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Mo maHHbIM PerncTtpa nepenyHbIX MMMyHOLeUUMTHBIX cocTosiHui (MUIC) Poccwiickon depepaumnm
(P®), Tepanus npenapaTaMu BHYTPUBEHHbLIX UMMyHOrnobynvHos (BBUIT) nposoamTtcs 71% nauneHTos.
MocTosHHas 3aMecTuTenbHas Tepanua BBUIT penoptuposana y 90% nauveHTOB C rymopanbHbIMU
pedbektamu, y 86% ¢ cuHppoManbHbIMU MMMyHopedmumTamm Uy 91% ¢ kombuHupoBaHHbiMu MTUAC.
B pabote paHa netanbHasa xapaktepucTuka Tepanuv BBUI naumnentos ¢ MNAC Ha penpesexTaTtviBHON
BblbopKe No 12 pervoHaM P®. PaboTa yTBepkaEHa peLLeHneM yueHoro coseta u ogobpeHa He3aBUCHUMbIM
3Tnyeckum kommtetoM HMULL AFOU uM. [IMutpusi PoraueBa B paMkax npoekTa «Pernctp nepBuYHbIX
uMMyHopeduumntoB Poccuitickon Pepepauumn>. Koropta nauveHToB BKNovana 235 yenosek, U3 HUX
121 nauwmeHT feTckoro Bo3pacTa u 114 B3pocsbix. Tepanus B TeueHue nepsbix 10 neT susuu ctaptoBana
y 78% naumneHnToB. B 80% cnyuyaeB neyenne nposopunocb npenapatamu BBUI Bbicokoi cTeneHu
ouncTtku (OkTaram, MpueupskeH, W.I. BeHa, MaMyHekc), koTopble obecneunBany TepaneBTUYECKUit
npeTpaHCcy3MOHHbIA YpoBEHb MMMyHOrNo6ynuHoB ¢ MeauaHoit B 7,0 r/n. MokasaHo, uTo AOCTOBEPHO
(p < 0,05) Gonee HM3KMe 3HAYEHWUSA NMPETPAHCHY3NOHHbBIX CbIBOPOTOUHBIX WMMYHOIMOBYIMHOB
Habnopganucb y nauneHToB, Tepanusa KOTOPbIM NPOBOAMNAack npenapatoM Mabpurnobun-IgG. Neuenne
NPOBOAMIIOCH HeperynapHo y 144/235 (61%) nauneHTOB, B OCHOBHOM B CBA3M C OTCYTCTBMEM obecreveHns
npenapatamu BBUI'. PaznnuHble HpEKUMOHHbIE OCNOMXHEHNUA pa3Bunucb y 90% naumeHToB npu
HecobrioeHn CPOKOB 3annaHMpoBaHHbIX TpaHcdysuin BBUIT. B rpynne ¢ HeperynapHbiM BBEAEHWEM
BBWI™ He3annaHupoBaHHble rocnuTanusaumm beiim oTMeueHbl B 2 pasa yalle, YeM B Fpynne naumMeHToB
C perynspHou Tepanueii. [lpoBeneHHas oLeHKa KavecTBa »u3Hu nauveHToB ¢ MUIOC Ha perynspHon
3aMeCcTUTENbHOM Tepanumn nokasana, Yto Ha (ooHe afileKBaTHOM Tepanun LOCTOBEPHO YNyULLAIOTCA BCe
uccnepyeMble NokasaTtenu, LOCTUras 3HaYeHUI KOHTPOMbHO FPyNMbl 340POBbIX JINLL.

KnioueBbie cnoBa: repBuyHbie UMMYHOAEPUUNTHbIE COCTOSHUA, PErncTp, BHYTPUBEHHbIE
UMMYHOrrI06yrnHbI, 3amecTuTesibHas Tepanus, noboyHsle 3¢heheKTbl, NPETPaHCy3NOHHbIN YPOBEHb,
Ka4yecTBO sKU3HN
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According to the data from Russian primary immunodeficiencies (PID) registry 71% of registered patients were treated with
immunoglobulins (IG). Regular immunoglobulin substitutions were reported in 90% of patients with primary antibody deficiencies
(PAD), 86% - with syndromic PID and 91% of patients with combined T and B cell defects. The study was supported by Academic
Council of Dmitry Rogachev National Medical Center of Pediatric Hematology, Oncology and Immunology and approved by Local
Ethical Committee within the Russian PID registry. Regular IG substitution was analyzed in the representative cohort of 235
PID patients from 12 Russian regions. Of these 121 were children, 114 — adults. In 78% cases IG treatment has been started
during the first 10 years of life. 80% patients were treated with highly safe products (Octagam 5% and 10%, Privigen, IG VENA,
Gamunex) reaching therapeutic median pre-infusion level of serum IgG of 7 g/L. Significantly lower levels of pre-infusion serum
IgG were observed in patients treated with Gabreglobin-IgG. Irregular treatment was observed in 61% of patients mainly due
to the poor drug supply (lack of medication in the health care centers). Infections were reported in 90% percent of patients
with irregular treatment. Unscheduled hospitalizations were two times more frequent in the group of patients with irregular
IVIG treatment. Additionally, we assessed quality of life of patients with regular IVIG treatment, which significantly improved in
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epBuYHbIN UMMyHonedumumnT (M) — aT0 reHe-
TUYECKU [eTePMUHMPOBaHHOE, B BONbLUMHCTBE
CrnyyaeB Xu3Heyrpoxaiowee 3abonesaHue,
TpebyioLlee MOCTaHOBKM [MarHo3a M Havyana apek-
BaTHOW Tepanuu B KpaTyaiiLlumMe CPOKWU AnA onTuMasb-
HOr0 MPOrHO3a AarnbHEMNLLEN XU3HN NaLMeHTa.
KaseTcsi, UTO elle COBCEM HeflaBHO MepBUYHbIE
nmMmyHonedoumumtel (MAQ) cuntanmcb peakmumn 3abone-
BaHuaMM [1]. OgHaKO 3a KOPOTKUIA MPOMESKYTOK BPEMEHM
Braronapsa HoBeMLIMM NaBopaTopHbIM TexHormorusam [2] u
PaCLUMPEHMIO KITMHUYECKWX MPENCTABMNEHNUI O BPOXAEHHDBIX
pedpekTax MMMYHHOW CUCTeMbl MO3HaHuA B obnacTtu
KITMHUYECKON VUMMYHOMOMMU 3HAUYUTENBHO PacLUMPUIINCh
3a CYeT JlyyLlero NOHUMaHUs ryBUHHBIX MOMEKYNAPHbIX
MEXaHM3MOB NaTONOrMYecKoro npouecca 1 OTKPbITUA
HOBbIX MPWYMHHO-3HaunMblx reHos [MUL. pynna ML B
HacTosLlee BpeMsa HacuuTbiBaeT bonee 400 reHeTnue-
CKMX pasHoBupHocTeit [3], a Mx pacnpocTpaHeHHOCTb
B OTLEMbHbIX CTPaHax C PasBUTON MMMYHOMOMMYECKON
cnyx6oi gocturaet 8 cryyaes Ha 100 Tbic. HaceneHus [4].
CneKTp OCHOBHbIX OMOPHBIX B MOCTAaHOBKE AMAarHo3a
KINMHWMYeckux nposisiexunii MU onucaH MHOMOKpPaTHO:
yacTas 3abonesaeMoCTb, 0COBEHHO HecTaHAapTHbIMM
(ONMNOPTYHUCTUUECKUMU]) U TAKENBIMU MHDEKLUAMMY,
TEHAEHUMA K (DOPMUPOBAHMIO XPOHUYECKMX O4aroB
MHEKLMN, CUMNTOMbI UMMYHHOW AMCPerynsaumm, nosbl-
LUEHHbIE PUCKM Pa3BUTUSA OHKOJIOMMYECKOrO MpoLecca,

Bonpoch! FeMaTonori/oHKONOr A 11 MMYHONATONOM MM B NeauaTpum
2020 | Tom 19 | 4 suppl | 18-29

BbICOKas CMEpPTHOCTb B paHHeM Bo3pacTte 6e3 npose-
[IeHMA afleKBaTHoO Tepanun [5].

MpUHUMNBI CTapTOBOW Tepanuu Mpu BbIBIEHNUM
MO, kak npasuno, BKMAYalOT B cebs NPOTUBOMM-
KpobHYyIo Tepanuio 1 MHAY3unM MMMyHOrnobynuHa yeno-
Beuveckoro. OcobeHHO BaXkHO HesaMeamMTesibHoe Hayaso
Tepanuu npenapatamMum MUMMYyHOr106ynMHOB He3aBu-
CMMO OT Hanmuus 0CTPOro MHAEKLMOHHOMO npoLecca B
crnyyae obHapyeHVsl y MaumeHTa 3HaunTensHoro gedm-
LMTa CbIBOPOTOYHBIX MMMYHOII00YnUHOB Mnn gedpekTta
cneundomnyeckoro aHTUTenoobpasoBaHus. HeogHoKpaTHO
nokasaHo [6, 7], uto B Poccwiickont ®enepaummn (PD)
cTpyktypa M otnnuaetcs ot BONbLUMHCTBA Pa3BUTLIX
CTPaH 3a CYET CYLUECTBEHHO MEHbLLEro Yncna nauu-
EHTOB C Ae(PeKTOM ryMoparnbHOro 3seHa, 0bycrnoBneH-
HOrO MMMNOAMarHOCTMKOM faHHbIX dhopM MU, B nepsyto
oyepedb cpeamn Bapocnbix. B PO pona nauweHToB ¢
rymopanbHbiMu ML He npesbiwaeT 30% [7], Torpa Kak,
no faHHbIM perucTpa Esponerickoro obiectsa UMMyHO-
nedouumtos (European Society for Immunodefficiencies,
ESID) [8], Ha monio rymopanbHbix MWL npuxoanTcs
Bornblue nonosuHbl Beex crnydaes ML (52%). Mo espo-
nenckuM faHHbiM, bonee 80% nauneHToB C KOMBUHU-
POBaHHbLIMW U ryMOpasnbHbIMU UMMYHOAEMULNTHBIMU
COCTOSIHUAMU HYXKAAIOTCA B 3aMEeCTUTENbHOW Tepanum
MMMYHON0BYTMHOM YEeNOBEYECKNM, Er0 BHYTPUBEHHBIMU
(BBWUT) 1 nopkoskHbiMM chopmamu [9]. B PO B HacTo-
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flllee BpeMs UCMOMb3yloT npeuMyLiecTseHHo BBUT.
[anbHelillee HanpaBneHve Tepanuu NauMeHTa 3aBUCKT
OT reHeTUYEeCKOro aedpekTa, onpeaensiowero eHoTUn
UMMyHopedmumTa: ANA MHOMMX KOMBUHKMpoBaHHbIX M
€OMHCTBEHHbIM KYPaTMBHbIM METOAOM SABMSAETCA TPaHC-
nnaHTaumus reMornosTUYeCKUX CTBOMOBLIX KeToK (TFCK)
Wi FeHHas Tepanus, a NpefLecTByioLmMe NPOTUBOMU-
KpobHas M 3aMecTuTenbHaa Tepanua obecneuvBaioT
cTabunmsaumio CoOCTOAHMA MauneHTa nepeqn npencTo-
SILLlen NpoLenypow.

B bonbluMHCTBE CBOEM npenapaThbl ANs NeYeHus
MWL n “x OCNOKHEHUIA, B TOM UMCne npenapaTbl UMMy-
HornobynuHa, ABNAIOTCA LOPOrocToAawmMuy. MoaTomy
nauneHTbl HEPEOKO CTankualoTcsa ¢ NpobneMon Hepe-
FYNSAPHOCTM, HEAOEKBATHOCTY, a MHOrAA Aaske 0TKasa B
obecneyeHnn HysKHbIMU NTEKaPCTBEHHbIMU CPEACTBaMM.

Tak, Hambornee LUMPOKO UCMONb3YEMbIN B Tepanum
MO nMMyHOrnNobynuH YenoBeUYECKUI — YHUKaTbHbIN
nmpenapaT, KOTOpbIi HEBO3MOMHO MOJIYUYNTb CUHTE-
Tuyeckn. OH COLEPKUT LUMPOKUMA CMEKTP aHTUTeN K
MHOroobpasuio BUpPYCHbIX, FPUBKOBBIX M BakTepuanbHbIX
aHTurenos [10], Tak Kak NPOM3BOAMTCA W3 MyNIMPOBaHHOM
nnasmbl Tbica4 AOHOPOB. EcTecTBeHHasa npupoaa npouc-
XOXAEHUA MHMLMANbHOro MaTepuana TpebyeT BbICOKOM
CTEMEeHN OUYUCTKM W BUPYCMHAKTMBALMU AN UCKIIIO-
UEHWUA KOHTaMMHaLMN KOHEYHOrO NMPOAYKTa MHAEKLM-
OHHbIM areHTOM, KOTOPbIA MOMKET CTaTb Yrpo3oi ans
KMU3HWM nauneHTa ¢ AePEeKTOM UMMYHHON CUCTEMBbI.
CoBokynHOCTb TpeboBaHUI K NPOM3BOACTBY NPUBOAMT K
BbICOKOW CTOMMOCTM npenapata. M korna peyb 3axomuT o
€)KEMECSYHBIX MOMKMU3HEHHbIX MHADY3MSAX C MOCTEMEHHBIM
BO3pacTaHWeM pa3oBOM [03bl COPa3MepHO HapacTalo-
LLEEMY BECY MALMEHTA, K COMANEHMIO, MOKa eLLe HepeaKo
BO3HVKaIOT MPobrieMbl B NoslyYeHnn npenapara 6onbHbIM
¢ N[, ocobeHHo npu nepeceyeHun pybexa B 18 neT.

AhbhekTnBHaAA 3aMecTUTeNbHas Tepanuna oKasbl-
BaeT MOJIOMKUTENbHOE BIIUSAHWE HE TOJMbKO Ha KIWHU-
yeckoe TeyeHMe OCHOBHOro 3aboneBaHus u ero
ocnosxkHenuii [11]. B P® HepaBHO npoBepneHo uUccreno-
BaHve No d)apMako3KOHOMUYECKOW OLeHKe 3pdeKTuB-
HOCTU npuMeHerust BBUI [12]. PesynbtaToM paboThi
CTarno [0Ka3aTenbCTBO HE TONbKO MEAWLMHCKON, HO M
3KOHOMWYECKOW LienecoobpasHoCTW NpoBEAeHUs afek-
BaTHOM NaTOreHeTUYeCKon Tepanuun y naumnerTos ¢ ML
C vcnosb3oBaHueM npenapatos BBUAI [12].

Llenb paHHOro nuccnenoBaHns: NpencTaBuTb Xapak-
TepucTuky Tepanuv BBUIT, npoBogumon naumeHTam c
M0, ¢ ucnonb3oBaHneM faHHbIX Poccuitckoro peru-
ctpa MNAL.

MATEPUANbI U METO[1bl UCCJIEAOBAHUA

Pabota 6bina yTBep)oeHa peLUEHUEM YYEHOro
coBeTa v ofobpeHa He3aBUCKMBIM 3TUYECKUM KOMU-
TeToM HMUL OION M. OMutpusa Poravesa B paMkax

npoekTa «Pernctp nepBMYHbIX UMMYyHOAE(ULMTOB
Poccuitckon ®epepaunmn».

[na obwen xapaKTepucTuku Tepanuu npenapa-
Tamun BBUI™ y naumenToB ¢ ML 6binmn ncnonb3oBaHbl
AaHHble, BHeceHHble B pernctp [13] no 01.10.2020. Bo
Bcex cnyvasx auarHo3 ML Bbin nocTaBneH B COOTBET-
cTBUM ¢ KpuTepusmu ESID [14]. MaumeHTbl ¢ guarHo-
3aMu. CenekTMBHbIM gecouumT IgA, cuHgpom Mapluanna
(PFAPA), HacrneacTBeHHbIt aHrMOHEBPOTUYECKUI OTeK
BbIn ncKMoYeHbl M3 aHanusa Tepanum BBUIM B cBssu ¢
TeM, 4To faHHble chopmbl MU He mopnexaT neyexHumio
LBaHHbIMK MpenapaTamu. Take bbimM UCKIIOYEHbI
nauueHTbl, yMepLune unu BbibbiBLIKE U3-Mof Habnio-
LeHus, n bonbHble, HE MMeloLWKe B PerucTpe AaHHbIX O
Tepanuun. Takum obpas3oM, B aHanu3 Bbinn BKMAIOYEHbI
1445 yenosek, u3 Hux 1135 (78%) — netn no 18 ner,
ocTanbHble 310 (22%) — B3pocnble.

[ns obLuen xapakTepucTUKM Tepanun npenapatamu
BBWI™ bbina ncnonb3oBaHa MHA)OPMaLMa 0 YncHe naum-
€HTOB, NOSTyYaBLUNX ONpefeneHHoe HauMeHoBaHwne BB
x0Ts bbl pa3 3a BeCb NEPUOLA NeYEHNS MaLMEHTA.

[ns netanbHOM xapakTepUCTUKM 3aMeCTUTENIbHOM
Tepanun BBUIT 6bino npoBeneHo peTpocnekTUBHOe
uccrnepnosaHve Ha nogrpynne nauueHTtos c¢ AL ¢
MCMoNb30BaHWEM BO3MOXHOCTEN perncTpa. [ns cbopa
nHdpopMaLUmmn 0 feTansx NpoBOAMMON Tepanuu npena-
patamu BBUI BpauaM-yuyacTHukam peructpa 6bino
NpeasoskeHo 0TBETUTb Ha BOMPOCHI CneuunanbHo paspa-
BoTaHHOW aHKeTbI ¢ nocnenyioLlen obpaboTkoi nHdop-
MauuMu Ha nnaTtdopMe perucTpa.

B uccnepoBaHum npuHMManu yvyacTtue cneuuma-
nucTbl doepepanbHbix LeHTpoB: PIBY «HU «MHcTuTyT
uMMyHonorum» ®MBA Poccun n ©I'bY «HMUL OI0U
uM. [IMntpusi Porauesa» MuHagpasa Poccun n konnek-
TUBbI Bpayen n3 12 pervoHoB: AnTackuin kpam, ApxaH-
renbckas obnacTb, Bonorogckas obnacte, Mocksa,
Huskeropopckasa obnactb, Pecnybnuka balukopTocTaH,
PasaHckasa obnactb, PocToBckasi obnactb, Ceepa-
nosckas obnactb, CTaBpoONONbCKUIA Kpal, TIOMeHCKas
obnacTb, fipocnasckas obnacTb.

B peTpocnekTuBHOe nccnenoBaHve Bbinn BKIIOYEHDI
MauMeHTbl M3 perncTpa BCex BO3pacToOB C AWArHO30M
MW, KoTopbIM NpoBOAMMAChL perynsapHas 3aMecTu-
TenbHaa Tepanua npenapatamu BBUI ¢ 2017 no
2020 r. Boibopka cocTosina 13 121/235 (51%) naumenta
meTckoro Bospacta (oT 7 Mecsues fo 18 neT, MeanaHa —
7 net) n 114/235 (48%) 6onbHbIX B3pOCMOro BO3pacTa
(ot 18 no 74 nert, MeaunaHa — 37 neT). Bes uHdhopMaums
0 peTax bbina MpegocTaBiieHa PerMoHaMu-yyacTHU-
KaMu UCCNefoBaHWs, AaHHbIe O B3POCIbIX MaUMeHTax B
91% cnyuaes Bbinu cobpaHbl coTpyaHukaMu MHCTUTYTa
MUMMYHOSIOM UK.

PenpeseHTaTMBHOCTbL BbIBOpPKM ANA PErmoHoOB-
YYaCTHMKOB pacCuUmTbIBanacb Kak COOTHOLLEHWE YKCHIa
BONbHBIX C 3aMOSIHEHHBIMKU aHKETaMK 0 DaKTUYECKON
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Tepanuu BBUI Kk obLieMy uncny naumeHToB pervona,
HaxXOOALMXCS Ha PErynspHON 3aMecTUTENbHON Tepanuu
BBWUI no paHHbIM perncTpa. O6wiee uncno naumeHToB
pernmoHa He Bknioyano 6onbHbix nocne TICK, koTopbie
Ha MOMEHT UCCIeOBaHUA YXXe He HyKAanuCb B 3aMe-
cTuTenbHo Tepanumn BBUIT, a Takxe He Bkouano nauu-
EHTOB, BbIObIBLLUMX U3-M0f4 HAbMIOAEHNUA B YKa3aHHbIN
BPeEMeHHOW MHTepBan. Obliee UMCNO 3anOfTHEHHbIX
aHkeT cocTaBuno 27% o1 obuero yMcna nauvMeHToB
PerucTpa, HyXaaloLwmxca B Tepanuu, 1 HeaoCTaToOuHO
A5 NPOBEAEHNs aHanM3a Ha BCeW KOropTe NauMeHTOoB
perucTpa. 10 3ToM NpuuKMHe OTAENbHbIE 3Tanbl aHanm3a
MPOBOAMIIUCH TOJIbKO AJ15 PErVIOHOB C pPenpe3eHTaTUBHO-
CTbio BbIBopkM Bonee 60% (rabnmua 1).

UMCno NaumeHTOoB, HYKOAIOLIMXCA B PEryfsapHOM
3aMeCTUTENbHON Tepanuu, AN1A Kaaoro permoHa-y4qacT-
HWKa HOPMMPOBANOCh HAa OCHOBaHUM AaHHLIX O Tepanum
MaLMEeHTOB, BHECEHHbIX B PErUCTP.

[na oueHkn npeaTpaHCy3MOHHOr0 YPOBHSA CbIBO-
POTOYHOIO UMMYHOIr0bYNMHa BbInK BbIOpaHbl MaLMEHTbI
TONbKO C ileddeKTaMu ryMopasibHOro 3BEHa, Y KOTOPbIX B
aHkeTax 6binu AaHHble 06 ypoBHE CbIBOPOTOYHOMO MMMY-
HornobynuHa npu ycnoBuu 4actoTbl BBepeHns BBUI
1 pa3 B 4 Hen. B rpynny otobpaHbl NaumeHTbl ¢ Meaun-
aHoit nosbl BBUI 0,5 r/kr.

Tabnuua 1
Pel'lpe3eHTaTVIBHOCTb Bbl60pKVI Nno OTAeNbHbIM pernoHaMm

Table 1
The representativeness of the sample in various regions

MauuenTsl ¢ MU
Patients with primary

MobouHble peakumn Ha BBeAeHve npenapaTtos BBU
OLiEHMBAsIMCb KaK COOTHOLLIEHME YMCT1a PeaKLMi K unciy
MHY3uMii Npenapata 3a nepuog HabniogeHUs 1 Bolpaxa-
NUCb B MPOLIEHTaX.

XapaKTepuCcTMKa KIIMHWUYECKOr0 COCTOSIHUA
nauneHToB Ha dhoHe Tepanuu BBUIT 3aknwouanack B
OMUCaHUM YacTOTbl MHPEKLMOHHbBIX 3MN30[0B U KOMNU-
YyecTBa BHEMMAHOBbIX FOCMWTaNM3auUmni B CTaumoHap, He
CBSAI3aHHbIX C BBeAeHneM BBUI .

Ons oueHkn BnuaHus Tepanuu BBUI Ha kauecTBo
U3HK naumeHToB B ycrosusax HMULL IFOU um. Omutpus
PoraueBa 6b1510 4ONONHUTENIBHO NMPOBEAEHO aHKETUPO-
BaHWe Tpynnbl feTei ¢ rymopanbHbiMK fedhekTamu.
MaumeHTaM BbINO NPEAnoKeHOo 3anoNHUTL apanTu-
poBaHHylo Bepcuio onpocHuka PedsQL 4.0 pBaxpbl: B
MOMEHT rocnuTtanusaummy B LIeHTp B Liensx oLeHku Kave-
CTBA MM3HW [eTel 10 Hayana afeKBaTHOM Tepanuu 1 Ha
dhoHe perynspHoi 3aMecTuUTenbHOW Tepanun (Mpoporn-
UTENbHOCTbIO He MeHee 1 ropa) [15]. Ha ocHoBaHuK
[aHHOro OMPOCHWKa UCCMEROBaNMCh CrefyloLine noka-
3aTenu: dmsmnyeckoe yHKUMOHMpoBaHKUe (3n0poBbe),
aMoLMOHarbHOE GoYHKLUMOHMPOBaHMe (OLLyLLIeHs), CoLm-
anbHoe hyHKUMOHMpPOBaHMe (06LIEHME) U KOFHUTUBHOE
doyHKUMOHMpoBaHMe (LwiKkona) peberka. [lo BKIOYEHUs B
MCCrefoBaHNE KayecTBa U3HWU POAUTENN WUIIN OMEKyHbI

PenpeseHTaTnBHOCTD
BbI6OpKM (Hanuume aHket/

immunodeficiencies (PID) AHKeTbl UMCIIO HYXOAIOLMXCS B
Pervon HYXAaloTCS B 3aMecTn- O (PaKTuyeckon BBUI), %
Region TenbHOU Tepanuu Tepanuun Representativeness of
Bcero, n BBWT, n (%) Actual therapy the cohort (number of
tcf)tal number the number of patients questionnaires questionnaires/number of
Gl RIS, (6 requiring regular IVIG patients requiring IVIG therapy),

substitution therapy (%) %
AnTavickui Kpan
Altai Krai 15 7(47) 6 86
ApxaHrenbckas obnacTb
Arkhangelsk Oblast 23 12(52) 3 25
Bonoroackas obnactb
Vologda Oblast 25 16 (64) 10 63
Mocksa
Moscow 273 145 (53) 63 43
Hweropoackas obnacTb
Nizhny Ngvgorod Oblast 28 12 (53) ? 75
Pecnybnuka balukopTocTtaH
The Republic of Bashkgrtostan 60 39 (65) 23 59
PocTosckas obnactb
Rostov Oblast 36 22(61) 18 82
PasaHckan obnactb
Ryazan Oblast 14 11079 10 91
CeeppsioBckas obnactb
Sverdlovsk Oblast 57 25 (44) 9 56
CTaBponosbCKuii Kpan
Stavropol Krai 36 16 (44) 12 75
TioMeHckas obnacTb
Tyumen Oblast 21 12 (57) 3 25
flpocnaBckas obnactb
Yaroslavl Oblast 28 16 (57) 16 100
Bcero B peructpe (KoropTa BbiBpaHHbIX
nauyenToe) 1706 866 (50) 235 27

A total number of patients included in the
registry (a cohort of selected patients)

Note. IVIG — intravenous immunoglobulins.
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MauMEeHTOB NOAMUCHIBaNM MHPOPMUPOBAHHOE Corflacue.
B nccnenoBaHuy NpuHsAnu yyacTue 24 naumeHTa LUKOMb-
Horo BospacTa (8-18 neT) ¢ amarHosom: MU, gedeKkT
ryMOparnbHOro 3BeHa UMMyHUTETa. [Insi CpaBHUTENBHOIO
aHanu3a LoMofIHUTENbHO Bbinu onpoleHbl 15 npakTu-
UeCKM 300POBbIX AeTeit LLKoMbHOro Bo3pacTa (8-18 ner),
COrfacuBLLMECS MPOMTK OMPOC M HE UMEIOLLME OCTPbIX U
XPOHUYECKMX 3abofieBaHU Ha MOMEHT aHKETMPOBaHMSI.
WccnepnosaHwe nposoaunock B nepuop ¢ 2018 no 2020 r.
BKITIOUYMTENBHO.

CTaTucTUYecKuii aHanus [aHHbIX NPOBOAWICSH B
nporpammMax Excel n XLSTAT ¢ nomoLLbio METOLOB Onuca-
TenbHOM CcTaTUCTUKKM (MeomaHa, cpenHee 3HaueHuwe), ons
BbIYMCIIEHWS 3HAYEHMA P UCMOb30BAsICA HemapameTpuye-
CKUM KpuTEpUIA MaHHa—YWUTHU. Pasnnuunsa Meskny cpaBHuMBa-
€MbIM1 MapaMeTpaMn CUMTanuch 3HaunMbiMmn npu p < 0,05.

PE3YJIbTATbl UCCJTIENOBAHUA

06wwme acnekTbl Tepanun NepBUYHBIX UMMYHOAE-
¢h1uMTOB C MCcnoNb30oBaHWEM NpenapaToB UMMYHOTIIO-
6ynuHoB

Mo LaHHbIM perucTpa, Tepanus npenapaTamu
UMMyHornobynuHos nposopunace y 1028/1447 (71%)
nauueHToB BblIbopkM (pucyHok 1). OnbIT Tepanuu UMMy-
HOrMoBYNMHaMM LS MOLKOKHOMO BBEAEHMS 3acMKCK-

Pucynok 1

poBaH y 32 (2%) nauveHToB. PerynspHas 3aMecTuTeNbHas
Tepanus BBUI penoptuposaHa y 316/350 (90%) naum-
EHTOB C ryMoparnbHbiMi fedpektamu, 322/373 (86%) —
C cuHopoManbHbiMu 1 111/122 (91%) — ¢ KOMBUHMpO-
BaHHbIMK MMMyHoAeduUmMTamMu. HenocTosiHHasa Tepanus
BBUI™ npoeopunack y 72/121 (60%) GonbHbIx ¢ aucpe-
FYNSTOPHbIMU UMMyHoAedMumTamu, y 17/27 (63%) — ¢
nedheKTamu BPOMLEHHOro UMMyHUTeTa, ¥ 53/178 (30%) —
¢ nedbektaMun dparoumtosa u 'y 29/162 (18%) — ¢ ayTo-
BOCManuTenbHbIMK 3abonesanuaMn (pucyHok 1). Y atux
nauwerToB BBUI™ ncnonb3oBancs B kauecTBe MMMYHOMO-
LyNMpYIOLLIEN Tepanum ayTOMMMYHHBIX U TSXKENbIX MHpek-
LIMOHHbIX 3M130M0B.

Mpu aHanu3e YacCTOTbl HAa3HAYEHMI Pa3NUYHbIX
npenapatos BBUI Bbino nokasaHo, yto B perucTpe
3adonKcMpoBaHbl Bce HauMeHoBaHusA BBUIT, 3apernctpu-
poBaHHble B P®. Ha pucyHke 2 npepctasneHo obuiee
UMCIO NaUMEHTOB PErncTpa, KoTopble Kak MUHUMYM
1 pas nonyuunu Te unu uHble npenapatbl BBUI 3a
2018-2019 rr.

[leTanbHas xapaKTepucTUKa Tepanun BHYTPUBEH-
HbIMM UMMYHoOrnobynuHamm

Kak ckasaHo Bbllle, feTanbHas XapaKTepucTuka
Tepanuu BBUI™ npoBeneHa Ha rpynmne n3 235 nauneHToB.
B rpynne B3pocnbix npeobnafanu nauneHTsl C rymo-

Tepanusa BBUI no panHbIM peructpa (n = 1447): A — 3aMecTuTenbHas; b — anusonnyeckan

Figure 1

IVIG therapy according to the data obtained from the registry (n = 1447): A — regular substitution; B — irregular
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Figure 2
The number of patients receiving a certain IVIG medication
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panbHbiMU gedpektamu — 100/114 (88%), cpenw neteit
dhopMbl 3abonieBaHNsA COOTBETCTBOBASIM PacMpeaeneHuio
HO30M0MMN UMMYHOAEMULMTOB B POCCUINCKOW MONy-
NAUMK: cuHOpoManbHble — 53/121 (44%), ryMoparibHble —
37/121 (30%) v koMbuHMpoBaHHble — 23/121 (19%).
CTpyKTypa ryMmopanbHbix 0edeKTOB TaKke OTnu-
Yyanacb B BO3PacCTHbIX FPynnax: cpeau B3pOCIbIX B
89/114 (78%) cnyuasx uMena mecto obLias Bapu-
abenbHas MMMYyHHas HeLQOCTaTOYHOCTb, TOrAa Kak
cpeau neTei Hambonee yacTbiM AuarHosoM bBbina
X-cuenneHHas arammarnobynuiemus — 21/37 (57%)
(rabnuua 2).

Ha pucyHke 3 npepcTaBneH BO3pacT Hauvana
Tepanuu npenapatamn BBUI. B petckom BospacTte
Tepanus BBUI™ bbina HasHaueHa 78% nauuneHToB, npen-
MyLLlecTBeHHO B TeyeHue nepsbix 10 net. Cnepyert
0TMEeTUTb, UTo Y 35% nauneHTOB B3POCION BO3PACTHOM
kaTeropuu Tepanusa BB/ ctapToBana Take B AeTCTBe.

Ha MoMeHT aHanvsa MeguaHa ANUTENBHOCTM
Tepanuu BBUI y B3pocnbix cocTtasuna 7 (0-35) ner, y
netei — 2 ropa (0—16 nert), B Lernoi KoropTe — 4 roga.

MpepnucaHHble A03bl BHYTPUBEHHbIX UMMYHOINO0-
6ynuHOB ONs 3aMecTUTENIbHOW Tepanuu U MHTepBan
BBEJeHUSA

MepuaHa HasHayeHHoM po3bl BBUAIT onsa peten
n B3pocnbix bbina ooMHAKOBOW M cocTaBnsna
0,5 (0,2-1) r/Kkr, peKOMeHI0BaHHbIA MHTEPBaN MeKay
BBefeHuAMM B BonblumHcTBe crnydvaes — y 203/235
(86%) maumeHToB He mpesblwan 3—4 Hen, y 23/121
(20%) peteit pekoMeHpoBanock 6onee peakoe BBeLeHWe
C YBJIMHEHWEM WMHTepBana 0o 6—7 Hef, B eLUHUYHbIX
cnyvasx y netew yactota BeeaeHus BBUIT Tpebosanach
He vawle 1 pasa B 3 Mecaua (3/121; 2%) v TonbKo y
2 petent BBUIT Bbin pekomMeHpnoBaH npu cHuxkeHum I1gG
Ny Npu pasBuTUM MHAEKLMA. Y 2 B3pocnbix npen-
MMCaHHas KpaTHOCTb Tepanuu cocTasnana 1 pas B
2 Hep.

dakTHuecKkas Tepanus

lpenapatel BHyTpMBEHHbIX MMMYHOr106y5IMHOB

Mpu npoeenexun tepanum B 80% cnyyaes npen-
nmoyTeHuWe oTpaBanocb npenapatam BBWI BbicoKoW
CTeMneHu OUUCTKM, TakuM Kak OkTaram, MpusupskeH, U.I".
BeHa, MaMyHekc. [1aTas yacTb BCex nepenvneaHuii NPoOBo-
Aunacb npenapatamu, 3asBfEHHblE XapaKTePUCTUKM
KOTOPbIX HE MOSTHOCTbIO COOTBETCTBYIOT BbICOKMM Tpebo-
BaHMWSM K PerynspHoi 3amecTuTenbHon Tepanuu BBUT y
nauneHToB ¢ M. Obwiee uncno NpoBeneHHbIX TPaHC-
dhysuit BBUI™ Ha rpynne 235 naumeHTOB 3a npoluefiune
3 ropa konebanock ot 1168 no 1602 B roa, B cpeaHeM
cocTtaenss 1374 anusopa seeneHvs BBUT.

lMpeaTpaxcghy3noHHbI ypoBeHb

MepnaHa npenTpaHcdy3noHHHOrO ypoBHA IgG Ha
doHe Tepanuu npenapatom OkTaram cocTasuna 6,9
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Tabnuua 2

Yucno naumeHToB ¢ pasnuuHbiMm hopmamu MU Ha

3aMecTuTenbHoON Tepanun BBUI

Table 2
IVIG substitution therapy in PID patients

®opma NUA Bspocnble
Form of PID Adults

Oetu
Children

"'yMoparnbHble MMyHOAEDULINTDI 100
PAD

37

ObLan BapuabenbHas UMMyHHas
HenoCTaTOYHOCTb 78
Common variable immune deficiency

AFaMMaFJ'IOﬁyJ'IMHeMI/Iﬂ HEeyTOYHeHHasn 14
Agammaglobulinemia, unspecified

BTK-pedumumt 6
BTK deficiency

21

Tedcbnumt otaenbHbIx cybknaccos IgG 2
IgG subclass deficiency

NFKB1-pecbnumt 1
NFKB1 deficiency

AID-pedpmunt
AID deficiency

BLNK-pedouumt
BLNK deficiency

CvHppoM akTuBauumn PIK3CD
Activated PI3K delta syndrome

CvHapoMarnbHble MMMyHOReULNTbI 4
Syndromic PID

53

CuHgpoMm [du[lxopasku
DiGeorge syndrome

25

CvHppom Jlyn-bap 1

Ataxia-telangiectasia

16

CvHpopoM HuiimereH 1
Nijmegen syndrome

CvHpopom Buckotta—Onapuua 1
Wiskott—Aldrich syndrome

CvHppom MoBa 1
Job syndrome

CuHppom Kabyku
Kabuki syndrome

MmMMyHoocTeoamcnnasus LLumke
Schimke immuno-osseous dysplasia

KoMbuHupoBaHHble UMMyHOoeULNTbI 10
Combined immunodeficiency

23

Tamenbl KOMBUHUPOBAHHbIA
MMMyHoAeULNT [rMHOMoquHbM
cheHoTmn — 2; o TFCK — 1)
Severe combined immunodeficiency
(hypomorphic phenotype — 2; prior to
HSCT-1)

ledomumt CD40-nuraHga (HIGM1) 1
CD40 ligand deficiency (HIGM1)

KMH HeyTOYHeHHas 9
Unspecified CID

18

MNMMyHoaehuLMT C UMMYHHOI
aucperynsuven 1
Immune dysregulation

AYTOMMMYHHbIN

nMdonponndhepaTuBHbIN cUHApPoM, FAS 1
Autoimmune lymphoproliferative syndrome,

FAS

APECED

RAS-accounmMpoBaHHbIi @y TOUMMYHHbIi
nmMdponponudepaTMBHbLIN CUHAPOM
RAS-associated autoimmune
lymphoproliferative syndrome

STAT3, GOF

CvHppoM [Mpucuennu, 2-1 tin
Griscelli syndrome type 2

[lecheKT BpOosKOEHHOr0 MMMYHUTETA,
rEHETUYECKN HEeYTOYHEHHbIN
Innate immunity defect, genetically unspecified

[edbekTbl haroumTosa (X-cuenneqHas
XPOHWYEeCKasa rpaHyneMaTo3Has 50]193Hb]
Phagocytosis defects (X-linked chronic
granulomatous disease)

lMpumeyanne. KNH — kombnHupoBaHHas MMMYHHas HEAOCTATOYHOCTb.

Note. CID = combined immune deficiency.
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PucyHok 3
Bospact Hauana Tepanuv BBUI

Figure 3
The age at IVIG therapy start
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(3-11) r/n, Npusuamer — 7,0 (0,9-13) r/n, Curapanc —
7,0 (1,56-13,8) r/n, W.I'. Bena — 7,5 (6-13,1) r/n,
labpurnobun-IgG - 5,0 (1,2-9) r/n. 3nauumo (p < 0,05)
Bonee HU3KME YPOBHU MpeaTPaHCAY3MOHHbBIX CbIBOPO-
TOYHbIX UMMYHOTTI00YNMHOB Habnoaanuch y NauveHTOB,
y KOTOpbIX Tepanusi NpoBoaunack npenapaTtom [ abpur-
nobuH-1gG, 3HauMMBbIX Pa3nMumnin Mexay pyruMun npena-
paTamu BbisiBIIEHO He Bblno (pucyHok 4).

PerynspHocTb Tepanuu

HecobniopeHne uHTepBana 3aMeCcTUTENBHON
Tepanuu 3adpmkcuposaHo y 144/235 (61%) nauu-
€HTOB, U3 HUX 75 B3pocnbix K 69 peteir. OTcyTCTBUE
obecneuenuns npenapatamv BBUIT aBnanocb ocHoBHOWM
MPUYMHOI NponyckoB TpaHcddysuit (69/144; 48%). Ctout
ocobo nopuepkHyTb, uTo Npobnema obecnevenust BBUI
Bbina Haubonee akTyanbHoOM y nuy cTaple 18 net:
50/69 6binu B3pocnbiMKA. B psne criyuaes nauueHTb
He obecneumBanncb B TeUEHME HECKOSbKMX MECSILIEB, a
MHOrOa M B TeUEHWEe HeCcKonbkux net. B tTabnuue 3 npen-
CTaBfeHbl AaHHbIe MO PerMoHaM-y4yacTHUKaM UCCrepo-
BaHuA.

PasnuuHble ceMeiHble obcToATeNbCTBA, OTKa3
NaumneHTa UM ero poaMTENen oT Tepanuu UMEeNn MecTo
y 24/144 naumeHToB, B OCTarbHbIX eAUHUYHbIX CIyYanx
NpUUMHaA HeperynspHow Tepanuu He Bbina ykasaHa.
B 2020 r. y yacTu nauMeHTOB HapyLleHue perynsp-
HOro pexvma Tepanuu Bbino 0bycrnoBneHo naHgoeMuen
Covid-19 (13/144).

TpyaHocTn ¢ obecneyennem BBUI BbiHYyxAanu
noKynaTb npenapaTbl 3a fiMYHble CPEACcTBa 36 YenoBeK,
U3 HUX 28 B3pOCHbIX, C MenaHon pasosoin fo3bl 30 r.
CTouT 0TMETUTb, UTO 3a UccrnemsyeMbli neproa B 2,5 ropa
8 YeroBek NOKyManu 3Tu KM3HEHHO BaskHble MpenapaThl
Bonee 5 pas, U3 HUX 4 nocTosiHHO obecneunBaioT cebs
npenapatamu BBUI™ 3a cobcTBeHHbIe cpeacTsa.

bnaroTesopuTenbHble choHAbl noMoranu B obecne-
yeHun npenapaTtamu BBUI 42/235 nauueHtam, npu
3TOM cnenyeT 0bpaTuTb BHMMaHWe, YTo B UCCNenyeMom
koropTe nomolub bbila OKkasaHa B3POC/bIM U AETAM B
paBHOW NMPOMOpLMK.

MecTo nposepeHus uHgpysum

MpoBOAUTL 3aMeCTUTeNbHYI0 Tepanuio B AOMaLLHKX
YCIOBUsAX UMenn BO3MOMHOCTb 42 (18%) nauwvenTa (40
13 HUX — B3pocsible). Tonbko 15 (12%) 6onbHbIX, BCe
[ETCKOro BO3pacTa, MofyyaloT Tepanuio B LHEBHbIX
cTaumMoHapax.

BonblMHCTBO naLmeHTos (140/235; 60%) BbIHYMOEHb
rOCMUTanNM3NpoBaThCS B CTALMOHAP HA HECKOMbKO AHEi,
npepbiBas yueby unu paboty. MeanaHa ANAMTENbHOCTM
npebbiBaHus B cTaumoHape cocTasnseT 2 (1-5) aHs.

PucyHok 4

lMpeaTpaHcdy3nOHHbIN YPOBEHb CbIBOPOTOYHOMO MMMYHO-
rnobynuHa y naumeHToB ¢ ryMopanbHbiMu ML

Figure 4

The pre-transfusion level of serum immunoglobulin in
patients with PAD
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MoboyHble peaKuun Ha BBeAEHMe MpenapaTos
BHYTPUBEHHbIX UMMYHOIJ106ynInHOB

Y 67/235 (29%) naumeHTOB OTMEYanuUChb Hesena-
TenbHble SIBMEHUSI Pa3fIMYHON CTEMEHW BbIPAMKEHHOCTM
BO BpeMs nepenuBaHua npenapatos BBUI. U3 125
onuncaHHbIx peakuunit 75 (60%) pacLeHnBanuCh Kak Kpat-
KOBPEMEHHOE HELOMOraHue, MauMeHTbl }anoBaauch Ha
ronosHble B6onu, 6onu B cycTaBax, MbilLax, TOLIHOTY,
COHMUBOCTD, OLLyLLleHWe 03Hoba. HenpoponkutensHble
nombeMbl TemMnepaTypbl 3adivkcupoBaHbl B 44 (35%)
cnydasix. B 3 cnyyasx CMMNTOMOKOMINNEKC Ha BBEAEHWE
npenapaTa pPacLeHWBaNCs KaK peakuusi runepyyBCcTBu-
Te/IbHOCTW, COMPOBOMKAANICS CHUKEHNEM apTepuasibHOro
LaBIeHWs, OLLYLLIEHWEM HeXBaTKW BO3ayXa, NOKpacHe-
HMEM KOKHbIX MOKPOBOB.

MakcuManbHoe UMCo HeskenaTenbHbIX ABNEHUN
BbI10 3ahMKCMPOBaAHO y MaLMEHTOB Ha BBeOeHME
Tabnuua 3
HeperynspHas tepanus BBU

Table 3
Irregular IVIG therapy

npenapatoB VIMMyHOrnobynuH YyenioBeka HOpMarsibHbIN,
MMMyHoBeHMH, VMBuornobynud (MukporeH, P®) —
14%, Curapamc — 5,8%, Mabpurnobun-IgG — 3,1%. Ona
npenapaToB, KOTOPbIE, MO HALLWMM AaHHLIM, UCMOJIb30Ba-
nuck Hanbonee vacto, OkTaram, MpueupxkeH, W.I". BeHa,
WHTpaTeKT, peakumun oTMevanuch penko: 1,5%, 1,2%,
0,8% v 2,8% cooTeeTCcTBEHHO (pUcyHOK 5).

Knunnuyeckas xapaKTepucTMKka MMMYHopge-
PULUNUTHOrOo COCTOAHUS HA (hOHe 3aMeCTUTEsIbHOM
Tepanuu

CocTosHue 185/235 (79%) nauveHTOB B TeueHue
YKa3aHHOr0 BPEMEHHOr0 MHTEPBAasia PacLeHnBanoch Kak
cTabunbHoe v He TpeboBano NONONHUTENbHOW Tepanuu.
OcTanbHble 50 nauneHTOB bbIIM OTHECEHDI K Fpynne ¢
HecTabunbHbIM cocTosiHeM. OfHaKO NpU CpaBHEHWUM
4acTOoTbl UHADEKLIMOHHBIX OCIOMHEHWI Y NaLMEeHTOB U3
2 rpynn He 6bino BbIABNEHO Kakux-nubo pasnuuni

Yucno naumeHToB ¢ HecobniopeHnem WHTepBana

Mpobnemsbl c obecneyeHnem

Peruon BBefieHns BBUI/naumeHToB ¢ 3anosIHeHHbIMM Poor drug supply
Region aHkeTamu
The number of patients with irregular IVIG treatment/ netu B3pocribie
total number of questionnaires children adults
AnTancruit kpaii _
Altai Krai
ApxaHrenbckas obnactb 1/3 _ 1
Arkhangelsk Oblast
Bonoroackas obnactb _
Vologda Oblast 10/10 10
Mockea 46/63 1 5
Hweropoackas obnactb
Nizhny Novgorod Oblast 2/9 1 1
Pecnybnuka batukopTocTaH
The Republic of Bashkortostan 12/23 4 3
PocToBckas obnactb
Rostov Oblast 10/18 7 1
PsizaHckas obnactb _
Ryazan Oblast 4/10 2
Cseppanosckas obnactb 7/9 _ -
Sverdlovsk Oblast
CTaBpononbCKuii Kpait
Stavropol Krai 10/12 1 5
TiomeHckas obnacTb _
Tyumen Oblast 3/3 3
fpocnasckas obnacTb _
Yaroslavl Oblast 4/16 1
PucyHok 5
MobouHble peakunn Ha BBeaeHwe npenapatos BBUI
Figure 5
Adverse events of IVIG
151 14,2%
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Yucno peakumit/uncsio BBeAeHMIt
The number of side effects/the number of infusions

o

Okraram

MpuBMeH
Privigen Octagam Gamunex 1G VENA
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W.I'. BeHa

WHTpaTtekT [abpurnobun-lgG Cwvrapavc Mukporex
Intratect Gabreglobine-lgG Sigardis Microgen
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Mexay AaHHbIMU KaTeropusaMu BonbHbIX, NO3TOMY Aarnb-
HEMLLUWI aHanW3 NPOBOAMIICA Ha BCeW KoropTe.

3a nepwop ¢ 01.01.2018 no 01.10.2020 y nauneHTOB
¢ N Ha cpoHe 3amecTuTeNbHON Tepanuu Bbinu 3admk-
CUpOBaHbl pasnuuHble uHdekumn (127/235; 54%), a
TaKe HesannaHWpoBaHHble rocnuTanusaumnm (71/235;
30%). CaMbIM YaCTbIM COBLITUEM KPOME OCTPbIX pecru-
paTopHbIX MHeKLMin bbino obocTpeHne BpoHxMTa
(42/235; 18%), k Hanbonee 3HaUMMbIM UHADEKLIMOHHBIM
cobbITUAM BbINM OTHeceHbl cuHycuThl (32/235; 14%),
nHeBMoHuu (19/235; 8%), KoTopble, MO AaHHLIM OMpPO-
CHUKOB, Y 90% nauneHTOB pa3BuBanuchb Npu Hecobnio-
OEHUM CPOKOB 3aMiaHMPOBaHHbIX TpaHcdyanin BBUT.

N3 144 nauneHTOB C HeperynsapHbiM BBELEHWEM
BBUIT HesannaHupoBaHHble rocnuTanusauun bbinu
oTMeueHbl y 47 (32%) yenoBek, Torna Kak B rpynne
BonbHBIX € cobnogeHMeM MpeanMcaHHOM 4acToThl
TpaHcy3ui rocnuTanuaauns, He CBsi3aHHasi C BBefle-
HueM BBUI, notpebosanack Tonbko 17 (18%) nauu-
eHTaM, U3 HUX y 10 NpUUYMHOM HaXOKAEHMSA B CTaLMOHape
6binu Tpasma (n = 1), poabl (n = 1), nevyexve B Tepanes-
TUYeckux oToeneHusx (n = 4), B ocTanbHbIx 6 crydyasx
npuumMHa He Bbina ykasaHa.

OuieHKa KayecTBa KM3HU NaLMEHTOB

Hamwu bbin NnpoBeneH cpaBHWUTENbHBIN aHanmn3 Kaye-
cTBa Xu3HWM noarpynnbl geten ¢ MNO ¢ pedekTom
ryMopanbHOro 3BeHa A0 Havyana Tepanuu u Ha dhoHe
perynsipHoin 3amecTtuTensHon Tepanum BBUI. CornacHo
MOJTyYeHHbIM pe3ynbTaTaM, Ha (QOHe afeKBaTHOM
Tepanuu BbiABNEHO NOCTOBepHOe ynyulieHue (p < 0,05)
MokasaTeNlel KauecTBa XM3HW MO BCEM KaTEropusM:
300pOBbE, OLLyLLeHWe, obLueHre, WwKona (pucyHok 6), a
Takxe Mo CyMMapHOM LiKane onpocHuka PedsQL 4.0 B
uenom: 62,95 + 5,5 6anna po BBUI 1 85,45 + 2,3 6anna
Ha BBUI (p < 0,01).

lMpn cpaBHEHMM CyMMapHOro Banna KayecTBa »K13HM
B KOHTPOJIbHOM rpynne 300pOBbIX AETEN W NALMEHTOB,
KOTOPbIM MPOBOAMNACH perynsapHas 3aMecTuTesflbHas
Tepanua BBWIT, nonyueHbl cxoxue BbICOKME 3HAUYEHUS
paHHoro nokasatens (80,3 + 3,6 u 85,45 + 2,29 6anna
cooTBeTCTBEHHO (Tabnmuya 4)). 3To yKasbiBaeT Ha To,

Tabnuua 4

4YTO BOBpeMA Ha3Ha4YeHHad U nNpaBuJIbHO NMpoBofunMan
Tepanua y nauMeHToB C rymopalibHbiM JJ,ereKTOM
WMMYHUTETA NPUBOOUT K NOBbILLUEHUIO YPOBHA KayecTBa
KU3HW, [ienaa ero CpaBHNUMbIM C TakOBbIM B 3,D,Op0BOVI
nonynaumu.

OueHka chakTMyeckoi NoTpebHOCTM BO BHYTpMU-
BEHHbIX UMMYHornobynuHax

Mpu NpoBeneHnn aHkeTUpoBaHus y 179 nauneHToB
Bbinn ykasaHbl hakTuyeckue fo3bl BBUIM Ha MoMeHT
nocfeaHero nepenneanns. Ha 0CHOBaHMM 3TWX OaHHbIX
cyMMapHbI 06bem BBUI Ha 1 BBepeHue ons 179 nauu-
eHToB cocTtasnseT 4019,5 r. Mcxonsa s Toro, yTo ons
BonbWwWKMHCTBA MaLMEHTOB PEKOMEHAOBaHa 4acToTa
BBe#eHua npenapatoB 1 pas B 4 Heq, 3a rofg 6onbHoM
LOMKEH nonyunTb He MeHee 13 uHdy3un BBUT.
Takum obpasom, ona gaHHbix 179 mauwneHToB noTpe-
byetcsa ronoson obbeM npenapaTtos BBUI, paBHbil
719 490,5.

MMpn aHann3e faHHbIX PErMOHOB-YYaCTHUKOB MCCIle-
[OBaHWA C penpe3eHTaTMBHON BbibopkoW noTpeb-
HOCTb B 3aMecTuTenbHon Tepanun BBUIT nmeloT okono
60% naumnenToB c MNMW[. B eBponenckom peructpe
MALO pona nauneHTOB, MONYyYalOLWMX 3aMeCTUTENbHYIO

PucyHok 6

OueHka KayecTBa sKM3HM MauneHToB. CpepHue 3HayeHus
OTAENbHbIX MOKa3aTenen ONPOCHMKA KaueCTBa MU3HU
PedsQL (s 6annax) no Hauana Tepanum BBUI v Ha dooHe
perynapHoit 3aMecTuUTenbHoi Tepanum (x — p < 0,05
Figure 6

The assessment of the quality of life of patients. The mean
values of certain parameters of the Pediatric Quality of Life
Inventory (PedsQL) (in scores) prior to IVIG therapy and
during regular IVIG substitution therapy (* — p < 0.05)
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N
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E [lo BBUM
Prior to IVIG therapy

Ha BBUI
During IVIG therapy

0 1 1 1 1 1 1 1 1
L 1 L 1 L 1 L 1
3pnoposbe OwwyLuenve 06LeHre LLikona
Physical Emotional Social School
functioning functioning functioning functioning

CpenHwve 3HayYeHns OTOESbHbIX U CYMMapHbIX MOKasaTesiei kauyecTsa u3un y geter ¢ NN Ha pore BBUT
n 6e3 perynapHoi 3aMecTUTENbHOM TepanuK, a Takxke B rPynne NpakTUYecKn 300POBbIX AeTeN

Table 4

The mean values of individual and total parameters of the quality of life in children with PID receiving IVIG therapy,

in those not receiving IVIG therapy, and in healthy children

Mapaverp oo fele  Souewe,  Shel | Cuspred samn
oo e o I e 633:73 60060 73579 5.0 6,4 6295+55
R 87,8+ 5,2 835+ 4,7 94,0+2,2 765+ 3,6 85.45+2.3
Kosdhdmurenaocrosepnocr p<005  p<o0  ps00s  p<00t  peon
[pynna 300poBbIX filoaeN 88.5+27 69.0+£34 85,7 +4,8 78,0+ 3,8 80,3+3,6

A group of healthy controls
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Tepanuio, cocTtaBnseT 61%. CnepoBaTefibHO, N0 HALLIUM
pacueTaM, He MeHee 2000 nauneHToB B P® HyskpawoTcs
B perynsipHoin 3amecTuTensbHon Tepanunm BBUI. Takum
obpasoM, hakTuueckas eserogHas notpebHOCTb B
npenapatax BBUI" cocTtaBuT He MeHee 8 TOHH.

OBCYXXIOEHUE PE3YJIbTATOB UCCITELLOBAHUA

CornacHo coBpPeMEHHbIM NPEACTaBeHUAM, pacrnpo-
cTpaHeHHocTb MU B monynaumm cocTaBnsaeT B CPEAHEM
4-6 yenosek Ha 100 Tbic. Hacenenus [16-18]. 310
Te undpbl, Ha KOTOPbIe HAJ0 OMMPAaTbCH MPU OLEHKe
YPOBHS AMArHOCTUKM W B Halweln cTpaHe. 1o faHHbIM
POCCUMICKOr0 perucTpa, CpPefHsAs pacrnpoCcTpaHeH-
HocTb [N B P® coctasnset 1,5 cnyyaa Ha 100 Tbic.
HaceneHus. TofbKO B OTAEMbHbLIX PErMOHaX 3TU NoKa-
3atenu gocturaiot 2,7-3,6 Ha 100 TbiC., B LENOM ke B
MOAaBMAIOWEM YACTE PETMOHOB PacMnpOCTPaHEHHOCTb
Huskasa — 1 Ha 100 Tbic. [19]. 3T0 roBopUT 0 3HaUN-
TeslbHbIX NpobfieMax B NepBylo o4Yepedb B AMarHOCTUKE
naumenToB ¢ ] B P®. Kpome Toro, obpaLlaeT Ha cebs
BHUMaHWe HW3Kasa pons nauuwertos ¢ NN ¢ rymopans-
HbIMM fed)eKTaMu B 0TEYECTBEHHOM perucTpe. lNpuyem
OCHOBHas 4YaCTb UX MPUXOAMTCA Ha NaumeHToB fo 18 et
[6], B TO BpeMsl KaK B 3apyBeskHbIX perucTpax 0ueBMaHO
npeobnanaHue B3pocrbix B faHHoi rpynne ML [20] 3a
CYeT KaK XOPOLLEW BbIKMBAEMOCTU NPU COBPEMEHHbIX
MeTofax Tepanuun, Tak 1 BonbLIoro Yncna naumMeHToB ¢
obLLert BapnabenbHOW HeLOCTaTOYHOCTbIO, YacTO MaHU-
decTupyioLLlen U AarHoCTMPYEMOW YKe BO B3POCIIOM
BO3pacTe.

CospaHHbIn HauuoHarnbHo accoumaumeit 3KkcnepToB
B obnactv MWL (HA3NWO) 8 2017 r. peructp NA0
cnocobcTBoBan, BO-NepsbiX, POPMUPOBaHMIO Heobxo-
OMMOM Konnabopauun CneumanucToB U3 pasHbIX perv-
oHoB Poccuu, Bo-BTOpbIX, NO3BOSIUIT HE TOSIbKO OMKUCaThb
ocobeHHocTn anupemuonorum MU B PO, Ho n obHapy-
MuUTb Bonbluoit pag npobnem [6, 19]. He mMeHee akTy-
anbHOW 3apayei paboTbl permcTpa sSBnseTCca UsyyeHne
ocobeHHOCTeN Tepanuu NauneHToB C YCTaHOBMEHHbIM
LMarHo30M B pa3nuuHbIx pernoHax Po.

[ns paHHOro mccnepoBaHWs BMepBbie 3a BpeMms
dhyHKULMOHMPOBaHNA pernctpa paspaboTtaH y3kocneum-
anu3npoBaHHbIN OMPOCHUK M CO3[aHbl AOMOHUTESIbHbIE
TEXHUYECKNE CTPYKTYpbl Ha OHNaiH-nnatdgopme.
AKTVMBHOE yyacTue Bpayen permoHasbHbIX LEHTPOB B
MPEensIoKEHHOM NPOEKTE MO3BOMAET yTBEPNKAATb, YTO
nepBbIi OMbIT NPOBEAEHUs NofobHOro pofa uccneno-
BaHW C MCNOMb30BaHWEM BO3MOXHOCTEN perucrpa
yCneLleH.

XapakTepucTuka BbIDOpKM BCEro permcTpa noka-
3ana, uto Tepanus BBUIT HasHauyaeTcs He TOMbKO
MmaunMeHTaM C KOMOMHMPOBAHHBIMU W FyMOpanbHbIMU
nedeKTaMu, HO 3MU30MYECKM U C ApyruMu dhopMamu
MAL, 4yTo HeOBXOAMMO YuMTbIBaTb MPU NIAHUPOBAHWK
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0bbeMoB obecneyeHnsa npenapaTamMu, KOTOpble BbIXOAAT
3a paMku notpebHocTen NauMeHTOB Ha perynspHoun
3aMecTuTenbHou Tepanun. Ha npuMepe 12 pervoHos,
KOTOpble Y4acTBOBaNM B LAHHOM UCCNEAoBaHUM, npope-
MOHCTpMpOBaHo, 4yto He MeHee 50-60% naumeHTOB C
MAL B KaKOOM PErMOHE HYXAAITCSA B LITUTENBHON pery-
NSPHON 3aMecTuTENbHON Tepanuun BBUT.

B pesynbTate nposefneHHoM paboTbl [OCTOBEPHO
BbISIBIEHO CYLLECTBOBaHUE HECKOJIbKUX npobnem, c
KOTOPbIMW CTaNKUBAIOTCA NPAKTUYECKN BCE NaLMEHTbI C
MUL BHe 3aBNCMMOCTM OT pervoHa npoxueanus. U ecnu
Kaxpasi B OTOENbHOCTM U3 3TnX Npobnem yxe cnocobHa
MPMBECTM K MOTepe KOHTponsa Hag 3aboneBaHneM, To uX
COBOKYMHOCTb HEMWHYEMO PaHO WNW MO3OHO NPUBELET K
Pa3BUTUIO JKU3HEYTPONKAIOLLIMX OCTTOMHEHUIA.

Hanbonee BaxHon npobnemoi ABnseTcA Heco-
BrilopeHne npepnucaHHbIX MHTepBanoB BeepeHus BBUI
BC/IEACTBME HeafekBaTHoro obecneyeHusa npena-
paTamu. o HawwuM HabniopeHnaM C TPyOAHOCTAMYU B
MoNly4YeHUN NpenapaToB CTanKMBanMCb HOMbLUMHCTBO
nauneHToB (61%), Kak B3pocnble, Tak 1 aetu. Mpu 3ToM
Cpenu B3pOC/bIX NALMEHTOB 4acTo OTCYTCTBME npena-
paToB NPMBOAMIIO K MOSTHOMY MPEKPALLEHMIO Tepanum.
B 60onblUIMHCTBE PErMOHOB YYaCTHUKM UCCIEA0BaHNS B
KauyecTBe MPUYUHBI TPYBHOCTEN ¢ npenapatamu BBUI
yKasblBanu 0TKa3 B 00OPMIEHUM UHBANMEHOCTM Nauu-
eHTaM no pgocTuskeHun 18 net. B pane cnyvyaes naum-
eHTbl Oblnu BbIHYXAeHbl obpalatbea ¢ xanobamun B
MCNONHUTESIbHLIE OPraHbl BMIACTU, BbIUIPbIBAs B KAXAOM
cnyvyae cynebHble npouecchl. 3HaUNTENbBHYIO NMOMOLLb
Kak B pa3oBOM obecrneuyeHuu mpenapatamu, Tak U B
MHCPOPMMPOBaAHUM M COMPOBOXAEHUM MO OPUANYECKUM
BOMpOCaM NauneHTbl NoflyyYanu oT bnaroTBopuTeNnbHbIX
doHOoB, B NepByio oyepenp hoHaa NOMOLLUM NaumeHTaMm
¢ N «MopconHyx»>. B eanHWUYHBIX criyyasx oTCyTCTBUE
Tepanuu y 6onbHOr0 0BBACHANOCH 0TKA30M pomuTenem
pebenka ¢ MU nnu B3pOCnoro naumeHTa oT NieyeHus B
CUJTy OTCYTCTBUSA B3aNMOMOHVMMaHWA C BPaYOM U Henpu-
HATWUS AMarHosa.

BTopow no 3HaumMmocTu npobnemoii sisnseTcs Bolbop
npenapara sl NOCTOAHHOW Tepanuu. [1na nauneHToB C
rymopanbHbiMi AediekTamn onpefensiowmM nokasa-
TeneM ABNSETCA NOAAEP)KaHWEe NPeaTpaHCcdy3MOHHOM
KoHUeHTpauum IgG Bbiwe 6 r/n. [axe npu afeKkBaTHOM
pexuMe Tepanuu ncnonb3oBaHue npenapatos BBUI,
KoTopble He MoryT obecneuntb nosbiwenune IgG po
LieneBbIX 3HaUYeHU npu cobniopeHnn fO3NPOBKM, He
BynyT uMeTb oxupaemoro adpcpekTa no crabunusaumm
COCTOSIHMA NALMEHTa U COKPALLEHUIO Yncra MHAPeKUm-
OHHbIX anu3ofos [21]. Tak, Mo HALWMM AaHHbIM, 60rb-
LUMHCTBO WCMOJIb3yeMbIX AN 3aMeCTUTESIbHOW Tepanuu
npenapatos (Okraram, MpusuoskeH, U.I. Bena) obecne-
ynBaloT TpebyeMbii NpeaTpaHCdY3NOHHbIA YPOBEHb
IgG npu cobniogeHnn HeobXoAMMBIX BO3 U KPaTHOCTU
BBeAeHus. VckniouenneM ssnsaetca abpurnobun-lgG —
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4-i no yacToTe UCMonb3oBaHWs npenapart. [ocnegHui
B NPOBELEHHOM UCCNENOBaHWUUN He Nokasan 3achdeKTus-
HOCTb B MOJLEPKAHWUMN afeKBAaTHOro NPeTpaHcdy3nOoH-
Horo IgG (pucyHok 4).

Kak MHorouucrieHHble npegsiaylime pabotsi [6,
7, 191, Tak 1 paHHoe uMccnenoBaHWe OeMOHCTPUPYIOT,
4TO HeapekeaTHasa Tepanua BBUI y naumenTos ¢ M1
MPUMBOAUT K YBEMWYEHMWIO YacTOTbl MHPEKUMOHHBIX
3MNW30[0B, B TOM UYKCIIE TSKENbIX, TPebylowmx BHeNa-
HOBbIX FOCNUTaNM3aUnn.

PassuBatowwmecs Ha nHdysun BBUI HeTsxenbie
HeXenaTesibHble SB/IEHNS, KOTOPble B OCHOBHOM BO3HM-
Kanu y naumeHToB, B BombLUMHCTBE CBOEM He TpeboBanu
KaKoro-nvbo neyeHuns, Tak Kak HUBENMPOBASIUCh YMEHb-
LLEHMEM CKOPOCTYM BBeAeHus npenapata. OgHako obpa-
LLaIoT Ha cebs BHUMaHWe 3HauMTesNbHble pasnnyna no
yacToTe pa3BUTUS NOBOUHBIX peaKkunin Mexay oThesb-
HbIMW HauMmeHoBaHusiMu BBUI. OueBupoHO, uTO Mpu
BO3MOXHOCTM Bblbopa BBUI crnepyeT nsberatb obecne-
YEHMS MaUMeHTOB BbICOKOPEAKTOreHHbIMM npenapa-
TaMmu. B HeCKOMbKMUX Cryyasx, Mo AaHHbIM OMPOCHUKOB,
B3POC/ble NaUMeHTbl C NOCTOAHHbIMU peakuMaMmn Ha
npenapaTbl NPOM3BOACTBa MUKPOreH Bbinu BbIHYXAEHDI
OTKasatbcs oT Tepanuun BBUIT, HecMoTpsa Ha noHUMaHue
PUCKOB Pa3BUTUS TSKENbIX MHCDEKLMA.

YuuTbiBas AMTENBHOCTb 3aMECTUTENBHON Tepanuu,
KOTOpas B HalleM UCCIIefOBaHWM yske pocTurana y
OTAENbHbIX MaLMEHTOB HECKOSbKUX AECATKOB NneT, U
HEYKIIOHHbIV POCT uMcna Taknx BorbHbIX, KpaiHe BaskHO
co3paBaTb UM KOMCOPTHbIE YCNOBUA ANIS NIEYEHNS C
MWHMUManbHbIM OTPbIBOM OT paboTbl K yuebbl. Tak, no
OaHHbIM eBPOMeNCcKOro perucTpa, B MOCnefHue rofbl
BonbLMHCTBO NaumeHTos (8182/15 840; 52%) Ha 3aMe-
CTUTESIbHOW Tepanuu UCNosb3yioT npenapaTbl UMMYHO-
rnoByrn1HOB ANt MOAKOXHOIO BBEAEHWS, YTO, BO-TEPBbIX,
obecneunBaeT nognepraHNe paBHOMEPHOW KOHLIEH-
Tpaumu IgG, Bo-BTOpPbIX, NO3BOMAET U3bexaTb BbIHYK-
OeHHbIX 0bpalleHuii B ambynaHc unv rocnutanusauum
B CTauMoHap Ans npoBefeHus nHdysum [21]. NaHHas
cdopMa BBefeHus He TpebyeT BEHO3HOrO AOCTyna, YTo
KpanHe BaKHO [AMA MauWMEeHTOB [AETCKOro Bo3pacTa.
bonblune Hafexabl Bo3naraloTcsa Ha To, YTo 1 B Poccuu
npenapatbl 41 NOOKOKHOIO BBEAEHUS CTAHYT BCKOpe
LUMPOKOZOCTYMHbI NauneHTaM. besycrnoBHo, apryMeHToM
ONS1 pacLUMpeHUs BO3MOKHOCTe UCMOoMb30BaHWs npena-
paToB NMOAKOXHOMO BBEAEHWS ABMSETCA N NEPCNEKTUBHOE
CHWXEHVe 3aTpaT Ha NeyeHne 3a CYeT YMEHbLUEHUS
yncra BbIHYXAEHHbIX FOCNUTanNu3auui U 3aHATOCTU
MEeOMLMHCKOro MepcoHasna, YTo NoaTBEepsKOAETCA HeOoq-
HOKpaTHbIMW UCCIIefoBaHUAMM B cTpaHax Esponbl [21,
22].

Mbi nokasanu, uto y 35% HblHe B3POCIbIX Nauu-
eHToB c W] 3amecTutensHas Tepanusa Bbina nHULKM-
MpoBaHa B JETCKOM Bo3pacTe. TakuM obpa3oMm, yepes
5-10 neT uucno naumeHToB, focTurwmx 18 ner, sHaum-

TENbHO YBENIMUNUTCA, U Harpy3ka Ha B3poC/ioe 3BEHO
MMMYHOJTOMMYECKOW MOMOLLM BO3pacTeT MHOMOKPaTHO.
B cnyuyae coxpaHeHusi Bcex BbISIBIEHHbIX Npobnem ¢
OTKa3oM B OPOPMIIEHUN MHBANUOHOCTW U Hapylle-
HWEM NpaB NaUMEeHTOB MO afeKBaTHOMY obecneyeHuio
npenapatamv BBUI™ Bonbluas koropTa LeecnocobHbix
B3pocnbix 6onbHbix ¢ MAL ByneT nonBeprHyTa pyuckam
pa3BUTUA PasfINUHbIX MHEKLMOHHbBIX OCIOMKHEHUHN.
Takumun 0bpasoM, ycunua neguaTpuyeckoro 3BeHa no
NOAAEPKaHMIO BLICOKOrO KavyecTBa KM3HU NaLMeHToB
¢ MI moryT okasaTbcst HanpacHbiMK. Bonee Toro, no
HaLUMM BaHHbIM, MPY TaKoOM HebnaronpuAaTHOM pa3BnTuM
cobbITUN cTOMMOCTb NeyeHus nauvenTos c MU byneT
pacTu 3a CYeT BbICOKOW CTOMMOCTM CTaLMOHApPHOIO
neyexusi, onnatbl 60NbHUYHBIX NMCToB 1 ap. [12].

B naHHoW paboTe 6bina mpennpuHATa MoOMbITKa
OLEeHUTb exeropHylo noTpebHocTb naumeHTtos ¢ MU
B npenapaTtax uMmyHornobynuHos. OgHako, yuuTtbiBas
HeMnosHyI0 PENOPTUPYEMOCTb O MaUMeHTax C JaHHbIM
3abonesanuneM B peructp MNMNO P, nonyyeHHble paHee
paHHble o runogmarHoctuke MWL B8 PO [6, 19], cnen-
CTBMEM Yero ABMIAETCHA HM3Kas MO CPaBHEHWIO C eBPO-
nemckuMmn cTpaHamu pacnpoctpaHeHHocTs NI B PO,
MOMHO YTBEpPKAaTb, UTO paccuMTaHHbIl 06beM BBUT,
HeobxoamMbIV OnA nevenus, TpebyeT KOPPEKTUPOBKM
N MOXET BbITb YBENMYEH B 3—5 pa3 npu yCroBun ynyu-
LLEHMS BbIBMSIEMOCTM AAHHOW KOrOpPTbl MaLMEHTOB.

Kak ye Bbino nokasaHo paHee B xofe hapMako-
3KOHOMWYECKOr0 aHanun3a, HECMOTPS Ha BbICOKYIO CTOM-
MocTb npenapaTos BBUIT, cBoeBpeMeHHOe Ha3HauveHue
perynsipHo/ 3aMecTUTeNbHOW Tepanuu no3BonseT
cTabunmanpoBaTb 3aTpaTbl Ha flEYEHNE MALMEHTOB C
MAI v npenynpeskaaeT poCT MEAWULIMHCKUX U HEMERULIMH-
CKMX 3aTpaT Ha Tepanuio peLmnanBmpyIoLLmMX MHAEKLMI 1
HEMHPEKLUMOHHBIX OCMOXKHEHWI, HEMUHYEMO pPa3BKBal0-
wmxcs 6e3 apekBaTHoro nedenus [12]. Momumo aToro,
B AaHHON paboTe AEMOHCTpPUPYETCS ynyylleHne Kauye-
CTBa XM3HW OeTel C rymopanbHbiMKM AediekTaMu Ha
doHe perynspHon 3amecTtutensHow Tepanun BBUI n
AOCTMKEHNE YPOBHA KayeCcTBa KU3HW 3[,0POBbIX feTew,
HEeCMOTpSA Ha NOCTOSHHYIO Tepanuio npenapaTtamv ans
BHYTPUBEHHOI O BBEAEHMS.

TakMM 06pa3oM, BblILLIEU3NOKEHHOE MO3BONSET
cdhopMynupoBaTb OCHOBHble NPOBMEMbI NleUeHWst naum-
eHToB ¢ MW, peLueHne KOTOpbIX B 3HAUUTESIbHON Mepe
YAYYLUUT KaYeCTBO KU3HM STUX NaLMEHTOB U MEAULIMH-
CKMe 3aTpaTbl Ha UX NeYeHve.

BJTIArOQAPHOCTb

KonnekTns aBTopoB BbipakaeT bnarofapHOCTb BCEM y4YacTHUKaM npo-
€KTa, KOTOpble HaLLM BO3MOMXHOCTb B CXaTble CPOKM NPOBECTU aHKe-
TWpOBaHMWe, Nnonaras OCHOBHOM LIESbIo MOANEPMaHNEe BbICOKOIO YPOBHS
OKa3aH1s MOMOLLM MauneHTaMm C NepBUYHbIMK UMMYHOREULIMTHBIMK
COCTOSHMAMM, HECMOTPA Ha TAXENYIo 3M1AEMMOSIOrMYECKyIo CUTyaLnio
B CTPaHe, a 3a4aCTylo 1 BOMpekn CoBCTBEHHOMY 3a0051€BaHMIO KOPOHa-
BUPYCHOW MHCDEKLIMEN, & TaKKe NauneHTaM 1 UX POAMTENAM 3a NOMOLLIb
B 3aMOSTHEHWM OMPOCHWKOB.
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MCTOYHMUK ®PUHAHCUPOBAHUSA
He ykasaH.

KOH®UKT UHTEPECOB

ABTOpr CTaTbW NoATBepaMIn OTCyTCTBME KOHq)J'IVIKTa WHTEepecoB, 0 KO-

TOPOM HeobxoanMo CooBLLUT.
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