1,5. Ilepuop monyBbIBENEHUA Olle-
HUBAIM 110 HapMaKOKMHETIYeCKOI
KpuBoit. HopManpHBIM cYMTanCA
Hepyoy, MONTyBbIBefleHNs He MeHee
7 4acoB.

s xamHu4eckoit oneHku addek-
TUBHOCTMU PEIUCTPUPOBATIL:

v/ 9aCTOTy KpOBOTEYEHMIT;

v/ TIpUMEeHeHNe IpelapaToB IYHTHU-
PYIOLIETO HefiCTBUA.

PesynbraThl Tepanmmuy OIeHUBAIN

CrlenyomuM 06pasom:

v/ yCIlex: OTCYTCTBUE KIMHUYECKUX
IaHHBIX 00 MHTUONUTOpPE, CTAON/Ib-
Hoe (He MeHee Tofia) OTCYTCTBHUE
TUTpa MHrUbGUTOpa B OOpasiax
HAaLVeHTOB, HOPMAaJIbHBI TeCT
BOCCTAaHOBJIEHMS, ~HOPMAaJIbHBbII
HepYOT, IIONTYBBIBECHILS;

v/ 4aCTUYHBIN yCHex: KAMHUYECKUI
addext ot npumenenns IIOVII],
Ha/M4me ABYyX U3 Tpex mabopa-
TOPHBIX IIPU3HAKOB 3(QeKTuB-
HO Tepanmnm;

Tabnuua 2. Xapaxmepucmuxa pynn nayueHmos

A

KnuHnueckne mccnenosaaﬁh\g:

v/ 9acTUYHBI 9 (eKT: IpUMeHeHe
TIOVIII xoTs 651 B BBICOKMX 033X
yMeHbIIaeT JWIM TIPefoTBpallia-
eT 3HaulMMble TIeMOpparmdyeckue
[IPOSIBIEHNS, IPUCYTCTBYET ORUH
U3 Tpex 1abOpaTOPHBIX IpPU3HA-
KOB 3 dexTa;

v/ orcyTcTBue apdeKTa: cCoXpaHseT-
Cs1 TUTP MHIHOKUTOPA, HeT 3¢ dex-
Ta oT npumenenus IIOVIII, ko-
POTKWIT IIEPUOJ, MOTYBBIBEECHIIS
U HU3KOE BOCCTAHOBJIEHE AKTIB-
nHocty OVIIL

Pe3ynbratbl n X 06CyKpaeHNe

XapaKTepucTHKa IPYIII MALMeHTOB
IIpefiCTaB/eHa B Ta0I. 2.

Tsokects uHrnOUTOpa | TskecTh Bospacr Havyama | Bospacr JmirenpHOCTD | Bospact Ilepuop or | PasoBas HavanmpHas
remMogymmn 3aMeCTUTEIbHON | AMATHOCTUKIL | Tepari BBIABTEHVS | 103a: cxema
(TsDKenmas/ Tepann: VIHTMOUTOpa: | 1O BHLABIICHIA VHIMONTOpA | CpemHss BBeJIeHILA
CpemHeTsDKeNast), | CpeHuIt CpemHmit MHIMONTOpa: IO HaYa/Ia (MMHIMYM —
n (MyHMMYM — (MyHMMYM - | cpegHsAA VNT: MaKCUMyM),
MaKCUMyM), IeT | MAKCHMMYM), | (MMHMMYM — CpemHuit ME
ner MaKCHMYyM), (MyHMMYM -
THU MaKCUMyM),
THU
Bricokopearnpyromuit  10/3 1,7 3,9 639 7,8 1433 147,9 Kaxxmpie
(n=13) (0-4,8)* (0,7-7,9) (97-2748) (0,8-16,5)  (37-4426)  (118-200) 12 wyacoB**
Huskopearupyromuit ~ 3/2 1,3 2,1 297 2,8 254 137,2 Kaxppre
(n=5) (0,6-1,7) (1,1-3,3) (3-602) (2,1-3,6) (34-603) (71,4-208,3) 48 yacos

* lsBecTeH y BOCbMU IAL[EHTOB 13 13.

** OpyH 13 TTAIMEHTOB MoTydas Tepanyo 1o cxeme 200 ME/kr ofus pas B cyTKu.

Tabnuua 3. dppexmusnocmo UNT*

nurenpHocTh UNT
0 MOMEHTa Iepexoaa
Ha npoduIaKTIIIecKoe
TedeHne: CpegHsaa
(MuHNMYM -
MaKCHMYM), HU

IMuTEeTbHOCTD
Tepanmum

0 MOMEHTA
TIpeKpanieHnst
VICIIONIb30BAHS
ITyHTUPYIOMIMX
Ipenaparos:
cpenHss
(MyHIMYM —
MaKCHMYM), THI

Tspkecth uHIKONUTOpA | Vicxopp! Tepannmu (TsoKenbre/
cpenHeTsDKenbIe), abc. (%)

JmnTenbHOCTD
Tepannu

710 HOCTVKEHST
OTPULIATEIBHOTO
TUTpPa MHTHOUTOpA:

InuTenbHOCTh
Tepanuu

0 HaYana
CHIDKEHUS {O3bI
npemnapara:
CpemHsIA
(MUHUMYM —
MaKCUMYM), [HU

YacCTUYHBIN | 6e3

addexra

cpepHAA (MUHIMYM —
MaKCHMYM), JHI

Boicokopearnpyiomumit 9 (69,2) 2 (15,4) 2(154) 72 (15-217) 204%* (46-401)  1105°%* (616-1347) 48000+ (4-118)
(n=13)

Huskopearupyromuit 5 (100) 0 0 99 (14-166) 300 (134-658) 465 (184-767) 6304 (10-279)
(n=15)

*  Ilpu aHa/mM3e pe3yabTaTOB, MPeACTABICHHBIX B TA0O/INIIE, Ol[eHKA TOCTOBEPHOCTH PA3/I4Mil He IIPOBOAMIACH B CBA3M C HEOOMBIIION BRIOOPKOI 1 3HAYMTETHHO
BapuabenbHOCTbIO 3HAYEHNIT KXK/IOTO [TapaMeTpa.

BBI/IO TOCTUTHYTO Y IeCATY IALIMEHTOB.

Hauyara y 1eBATH IaL[1IeHTOB.

VI3 13 manmeHTOB Tpoe He TpebGoBaIy IpUMeHEeH s IIYHTUPYOLMX IIperapaTtos ¢ MoMeHTa Hadana VT, feoe (nedenue 66110 HeadHeKTUBHO) momyyann
IIYHTUPYIOLMe IIPerapaThl BeCh Mepyoy, Tepanuiu u nocie npekpaitenus VIVIT. Tlokasarenn OlleHMBaIM Y BOCBMI IALIMEHTOB.

oot Tepamms IPOBOAMIACH TPEM JIETAM U3 MATIH.
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Kak BupgHO 13 Tabmn. 2, 72% neteit
MMeN BBICOKOPearupymounii nH-
rnbuTop, 28% - HUBKOpearupyio-
muit. bonpmunacteo (72%) meren
B Ka)KJIOJi TPYyIINe CTpafialy TsAXe-
noit ¢popmoit remopunuu. Bospact
Hayajla 3aMeCTUTE/IbHOI Tepanumn
3HAYMTEIbHO BaPbUPOBAJI, UTO 00D-
ACHANIOCH B TOM YMC/Ie Pa3NUIHOI
TSDKECThIO 3a00/IeBaHMs. 3aMETHO
BapbUPOBAIN BO3PACT AMATHOCTHU-
KU MHTUONTOpaA ¥ IIUTENIbHOCTD
nepuoja 3aMeCTUTENbHOI Tepanun
10 MOMEHTa JUaTHOCTUKY UHTUOU-
Topa. BosMo)XHad npuYMHa — He-
JHOCTAaTKY CUCTeMbl HaONMIOfeHNA
3a manmeHTamMu. O4YeBUJHO, YTO
MO3[HASA AUaTHOCTUKA MHTUONTO-
pa MOBbIIIAET PUCK YI'POXKAIOIIETO
HEKOHTPONNPYEMOT0 KpOBOTede-
HIA VI He TT03BOJISeT CBOEBPEMEHHO
obecre4ynTh NMalMEHTOB Nperapa-
TaMU IIYHTUPYIOUIETO JeiCTBUA.
JIUTeNnbHbI NIEepUos, MEXNIY pas-
BUTMEM MHTUOUTOpa U HavaioMm
MWNT yxypmraet MporHo3 Teparmnmn.
[aHHbBIe 06CTOATENBCTBA TPEOYIOT
IeKpeTUpPOBaHM TOpsfKa obcre-
JOBAHMS MAIVIEHTOB Ha MHTMOU-
TOp, 0COGEHHO B Havajle 3aMeCTH-
TenbHON Tepanumn. CreacTBreM
3TOTO AB/NAETCA MO3JAHEe Hadajo
kypca VIMT y 6onpuIinHCTBa HeTelt.
EnquHaCTBEeHHBINT TO3UTUBHBIN
MOMEHT IIO3/lHETO Hayajia jede-

HIUSA — OTCYTCTBME HEOOXOAUMOCTHI
y 6ONBIIMHCTBA IAlJMIeHTOB Opra-
HU3aIUM BEHO3HOTO JOCTYIIA I OT-
CYTCTBJE TeXHMYECKUX CIIOXHOC-
Tell JIeYeHN A Ha IoMY.

YTo KacaeTcs 103 U CXeM BBeJeHUs
IIpenaparoB, OHUM COOTBETCTBYIOT
PEKOMEHIOBAHHBIM IIPU HaHHOM
TuIe nHrubmuropa [33].

B rabnuume 3 upuBegeHBl pe-
synbratel VIMMT y manueHTtos
aHaTM3MPYeMbIX TPYIIIL

IIpn aHanmse mpejcTaBIEHHBIX
(mpepBapuTENbHBIX) PE3yIbTATOB
MUT M0XHO chenaTh BBIBOT, YTO
9pPeKTUBHOCTb 39TOr0 MeTOZA
B HAIlMX YCIOBUAX HE OTINYACTCS
0T 9 deKTUBHOCTH, IIPeACTaBIEeH-
HOIt gpyrumu aBTtopamu [32]. Bee
MANVEeHTBl C HU3KOPearnpymmuM
MHTUOUTOPOM OBIIU M3/TEedeHBbI
U IlepeBefleHbl Ha NPOUIaKTU-
yeckoe Jie4eHle B CPOKU, He Ipe-
BpIIIaOIMe 2,1 rofia, B CpeHEM 32
465 pueyt. [IonHOCTBIO M3IeYEHBI
69,2% peTeil ¢ BRICOKOpearupyo-
UM MHTU6UTOpOM. Y [BYX Ia-
LIVIEHTOB C BBICOKOpEArnpymomnm
MHTUOUTOPOM HOCTUTHYT YacTUU-
HbII 0TBeT. OJMH 13 HUX COXPaHUIT
HU3KUIT TUTP MHTUOUTOPA, HO Ha
¢one Bricokux fo3 [IOVIII y ma-
LIMeHTa NMPeKPaTUINUCh KPOBOTEYe-
Hus. Y [pyroro TUTp peLugUBU-
pOBaJI MOC/Ie HapyIIeHUs peXXuma

VNT (nmpexpaTuin Tepalnio Ha IBe
HeJle/IN), HO IIpUMEHeHVe BBICOKMX
po3 IIOVIII Tak’ke MO3BOAUIO
HpeKpaTUTh IpUMeHeHMe IIyHTHU-
PYOIIMX IpernapaToB 13-3a OTCYT-
CTBMA 3HAYUMBIX KPOBOTEYCHUIL.
Eme y gBOMX Tepamms oKasanach
HeaPdeKTUBHOIL.

3aknoyeHue

MNT ¢ npuMeHeHMeM IIIas-
MmeHHbIX [IDVIII, comepxkamux
®B, - 9ddexTUBHBII MHCTPYMEHT
9IMMUHALUN MHTUOUTOpPA, [03-
BOJISIOLINIT TOOMBATHCS YCTOMYN-
BOTO moOnoXuTenbuoro addekra
y 60/IBIIMHCTBA HAL[MEHTOB C MH-
rubnutopHoit Gopmoii remodu-
nuu A. IIpu TOArOoTOBKE 1 IPOBEie-
Hun VIVIT HeoOX0A MO YIUTEIBATD
Tpe6OBaHNUA 9TOrO0 METOJA Tepa-
nuu. Ilpy cobnomeHnyu mpaBui
VT nosBosnsier fobuBaTbcs yc-
mexa HPaKTUYECKM y BCeX Mallu-
€HTOB C HM3KOPEaTUPyoIIUM 1 Y
GOMBIINMHCTBA TAI[MEHTOB C BBICO-
KOpearupymoliuM MHIUOUTOPOM.
Taxkum 06pa3om, MOXXHO He TOTIBKO
3HAYUTE/NbHO YAYYLUIUTh IPOTHO3
MALVEHTOB C 3MMMUHUPOBAHHBIM
MHTUOUTOPOM, HO M HOOUTHCS
3HAYUTEIbHON 9KOHOMUM CPELCTB.
[lo HacTosIIero BpeMeH! anbTep-
HATMBHBIX METOLOB MUMIHAL[NN
MHTUOUTOPA He paspaboTaHo.

7. Astermark J., Oldenburg J., Carlson J. et al. Polymorphisms
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Induction of Inmune Tolerance in a Child with Inhibitory Type of Hemophilia A

P.V. Svirin®?, V.V. Vdovin!, Ye.E. Shiller!, V.Yu. Petrov', L.Ye. Larina®
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The results from the conducted study demonstrated that induction of immune tolerance caused by using coagulation
factor VIII from the blood serum containing von Willebrand factor represents an effective tool for eliminating the
inhibitor that allows for obtaining a stable positive effect in the majority of patients with inhibitory type of hemophilia A.
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