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CraTbs rnocBssleHa aKTyaslbHbIM NpobaeMam nepBUYHbIX MMMYHOAedULNTOB B Poccuu 1 criocobam mx pelueHus. lNepBuyHbie
MMMYHOAEPULNTBI OTHOCATCSA K PeAKUM 60SE3HSIM, NO3TOMY OCBEAOMIEHHOCTb O AaHHOH MaTo/0rMn KakK B MEAULIMHCKOM
cooblecTBe, Tak u cpeamn 60JIbHbIX KpanHe HU3Kas. 3To NpuBOAMT K HECBOEBPEMEHHON ANarHOCTMKE M HeajeKBaTHOMY
JIEYEHUIO MauMEeHTOB, CTpadalolmx NepBUYHbIMU UMMyHoaedULMTaMu. CreaCTBMEM MO34HEro Havana Jie4eHUs SBasieTcs
PaHHSS MHBaIMAN3aLMSA M BbICOKasi CMEPTHOCTb 60/1bHbIX, @ TAK)KE BbICOKME 3aTpaThbl roCyJapcTBa Ha Ie4eHUE OC/I0KHEHUH
nepBUYHbIX UMMYHOAEDULMTOB U OMaaTy IMCTOB HETPYAOCMOCO6HOCTH. CBOEBPEMEHHAS M afeKBaTHas Teparnums B HacTosi-
Ljee BpeMsi No3BOJISIET HE TOJIbKO JOCTUraTh B3POC/I0ro Bo3pacta 6e3 npu3HaKoB MHBaAMAN3aLmMmu, BECTH aKTUBHbIN 06pa3
JKN3HW, HO U UMETb 340POBOE MOTOMCTBO. Y4UTbIBasi BbICOKYO CTOMMOCTb Tepanun, BO MHOIMX CTpaHax BOnpoc o6 obe-
crievYeHnn 60/1bHbIX XU3HEHHO HEOBXOAMMbIMM fpenapataMu ocTaeTcs HepelleHHbIM. O6LLeMMpPOBON NMPaKTUKOM SBASIETCS
rpuBeYeHne 06LLECTBEHHbIX opraHm3auni U ¢oHgos. OgHMM U3 GOHAOB, NOAAEPIKUBAIOLLMX 06pa3oBaTe/ibHbIe NPOorpam-
Mbl, pa3BuTHe 1abopaTopuit U Hay4YHbIX UCCAEeAOBaHMi B cpepe nepBUYHbIX MMMYyHoAepuuUToB, sBasetcs ¢oHa Jeffrey
Modell. C 2011 r. ¢ Uesnbto yayqLeHUs AUarHOCTUKM M Jie4eHNsT 60/1bHbIX NepBUYHLIMU UMMYyHOAEDULIMTaMn Ha TEPPUTOPHUU
Poccurickon ®epepaummn Havyana cBoe QYHKLIMOHMPOBAHUE CETb LIEHTPOB NEPBUYHbIX UMMYHOAEPULIMTOB MPU MNOAAEPIKKE
Jeffrey Modell Foundation (JMF-ueHTpoB). B cTaThe AaHa KpaTKasi XxapaKTepUCTUKa 4eATe/IbHOCTU LI€HTPOB.

Knio4eBbie cnoBa: nepBunyHbie UMMyHoaepuumnTsl, Jeffrey Modell Foundation.

(Bonpockl coBpemeHHou neanatpun. 2013; 12 (6): 73-77)

KAMHuyeckaa MMMyHONMOTMS — efBa /i He camas MMMYHHOW CWUCTEMbI, @ TaKXe O MMMYHOMAaTONOrMYECKMX
Mosiofas KiuMHMYecKkaa aucuunanHa. C oaHOM CTOPOHbI, COCTOSIHMSX, C [1PYrOoi — HaNM4yMe MHOMKECTBA HEPELLIEHHbIX
C 9TUM CBSI3aHO EXEerogHoe nosiB/ieHne 60JbLIOro KoJu- BOMPOCOB B WX AMArHOCTUKE W jnevyeHun. TeM He MeHee

4eCcTBa HOBbIX AaHHbIX O CTPOEHUU U GYHKLMOHMPOBAHUMU K 2013 r. Hay4Has rpynna BcemupHow opraHmMsaummn 3apa-
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Primary Immunodeficiency: Status of a Problem Today.
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The problems of primaryimmunodeficiencyin Russiaandthe ways ofsolving ofthemare discussedin thearticle. Primaryimmunodeficiencyis
a group of rare diseases, so awareness of this pathology in the medical community and among patients is very low. This leads to late
diagnosis and inadequate treatment of patients with such conditions. The result of the late beginning of treatment is early development of
disability, and the high mortality rate of patients, as well as the high costs of the treatment of complications of primary immunodeficiency
and sick-leave certificates for the government. Today in time and adequate therapy allows patients not only to reach adulthood without
signs of disability, and to lead an active way of life, but to have healthy children. Given the high cost of therapy in many countries, the issue
of providing patients with life-saving drugs remains unresolved. The global practice is to involve social organizations and funds. One of
the foundations supporting educational programs, development of laboratories and research in the field of primary immunodeficiency is
the Foundation of the Jeffrey Modell. A network of centres for primary immunodeficiency supported by the Jeffrey Modell Foundation
(JMF-centers) has started its functioning over the territory of the Russian Federation since 2011 in order to improve diagnostics and
treatment of patients with primary immunodeficiency. A brief description of activity of these centers is presented in the article.
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BOOXpaHeHUs Bblgenuna 6onee 150 dopm umMmyHoaedU-
umToB, cBbile 120 reHHbix gedeKToB; MAEHTUOULMPOBAHO
6onee 4500 mytauun [1].

B Poccun umMmMyHonorus nonyyduna cBoe pas3BUTUE
C MOMeHTa 06pa3oBaHus Kadeapbl No4 PyKOBOACTBOM Bblia-
lollerocst yyeHoro, akagemmka PAMH n PAH P.B. leTpoBa
Ha 6a3e MeaWUMHCKOro MHcTuTyTa um. H.W. lMnporoBa B
1974 r. Tonbko ¢ 1992 r. Kadeapa nonyynna cratyc Kiu-
HWYECKOM, M Ha Hen cTanu npenogaBaTtb dyHAaMeHTasb-
HYIO U KIIMHUYECKYID MMMYHOMOrmto. NepBoe MMMyHONOru-
yecKoe oTaeNieHMe Ha4vano CBOW AesaTenbHocTb B 1981 T.
Ha 6a3e MHCcTUTyTa UMMyHonorun B Mockee. K aTomy MOMeEH-
Ty 6bl10 3adMKCMpPOBaAHO Bcero 3 nauueHTa ¢ AMarHo3oMm
«[lepBUYHbIN UMMyHogeduunT (MNA). CoTpyaHMKamu 3Toro
otaenenus, Boarnaensgemoro M.H. ApueBbiM, 6biia npea-
npuHATa nepeas NonbiTKa co34aTb PEerucTp ydyeta 60/bHbIX
MnNA. K 1983 r. peructp HacuyuTbiBan yxe 54 nauueHTa,
K1991r.— 372 (18 Ho30n0orn4yeckux popm), a kK 2004 r. yuc-
110 N3BECTHbIX 60/bHbIX cocTaBuno 540 yenoseK (19 Ho30-
Jlornyeckux Gopm).

C nosiBIEHWEM HOBbIX 3HAHWN U 3PPEKTUBHBIX MOOXO-
OB K Nle4eHUI0 UMMYyHOAedULMTOB MauMeHThbl, cTpajato-
wne MU, ctanu BCTpedaTbCA HE TOJIbKO cpeau AeTew,
4yTO nMNOBNEKNO 3a cobon HeobXoAMMOCTb CO3[aHuUA
OTAENEeHNs MMMyHonaTonorun B3pochnbix. [epBoe oTae-
NeHne TakKe O6blo co3gaHo Ha 6ase [HLU «MHCTuTyT
UMMYHONOTUK».,

B HacTosiulee Bpema B MocKkBe nmeetca 4 oTgeneHus,
cneunanna3npylolMXcs Ha JNle4eHUn WMMyHoaedULUMTOB
y oeten (Ha 6ase PecnybiMKaHCKON AETCKOW KAMHUYECKOWM
60nbHULBI, B PegepanbHOM Hay4YHO-KIMHUYECKOM LIEHTpe
[ETCKOM remaTofiorMu, OHKOMOTMM U UMMYHOJOTMHK
uMm. Omutpusa Poradvesa, [etckon KB N2 9 um. I H. Cne-
paHckoro v B MHL, «<MHCTUTYT nMMyHOonormm» ®MBA Poccun),
n 2 otgeneHuns, npodunem KoTopbix ABASETCHS UMMyHOMNATO-
norusa B3pocnbix (Ha 6a3ze N'Kb N2 7 n MHL, <MHCTUTYT nMmmy-
Honorun» ®MBA Poccum).

MMMyHOAEDULINTLI OTHOCATCS K PeaKUM 60SIe3HAM, a cre-
[l0BaTeNbHO, OCBEAOMNEHHOCTb KaK MaLMeHTOB, Tak U Bpa-
4yen 06 3TOM NATONOrMKM OCTAETCA Ha KpanHe HU3KOM ypOBHeE.
MMeHHO noaTomMy cobpaTb UCTUHHbIE AAaHHbIE O pacnpocTpa-
HeHHocTw MW/l noKa He npeacTaBaseTcs BO3MOXKHbIM. bonee
10 net Ha3apg 6bl1 co34aH €BPONENCKUIA PErnCTp, KOTOPbIN
B HacTosllllee Bpems BK/IOYAeT B cebs 26 cTpaH u 6onee
10 Tbic. 60/bHbIX. MONbLITKM €O34aTb €AMHYKD POCCUMCKYIO
6a3y AaHHbIX MOKa He yBeHYanucb ycrexoMm. 3T0 cBs3aHOo
KaK C OrpOMHON Tepputopuen Poccuun, oTCyTCTBUMEM MPEEM-
CTBEHHOCTM MHOPMaLUK Y Bpayen (O4HM U Te XKe NauneHTbl
Habno4aloTCs B HECKOMIbKMX FOpofax MAW LIeHTpax O4HOro
ropoaa), NOAKIYEHUS K CETU MHTEepHET Yy Bpayen Ha pabo-
4yeM MecTe, TaK 1, 6e3yClI0BHO, C HU3KOW OCBELOM/IEHHOCTbIO
0 npobneme.

B 2010 r. ¢ uenbto co3gaHMsa 06LIEPOCCUNCKOro peru-
cTpa yyeTa 60nbHbix MU/ rnaBHbIM crneuuanuctaMm peruo-
HOB M OKPYroB 6bliv HanpaBieHbl NMCbMa, O4HAKO AaHHble
0 HanWyuKu nauueHTtoB, cTpagatowwmx MNI, 6ban Nony4eHbl
MeHee 4yeM oT 1/3 pernoHoB Poccuu. B psige cnydaes nHpop-
MaLMs Yy MNaBHbIX CMELManNCTOB Kpas O HalWyYMKM TaKuX
60/bHbIX Ha NOABELOMCTBEHHON TEPPUTOPMM OTCYyTCTBOBANA
BoOGLLE, N3 OTAENbHbIX PETMOHOB He 6bIN0 NOSTly4eHo oTBeTa.

Tem He MeHee, NpoBeas aHanu3 uMmerowencs uHpopma-
umn, B 2010 r. Mbl nonyYnnu gaHHble o 708 nauueHTax,
ctpagatowmx MU, npoxuBalowmx Ha Tepputopmnn Poccuu.
YauTblBas 70, 4TO AaHHas MHOPMaLMA OoTparkana CBeAeHuUs
TONbKO 1/3 BCEX PETMOHOB, TO, MO CaMblM CKPOMHbLIM MpPO-
rHO3aM, UCTUHHOE YMC0 6OMbHbIX AOMKHO 6bIN0 COCTaBNATb
He MeHblle 2124 YeNloBEK.

MN[ — 370 BPOXKAEHHbIE HAPYLUEHUSS UMMYHHOW CUCTE-
Mbl, CBSI3@HHblE C FreHETUYECKUMKU aedeKTaMu OJHOro MM
HECKOJNIbKMX MEeXaHW3MOB MMMYHHOW 3aluTbl: dparountosa,
ryMOPanbHOro M KNEeTO4YHOro 3BEHa, CUCTEMbI KOMMIEMEHTA
[2, 3], Hanbonee 4acTbiM MPOSIBIEHNEM KOTOPbIX SBASETCA
HEeCnocOBHOCTb OCYLLECTBNATb aAeKBaTHYO NPOTUBOUHOEK-
LIMOHHYIO 3aLLMTY.

YauTblBas Haanyme 4acTo PELMAUBUPYIOLLMX TKENbIX
MHOEKLMNIN, TPEBYIOWMX AIUTENBHONO CTaLMOHAPHOro feve-
HUS C NPUMEHEHMEM AOPOrocToslleE aHTUOaKTepuanbHOM
M NPOTMBOTrPUOKOBON Tepanun, NPUBOAALMX K paHHEN UHBA-
NMaM3aumMn M CMEepTHOCTH, NauueHTbl, cTpagatowue A,
paHee MMenu NI0XoM NPOrHO3 U ABASNUCH CEPbE3HBLIM COLLU-
anbHbIM 6PEMEHEM, HE TOBOPS YXKE O HU3KOM KayeCTBE XKMU3HHU
camMux 605bHbIX. TaKMM 06pa30oM, elle He TaK JaBHO AWarHo3
ML MOXHO 6bIN0 paccMaTpuMBaTb Kak npurosop. Y nauu-
€HTOB C TaxenbiMu dopmamu MU, TakKMmMK KaK, Hanpumep,
TSXeNnble KOMOWHWPOBaHHbIE GOPMbl MMMYHHOW HefgocTa-
TOYHOCTH, 6blna 100% neTanbHOCTb, U CMeEPTb HacTynana
npe1MMyLL,ecTBEHHO B JETCKOM BO3pacTe. HacTble 060CTPEHUS
XPOHUYECKNX MHODEKLIMIN TAXKENOro TeveHms y 60nbHbIx MAL
Cc aedeKToM B rymopasnbHOW 3alute (HapylleHue cuHTe3a
UMMYHOIN06YNIMHOB) GbICTPO NMPMBOAMIN K GOPMUPOBAHUIO
HeobpaTUMbIX U3MEHEHWK B OpraHax, MCKIYas BO3MOXK-
HOCTb B Aa/ibHEWLWEM peann30BaTb OCHOBHbIE COLManbHble
QYHKUMKN. B cBABK ¢ GECKOHEYHbIMM rocnuTanusaumsmu
W nepuogamu HEeTPyAOCMOCOBGHOCTU BO3HWMKAAU COXKHOCTU
C TPYAOYCTPOMCTBOM, CTpax NOBTOPHOro 060CTPEHMUS MPUBO-
AWM K OrPaHUYEHUIO NOBCEAHEBHOM aKTMBHOCTH, @ XPOHUYe-
CKMe BocnanuTenbHble NPOLEeCChl CyLLECTBEHHO TIMMUTUPOBA-
/I CNOCOBHOCTb MMETb 30POBbIX AETEN.

Euwe 20 net Hazag 3HaHuA o MN[ 6binv HE3HAYUTENbHbI,
a BO3MOHOCTM Nle4YeHUss — MWHMManbHbl. B HacToswee
BpEMSl CUTyaLMs M3MEHWnacb KapAauHanbHo. [losiBneHue
UMMYHOTN06Y/IMHOB, MOMYYMBLUMX @KTUBHOE MpPUMEHEHUe
B KayecTBe 3aMecTutenbHon Tepanuu ansa MU ¢ HepgocTa-
TOYHOCTbIO @aHTUTEN (KOTOpble cOoCTaBNAOT 0KoI0 80% BCex
dopm MANL), cywecTBEHHO W3MEHWIO MNPOrHO3 60JbHbIX.
CBOEBpPEMEHHO HavyaTas perynsapHas 3aMecTuTenbHas Tepa-
nusa B ageKkBaTHO Nogo6paHHON J03€e NO3BOSET NayMeHTam
3HAYUTENIbHO CHU3WUTb PUCK Pa3BUTUSA TAXKENbIX MHDEKLUM
[4], BECTM aKTUBHYIO COLMANbHYIO XW3Hb U Aaxe UMeTb 3[0-
poBO€e NOTOMCTBO [5].

MosiBNeHne BO3MOXHOCTU MPOBOANUTbL TPaHCMIaHTaLMIo
KOCTHOro Mo3ra y nauueHtoB c¢ N[, paHee MMEBLUMX
100% daTanbHbIM MPOrHO3 (BCNEACTBME TAXKENON KOM-
OUHUPOBAHHON MMMYHHOW HedoCTaTOYHOCTM W Ap.), Aano
MM LIAHC He TOSIbKO BbIXXWTb, HO U HE UMETb CMMMTOMOB
6051€e3HN B npouecce nevyeHus [6]. YuuTbiBas TO, YTO 3TOT
MEeTOA Tepanuu CcTan NPUMEHSATLCS CPaBHUTENbHO HEAABHO,
[JaHHbIX O JOrOCPOYHON NEPCNEKTUBE TaKMX B6ONbHbIX MOKa
HeJoCTaTO4HO, TEM He MeHee [OCTUTHyTble pes3ynbTaThbl
BAOXHOBASIOT.



Kak 1 anqa Bcex pekux 3abonesaHui, OCHOBHOM npobe-
mon MW/ aBnsgeTcs runogMarHoCTUMKa, BAeKyllas 3a coboun
HeajeKBaTHOE M HECBOEBPEMEHHOE fleveHune. KapTuHa ycy-
ryénsetcs eule u Tem, 4to cumnTombl MU 06bl4HO He 9BNS-
oTCa cneunMdUyHbIMK: Ha NEPBLIN NAaH BbIXOAAT CUMNTOMbI
6aHanbHbIX WUHPEKUUN OBpPOHXONeroyHon cuctembol, JIOP-
OPraHoB, KOXM W apyrne, 0CO6EHHOCTbIO KOTOPLIX ABASETCS
TSXKENoe TeYeHne U HeAoCTaToOYHbIM OTBET Ha CTaHAapTHble
neyebHble cxembl. NHorga B gebiote 3ab6oneBaHUA OCHOB-
HYIO POJib MOTYT UrpaTb racTPOUHTECTUHANbHbIE CUMMTOMBI,
aYyTOMMMYHHblE MPOSABAEHMS, 3/10KA4YECTBEHHbIE HOBOOG-
pa3oBaHus, KoTopble YacTto conpoBoxaatT MUA. C yyetom
NepeYnCcneHHoOro CTaHOBUTCS MOHATHO, YTO NOAOGHbLIX 60/b-
HbIX B CBOEM €XXeHEBHOWN NpaKTUKe MOryT BCTPETUTb Bpayu
N06bIX creynanbHOCTEN, NO3ITOMY 3HaHUSA O JaHHOW NaToso-
MK HEOOXO0AUMbI BCEM.

BbicoKkasi cToMMOCTb fiedeHua nauueHTta ¢ MU (6yab
TO 3amecTuTeNlbHas Tepanus, TpaHCniaHTauus KOCTHOro
MO3ra Wan Apyron BUA NeyYeHus) 1 ToT GaKT, YTo 3abonesBa-
HWe SBNSETCA PefKMM, BO MHOTMX CTpaHax, B T.4. B Poccuu,
NpMBOAAT K TOMY, 4YTO nauueHTbl, cTpagatowmne MU, obpe-
MEHUTENbHbI ANS COLMYMa M 3a4acTyto HaxoasaTcs 3a npeae-
naMyv BHUMaHusl O6LLECTBEHHOCTM M MpaBuUTENbCTBA. ITO
BfeYeT 3a CO60M OTCYTCTBME afeKBaTHOro GUHAHCUPOBAHUS
o6pasoBaTeibHbIX NPorpamm u neveHus. NpeasapuTenbHble
[aHHble nccneqoBaHnn No GapMakKodKOHOMUYECKOM addeK-
TUBHOCTM afekBaTHou Tepanuu [N/ nossonsoT caenatb
BbIBOA O TOM, YTO NpaBW/IbHO NogoGpaHHaa Tepanus, Aato-
Lasi BO3MOXHOCTb nauneHTam ¢ NN He nmeTb Npn3HaKoB
WHBaNMAnM3auun, 6onee BbIrogHa ANs rocygapcresa B LONMro-
CpoYHOM nepcneKkTuBe. K coxkaneHuio, B HacTosllLee Bpems
[JaHHble 1MccnefoBaHWs HOCHAT MWAOTHLIM XapaKTep, 3HaHUs
o MNMNJ cpean Bpavyer MUHUMasbHbI, aBCONOTHOE BOJbLLWH-
CTBO 60/IbHbIX HE UMEIOT YCTAHOBNEHHOIO AMarHosa, a nauu-
€HTbl C YCTaHOBNEHHbIM ANArHO30M OCTalTCA OAMH Ha OAWH
CO CBOeW 60/1e3HbI0 6€3 NOAAEPKKM rocyqapcTaa.

B peweHun noao6HbIX 3agay CYLLECTBEHHYH MOMOLLb
OKa3blBalOT 06LWECTBEHHbIE OpraHn3aumm n doHabl. OgHon
M3 TaKWUX OopraHusaLmn, npu NoaaeprKKe KOTOPOW MPOMUCXOo-
OUT aKTMBHas paboTa No aKTyasbHbIM BOMpocam NauueHToB
C JaHHOM natonoruen, assnaetcsa doHa Jeffrey Model.

Jeffrey Modell Foundation (JMF, CLUA) npeactaBnser
Co60M BCEMMUPHYIO HEKOMMEPYECKYIO OpraHM3aLnio, OCHO-
BaHHylo B 1987 1. Buku n ®pegom Moaenn B namatb 06 Ux
cbiHe xeddpu, ctpagaswem NI, KoTopbin ymMep B BO3-
pacte 15 net oT NHeBMOHWU. POHA co3haH ANs NOALEPK-
Kn dyHAAMEHTaNbHbIX U KIWMHUYECKUX UCCNefoBaHuM, pas-
BUTUS MMMYHONOTMYECKUX Nabopatopui, 06pa3oBaHus
Bpayen, OKa3aHWMA MOMOLWM NauMeHTaMu U UX CEMbSM,
NOBbILLEHNS 06LLECTBEHHOW OCBEAOMIEHHOCTM U NponaraH-
Obl. CeTb ueHTpoB JMF oxBaTbiBaeT MHorue crpanbl (CLUA,
KaHaga, MHorne pervoHbl A3uu, LeHTpanbHoro BocTtoka,
EBponbl) U HeyKNoHHO pa3dpacTaetca. OHa coCcTouT U3 ava-
FHOCTUYECKMX U UccneaoBaTenbCKux LeHTpoB JMF, a Takke
COTEH 3KCMEPTOB-UMMYHONOIMOB B aKaAeMUYECKUX KIWUHU-
YeCKMx 60MIbHULAX M MEAMUMHCKMX LWKonax. bnarogaps
doHay cospaeTcs obwasa 6asa gaHHbIX nauueHTosB ¢ MAL,
ocywectasetcs nHGopmaumoHHas NoadepIKKa Mo MOUCKY
crneuvanncToB-uMMYHOIOrOB, BeAEeTCS MPOCBETUTENbCKas
paboTa cpean Bpayen apyrux cneumanbHOCTEN.

CeTb ueHTpoB JMF HenpepbIiBHO paclunpseTcs, U B deB-
pane 2011 r. Ha4yan cBOW fAesTeNbHOCTb nNepBbit JMF-
LeHTp Ha Tepputopun Poccuitckon Pepepaumn. OH 6bin
o6pazoBaH Ha 6a3e HL «MHCTUTYT nmMMyHOonorMmM» OMBA
Poccun n TKB N2 7. B HacTosilee BpeMS CETb POCCUUCKMUX
JMF-LeHTpOB BKOYaET B cebs 5 eanHuL,.

Ha tepputopumn MOCKBbI:

e Ha 6ase MHU «MHCTUTYT MMmMyHonorum» ®MBA Poccumn
n Kb Ne 7;

e Ha 6ase PHKL petckor remaTonorumu, OHKOJOTUK
U UMMYHOSIOTMKU UM. OMutpusa PorayeBa (Hadvan CBOO
neaTtenbHocTb B deBpane 2011 r.).

B apyrux ropogax Poccuu:

e B aeKkabpe 2011 r. oTKpbIT JMF-ueHTp Ha 6a3e HUWN knun-
HMYeckon nmmyHonornn FbBOY BIMO «PocToBCKMI rocy-
[IapCTBEHHbIN MeAULMHCKUI yHUBepcutem M3 PO;

e B CaHkT-leTepbypre, Kak npodeccnoHanbHoe o06bean-
HeHne 3 opraHusaumn — PbYH «HUW anngemunonorum
U MUKpoburonoruun um. J1. Macrepar», BU3PM M4YC Poccumn
n KAU, CM6IrrMY (Takxke Havyan CBOW [eATeflbHOCTb
C oexkabpsa 2011 r.);

e B EKatepumHGypre B coctaBe ob6nactHon OKB N2 1 u
LleHTpa KAMHMYECKOW WUMMYHONOrMK (Havan CBOK Aes-
TenbHOCTb ¢ anpens 2013 r.).

Mpu nogaepxke doHga JMF B LeHTpax npoBoanTCS pac-
WUMPEHNE AMArHOCTUYECKUX MOLLHOCTEN: MOMMMO HOBBIX
BO3MOHOCTEN MpPOBEAEHUS Yriny6aeHHbIX UMMYyHOMOrnye-
CKMX MccneaoBaHWin B nocregHee Bpems aKTUBHOE pa3Bu-
TME MONYYUNIO TaKoe HanpaBfeHWe, KaK MMMYyHOreHeTUKa.
lMpoBeaeHne reHeTM4ecKoro obcneaoBaHnsa ABASETCS BaX-
HbIM MHCTPYMEHTOM He TONbKO 4151 MOCTAaHOBKM MPaBU/IbHO-
ro AnarHosa, Ho v ansa GOpPMMUPOBAHUS MPOrHO3a Ha AEeTo-
pOXKAEHME C Lenbio NpeaoTepalleHns HacnegosaHus MU,

C y4yeTOM TOro, 4TO COBPEMEHHbIE METOAbl JleYeHus
No3BONAIOT NaLUMeEHTaM AOXKMBaTb 40 AETOPOAHOrO BO3pac-
Ta, He06Xx0AMMOCTb GOPMUPOBAHNSA PEKOMEHJALMIM NO Beae-
HUIO GEPEMEHHOCTM U POAOB y AaHHOM rpynmnbl 60JbHbIX
npuobpena ocoboe 3HayeHue. lNpoBeaeHne KIMHUYECKUX
ncenegoBaHMn ansg GOpMUPOBaAHUSA pPEKOMEHAaLMN B pam-
Kax [oKa3aTenbHON MeAWLMHbl 3aTPyAHWUTENbHO MO 3Tuye-
CKMM coobpaxeHnsm. OHaKO CKPMHUHI OFPOMHOr0 4yucna
60/1bHbIX (TONIBKO B pamKax nporpammbl JMF obuee yncno
3apernctpupoBaHHbix MU/ B yKasaHHbIX LieHTpax 3a 3 roga
coctaBuno 1421 4yenoBeK) NO3BOMA NPOBECTU PETPOCNEK-
TUBHbIN M NPOCNEKTUBHbIN aHaIn3 Te4eHUss 6epeMEHHOCTH
M POJOB, a TaKXe 340POBbS HOBOPOXKAEHHbIX Y NaLUMEHTOK
¢ MNA, 4to, B CBOI o4epeab, Aano BO3MOXKHOCTb co3aaTb
nepBble METOAMYECKME PEKOMEHAALMW Mo BedeHuo Gepe-
MeHHOCTU y 60nbHbIX N/ [4]. Heo6X0AMMO OTMETUTb, YTO,
KOHEYHO, B3POC/0ro Bo3pacta AOCTMraloT Yalie nauneHTbl
C MeHee TsxenbiMn dopmamu MU, ogHaKo MNofnyyYyeHHble
[JaHHble rOBOPAT O TOM, YTO 3TW GO/IbHbIE HE TOIbKO MOryT
yCMewHo BbIHOCUTb 6EPEMEHHOCTb, HO U O TOM, 4TO BO MHO-
rMX cnyvyasix npu NpaBunbHOM BeaeHMU pebeHOoK poxaaeTcs
abCoNOTHO 340POBLIM [7].

MpocBeTuTenbcKasa paboTa, nposoaumas ueHtpamu JMF
3a TpexaeTHUn nepuoa GYHKUMOHUPOBAHWUSA, YKE OEMOH-
cTpupyeT obHadexuBatolme pesynbratbl. BBuay Hecneu-
MPUYHOCTU CMMNTOMOB ANs 6O0MblIMHCTBA GOPM NaTono-
MM B NOMOLLb BpayaM pas/iM4YHbIX CreunanbHOCTER Npu
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OGMeEH onbITOM

noaaepxke ¢oHaa JMF 6binv nepeBedeHbl M aganTupo-

BaHbl 6powtopbl, codepKaline mHbopmauumio o0 HacTopa-

MBAOWMX NpU3HaKax nmmyHogeduumuTa, no3sonsiolme

nauueHTam M BpavyaM He MponycTUTb AaHHYK NaToN0ruio

B MOBCEOHEBHOW nNpakTUKe. B 6polwtopax cpean npoyewn

nonesHon uHpopmaumnm npueeaeHo 10 HacTopaxKMBatoLMNX

npu3Hakos MNAI.

HacTtopaxkvMBatowmne npusHaku NEepPBUYHOTO MMMYHO-
nedbuumTta:

e 4 1 6onee otuta B rof;

e 2 1 6onee TAKENbIX 060CTPEHUA CUHYCUTA B rOf;

® aHTMOMOTUKOTEpanuUs B TedyeHne 2 n 6osiee Mec C Heao-
CTaTo4YHbIM 3D DEKTOM;

e 21 60nee NHEBMOHWUU B rOf;

e oOTCTaBaHue pebeHKa B pocTe U GU3NYECKOM Pa3BUTUN;

e noBTopsAlowMecs rMmyboKne abCLECChl KOXKM UKW BHYTPEH-
HWX OPraHoB;

°  peunanBupyloWas MOMOYHULA Ha CAN3UCTON 060/104Ke
pTa v rpMOKOBOE MOPaXKEHNE KOXKM;

® HeoOXOAMMOCTb MPUMEHEHUS aHTMOUOTUKOB BHYTPUBEH-
HO ANS LOCTUIKEHWS KOHTPONS MHDEKLIMOHHOIO NpoLecca;

e 21 6onee ann3o4a TAXKENON reHepann3oBaHHON UHDEK-
LMK, BKIIKOYasA CENTULLEMUIO;

e Hanuuune NN y yneHoB ceMbMm.

Nvuam, nmeowmm 2 n 6onee n3 10 nepevyncneHHbIx
HacTopa)kMBaloWMX MNPU3HAKOB, PEKOMEHAyeTcs MNpou-
TM obcnegoBaHune ana uckidenus MUA. MpusHaku 6bian
BblaeneHbl MegnMuMHCKUM KOHCYNbTaTUBHBIM COBETOM (OH-
na Jeffrey Modell.

AKTMBHaa npoceeTuTeNbCcKasd paboTa € npoBeaeHUeEM
Bble3HblX CEMWHAPOB W NEKLUMA He TONbKO AN MMMYHO-
JIOr0B, HO W ANS Bpayen Apyrux cneumnanbHOCTEN B paMKax
nporpaMmmbl JMF no3ssonuna cyuecTBEHHO NOBbICUTb BbISIB-
naemoctb M. O6uas gMHaMUKa rnokaslaTenien B LeHTpax
npeAcTaBiieHa Ha puc.

MpoBOAWTL CpaBHEHWE [aHHbIX pPasHbiX LEHTPOB
6b1/10 6bl HENMPABOMOYHO, MNOCKO/bKY MIOTHOCTb HaceneHus
Tepputopun Poccuun cywectBeHHO pasnuyaetcs. Kpome
Toro, B MOCKBE COCPEefOTOHEHO W MHOXECTBO OO0/bHbIX
MO n3 gpyrux pernoHoB Poccunn B CBA3W C HEBO3MOXHO-
CTblO MpoBefeHUs yrny6neHHbIX MeTogoB 06cneaoBaHms
Ha MecTax. O4HaKo U3MeHeHWe noKasaTesien BbIiBNSAEMO-
cTn 6onbHbIX ML BO BCcex uUeHTpax UMeeT oAgHOHanpas-
NIEHHbIN BeKTOp. Kpome Toro, TecHoe COTpyAHMYECTBO cne-
LManucToB LEHTPOB Mexay cob6oM no3BoNsgeT ulberatb
oy6bnupoBaHMa nauneHToB B 6a3ax AaHHbiX. C Havanom
paboThbl CETU POCCUNCKMX LeHTpoB JMF 04HOM M3 OCHOBHbIX
3afjay BHOBb CTano CO34aHWe BCEPOCCUMCKOro perucrpa
y4yeTa 605bHbIX MU/,

CoBmecTHO ¢ JMF-ueHTpamn 1 6narotBopuTeNbHbIM GOH-
oM «[ToaconiHyx» BeAETCS aKTUBHas nponaraHaa ¢ y4actmem
cpeacTB MaccoBon MHOPMaLMK, a TakkKe paboTa ¢ NnaumneH-
TamMu U UX CEMbAMMU.

MogBoas utor, cneayet OTMETUTb:

e 3aBpems paboTbl LEHTPOB NOCTaB/eH Ha ydeT 1421 naum-
€HT, U3 HUXx 324 nmetoT BrnepBble BEPUOULIMPOBAHHbIN
anarHo3, a 313 npoLin reHeTM4ecKoe TECTUPOBAHME;

e chopmMMpoBaHbl pEKOMEHAALNN MO BeAeHUID BepeMeH-
HOCTU M poAoB y nauuneHToK ¢ MNA;

® Be[eTcs aKTMBHas NPOCBETUTENbCKAs pPaboTa;

Puc. [JuHamMuKa nokasaTtenen BbisiBASIEMOCTU NEPBUYHbBIX
UMMYyHOAEDULMTOB B POCCUICKUX LieHTpax JMF ¢ 2011 no 2013 .
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® Hayana CBOW [eATeNbHOCTb MaLMEHTCKas opraHu3auuns
60nbHbIX NMNL;

e BO306HOB/NEHA paboTa Mo CO3[aHWI0 BCEPOCCUNCKOro
peruncrpa y4yeta 60/bHbIX.

MoBbllWeHWe YPOBHS 3HaHWUM BReYeT 3a COO0M HEYK/IOH-
HbI¥ pocT BbisBnsgemoctn MU/A. Mony4yeHHble JaHHble CBU-
[eTenbCTBYOT 0 ToM, yTo N[ cTanu BCTpeyaTbCcs ropasao
yallle, YeM cyuTanocb paHee. Pa3paboTKa COBPEMEHHbIX
MEeTOA0B 06Cnej0BaHNS NO3BONSET PaHblle ycTaHaBAMBaTb
npaBWbHbIA AMArHo3, a CBOEBPEMEHHOE JieyeHMe NO3BO-
NFEeT CYLEeCTBEHHO WM3MEHUTb MPOrHO3 GOJbHbIX. TOMbKO
coBMecTHas paboTa ChneunanucToB pPasfiMiHbiX ropoaoB
M obnacten, MaLMEHTOB U MX CEMEWN, BPavyerh CMEKHbIX
crneumnanbHOCTEN caenaeT BO3MOMXHbIM CO3J4aHUe eauHOM
6a3bl gaHHbIX 60MbHbIX TN/, 4TO B AanbHENLIEM NO3BOAUT
He TONbKO Nlyylle MOoHMMaTb MPO6GAEMY Ha KIMHUYECKOM
YPOBHE, HO M, BO3MOXHO, NPMBEYeT 06LIECTBEHHOE BHU-
MaHWe W aAMWHWCTPATUBHbIE PECYPCbl, CMOCOGHbIE CMe-
CTUTb pelleHne 310604HEBHbLIX BOMpPocoB 6onbHbix MN[
C «<MEpPTBOM» TOYKMU.

Hwe npeacrasneHa Pa6oyas rpynna JMF-LeHTPOB.

e MockKsa.
— Ha 6ase THL «MHCTUTYT umMyHOnorum» PdMBA
Poccun n 7-n TKB: A.M.H., Nnpod., 3acCnyxeHHbIN
Bpay PP T.B./latbiweBa; A.M.H., Npod., rMaBHbIN
cneuuanucT, annepronor-uMmyHonor lenaptameHta
3apaBooxpaHeHus . MocKBbl U. B. CIOPEHKO; A.M.H.
H.X. CetanKoBa; K.M.H. E. A. JlaTbilweBa.
— Ha 6ase ®PHKLL getckon remartonorMm, OHKOJSIOrMuU
N UMMYHOSIOTMK UM. AMUTpuUa Porayesa: A.M.H., Npod.
A.1O. Wep6uHa; N.H. CmupHoBa.
e CaHKT-lleTepbypr.
— ®BYH «HUWM anuagemmnonornn m MMKpPoOOGUOSIOrMK UM.
J1. Nactepa», BU3IPM MYC Poccuu, KAL, CN6IMMY:
npod., yneH-kopp. PAMH, rnaBHbIN KIMHUYECKUN
MMMYHOJIOI KOMWUTETa N0 3paBOOXpaHeHuto MNpaBu-
TenbctBa . CaHKT-leTepbypra A.A. TOTONSH; A4.M.H.,
npod. H. M. KanvHuHa; Bpay annepronor-mMmmMyHON0r
M. H. lycesa.
e PocTtoB-Ha-/loHy.
— Ha 6ase HUW KnnHuveckon wnmmyHonorun BOY
BIMO «PocToBCKNIM rocyaapCTBEHHbIN MEAULMHCKUI




yHuBepcute™ M3 P®: a.M.H., npod., 3acnyxeH-
HbI Bpay Poccuickon ®epepaunu, aupexktop HUN,
3aBeayoulas Kadeapon KIAMHUYECKOW MMMYHO0-
rmn n annepronorum MK u MMNC, rmaBHbIA BHELW-
TaTHbIM annepronor-ummyHosor M3 PO u HOxHoro

denepanbHoro okpyra JI.Tl. CU3SKUHA; K.M.H.
.. AHgpeeBa.
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