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COBPEMEHHOE COCTOSAHHUE BOIIPOCA TIMATTHOCTHUKHA U JIEYEHUA
HNEPBUYHbLIX UMMYHOIE®UILIUTOB
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ABTOpaMH paccMOTPEeHA UCTOPHS PA3BUTHS JUATHOCTHKH M JeYeHMs] TAKOI0 HEU3JIe4YuMOro 3a00JieBaHus, KaK
NepBUYHBbIH UMMYHoAehHUUT. IT0 3a00/ieBaHHe MpeACTaB/sgeT co00H aKTyaJbHYH H CJI0KHYHI Hpodjemy,
BBbI30B /lJIsl COBPEMEHHOIH KJIMHHM4YecKoil MequuMHbl. C OJHOI CTOPOHBI, €ro OTHOCAT K PeIKHM, OTCIOJa
CJI10KHOCTh B AnarHoctuke. C A1pyroi, y 3Toro 3adojieBaHHsl MHOKeCTBO JIUL — 0YeHb BbICOKAs BapHadeIbHOCTh
€ro KJIMHMYeCKNX nposisjeHuii. JleGroTupyer 3a6o1eBaHue Yaie Bcero B 1eTCTBE, Aaie PpaHHEM MJaJeHYecKOM
Bo3pacTe, OJHAKO CHEeNUAJMCTHI, paloTamue ¢ 3TOW TIPyNNoil NANMEHTOB, He MMEIT AOCTATOYHBIX
KOMIIeTeHIMH [JIsl ero BBLISIBJEGHMA Ju00 BOBce He BCTpPeYAJHCh ¢ 3TUM 3abosneBaHueM. OTclona emie oJHA
CJI03KHOCTh — TEMIIOPAJIBHBIH PA3pPbIB MEXKIy HAYAJIOM 3200/1¢BAHHS H €r0 aleKBaTHOH quarnoctukoil. Ucropus
BO3HUKHOBCHHSI 3HAHMI 0 NEPBUYHBIX HMMYHOAe(UIMTAX HACUYHUTBIBACT BCEro HECKOJIbKO AecaTmiaeTnii. B
€TaTbhe PACCMATPHUBAIOTCH MPOOJeMbl TUATHOCTHKHY M OKA3aHHUS MANMEHTAM ¢ NePBHYHBIM HMMYHOAe(GHIHTOM
MeIMIUHCKON IOMOLUM, CBSI3aHbI OHU € HEJOCTATOYHOCTHIO HMH(popManuu o 3a0o/eBaHuM. B pa3au4HBIX
CTPaHAX MHpa Ha 0a3e HcC/IeJ0BATEeJbCKHX MHCTHTYTOB WJIM MEIHMIMHCKHX IEHTPOB CO3/1al0TCH HAay4YHbIe
TPYyIIIbl, 3aHUMAIOLIMeECH U3yYeHHeM 3THX 3a00JieBaHMil, cucTeMaTu3anueil MHGpOpMaluM 0 HUX, B TOM 4YHCJIe U
MOCPeCTBOM CO3JaHHIi PerucTpoB 3THX MNANMEeHTOB. TOJNbKO COBMeCTHbIe YCHJHSI HAa HANHMOHAJIbHOM H
MeKHAIMOHAJbHOM YPOBHE CMOTYT MOMOYb MALHEHTaM.

KnroueBble cii0Ba: NalMeHThl, IEPBUYHbIE UMMYHOAS(HULINTHI, AUATHOCTHKA, PETUCTD, BPOXKICHHBIE OLINOKH
MMMYHUTETA.
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The authors reviewed the history of the development of diagnostics and treatment of an incurable disease as a
primary immunodeficiency. This disease is an urgent and complex problem, a challenge for modern clinical
medicine. On the one hand, it is classified as rare, hence the difficulty in diagnosis. On the other hand, this
disease has many people — a very high variability of its clinical manifestations. The disease makes its debut most
often in childhood, even in early infancy, however, specialists working with this group of patients do not have
sufficient competencies to identify it or have not met with this disease at all. Hence another complication - the
temporal gap between the onset of the disease and its adequate diagnosis. The history of the emergence of
knowledge about primary immunodeficiencies is only a few decades old. The article discusses the problems of
diagnosis and provision of medical care to patients with primary immunodeficiency, they are associated with
insufficient information about the disease. In various countries of the world, on the basis of research institutes or
medical centers, scientific groups are being created to study these diseases, systematize information about them,
including through the creation of registers of these patients. Only joint efforts at the national and international
level can help patients.
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HcTopus snuaeMuii COMPOBOXKIAET UCTOPUIO PA3BUTHS MOMYJISIIAN YEIIOBEUECTBA, KOTOpast
Ha TPOTSDKEHUM CTOJIETHH Obljla TOJBEpKEHAa MHOXKECTBY WHQEKIMOHHBIX 3aboneBanuil. OHuU
SIBJISJTUCH OCHOBHOM MPUYMHOM cMepTHOCTH HaceneHus: B Cpeanue Beka. Tak, HanpuMep, B AHIIINU
B cepeaune XIX Beka 60% cmepreit OblTH BbI3BaHbI HH(DEKIIMOHHBIMU 3a0o0neBanusimu [1, c. 197],

1 9Ta JO0JIA ObLIa CIIIC BBIIIC BO BPCMsI SMUAESMUM. HHq)CKI_II/IOHHBIC 3a0o0seBaHus OBIIM CaMBIMH



MHOTOYMCJICHHBIMU, YacTO MpHOOpeTanu pa3Mepbl NaHAEMHUH. OTO MNPUBOAWUIO K BBICOKOU
CMEPTHOCTH B PaHHUX BO3pacTax, YTO CBOMCTBEHHO MCTOPUYECKUM IIEPHOJAM O IPOMBIIUICHHON
peBomtony. Pa3BuTHe MeOMLMHBL, W300pEeTE€HHE BaKIMHALMM, IOBBIIMIEHHE TI'MTHEHUYECKON
KYJIbTYpBl HACEJICHUS MPUBEJIN K CHHYKEHUIO CMEPTHOCTH OT MH(PEKIIMOHHBIX 3a00neBanmii B XX B,
YTO OTPa3WJIOCh Ha POCTE MNPOJOJDKUTEIBHOCTH >KU3HM HaceleHusi Bcex cTpaH. Oxxunaemas
MPOJIOJKUTEIILHOCTD JKU3HU B Hallel ctpade Bbipocia 3a 100 jmet Gonbire yeM B 1Ba pasza. B 2018
T. CpEIHSA NMPOJOJIKUTENIBHOCTD )KU3HU JOCTUTIIA CBOEI0 HCTOPUYECKOTO MAaKCUMyMa U COCTaBUIIA
72,9 rona.

Llenp uccnenoBaHusi — M3y4YEHHE CTENEHM pa3pabOTaHHOCTH MPOOJIEMBbl AMATHOCTUKHU U
JE€YeHHUs] TEPBUYHBIX HMMYHOAE(QUIMTOB, BBIICHEHHE OCHOBHBIX HampaBleHUl paboT Ha
HallMOHAJILHOM W MEXHALMOHAJIBHOM YPOBHE C LEJIbI0 CHW)KEHHS CMEPTHOCTH IallUEHTOB U
MOBBILIEHUS KA4ECTBA UX JKU3HU ITOCPEICTBOM PaHHEW JUArHOCTUKH M aJIEKBATHOTO JICUEHMS.

[To3uTuBHBIE pe3ynbTaThl B 00pbOe ¢ MH()EKIMOHHBIMU 3a00JIEBaHUSMH TPOHM3OLUIN 10
Oonpielt crernenn B kKoHIe XIX — Hawame XX B. Omaromapsi pa3BUTHIO THTUCHBI, TPOPUITAKTHKE
3aboseBaHui, pa3paboTKe U MPUMEHEHUIO MPOTUBOMH(EKIIMOHHBIX MpenapaToB.

Jlnst Toro 4ToOBl OMKCATh Pa3BUTHE UCCIEIOBAHUN U PabOTy ¢ MAIMEHTaMH C NEPBUYHBIM
nummyHogepumutom (ITMJ]), paccmorpum ocHoBHble mnoHsATHA. [IMJ[ — 3TO «BpOXIEHHBIE
HapyIIEHUs] HUMMYHHOW CHCTEMBI, CBSI3aHHbIE C T€HETUYECKUMH JePEeKTaMH OJHOTO WIU
HECKOJIbKUX MEXaHU3MOB MMMYHHOW 3aIlUThI: (aronuros3a, ryMOpPajJbHOTO U KJIETOYHOTO 3BEHA,
CHCTEMBbl KOMIUIEMEHTa, HauOojiee 4YacThIM MPOSBICHUEM KOTOPBIX SIBISETCS HECHOCOOHOCTh
OCYILIECTBIIATH aJIEKBaTHYIO IPOTUBOMH(EKIIMOHHYIO 3aLIUTY» [2, c. 74].

NMMyHHUTET — 3TO cI0c00 3alUThl BHYTPEHHETO MOCTOSIHCTBA OpraHU3Ma OT >KUBBIX TNl U
BEIIECTB, HECYIIMX Ha cebe NPU3HAKM TEHETHYECKH uyKepoaHoW wuHpopmauuu. Jlroau,
BOCTIPUUMYHBBIC K UHPEKIIUU, UMEIOT OCJIa0JIeHHbII IMMYHUTET K HHPEKIUN (MMMYHOIEHUIINT).
YenoBeyeckasi MPeapacloio)KeHHOCTh K MHPEKIUMH OTpa)kaeT OYeHb Pa3HOOOpas3HbIe CUTYaIlUH,
HauMHAs OT YPE3BBIUAHHO pEAKMX MyTalUd C BBICOKOW TPOHUKAIOMIEH CHOCOOHOCTBIO Y
OTAENBHBIX JIIOAEH W 3aKkaHuMBas OOIIMMHU MyTalMsAMH, OOYCIOBIMBAIOIIMMH  BBICOKHH
MOMYJISUOHHBIN  aTpuOyTuBHBI pucK. Benp ecnu wusHauanpHo [IMJ] cumrtanu peakum
3a00J€BaHUEM, TO CETOJIHS NMPHUXOAUT MOHMMaHHE O 0ojee IIMPOKOM PACIPOCTPAHEHHUU €ro B
nomyJsiuu. BpoxxieHHbIe OIIMOKN UMMYHUTETA SIBIISIFOTCS] CKOpEe MPaBUIIOM, YEM UCKIIFOUEHUEM.

IlepBuuHbIi HMMMYHOAE(UIUT OTHOCHUTCS K HACJIECACTBEHHBIM 3a00JIeBaHUAM, H3-3a
KOTOpPOr0 HapyIIaloTCsl MEXaHW3Mbl HMMYHHOM 3alllUTBI, B PE3YyJIbTaTE€ YErO YEIOBEK CTAHOBUTCS

BOCIIpUUMYUB K I/IH(I)CKI_II/ISIM, MMPOSABIACT CUMIITOMBI aYTOHMMyHHOfI IaToJIOru, OHKOJOIuu 1 T.A.
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[TepBoe omucanune I[IN]] Obuto cmemano O. Bbpyronom B 1952 1. (Mmmuuoiic, CHIA),
KOTOpBI 00paTWJl BHMMAaHHE Ha CBOETO MAaJIOJIETHETO TMAalMeHTa, CTPAJaloIlero YacThIMU
WH(EKIMOHHBIMUA 3a00JIEBaHUSMU BEPXHUX M HUKHHUX AbIXaTeNbHBIX myTel (14 mHeBMOHUI, He
CUMTas OTUTOB, CHHYCHTOB, CETCHca, MEHUHTHTA 3a 4 rona). OH yCTaHOBHII, YTO B CHIBOPOTKE
KPOBH TIallMEHTA TIPAKTHUYECKH OTCYTCTBYIOT TamMma-¢ppakuuun Oenka. O. bBpyron ommcan
3a00j7€BaHe W TPUMEHWJ BHYTPUMBIIIEUYHOE BBeIeHHEe wuMMyHornoOynuna (IgG) [4].
Bnocnencteuu Tonpko B 1993 1. Oynet HaliieH reHeThYecKuid JeeKT, IeTePMUHUPYIONINA JaHHOE
3a0o0yieBaHMe, a MPUYMHA TAKOTO COCTOSHUS - CHIMKEHHE KOJIMYECTBA MMMYHOTJIOOYJIHMHA — 3TO
3aboJieBaHne araMMariooyuHemust bpyToHa wim X-crieruienHast aramMariiooynuaemus (X-CA).

Korna Bbicokasi cMepTHOCTh mepecTaja ObITh HOPMOM KHM3HH, B KOTOPYIO BOIUIM H
AHTHUOMOTHKYU, ¥ BaKIMHOMPO(UIAKTHKA, CTald BO3HUKATH BOIPOCHI, MOYEMY HEKOTOPBIC IOIU
0ojee ToOJBEp:KEeHb WHQPEKIMOHHBIM 3aboieBanusM. Bo BTopol momoBuHe XX B. TOSBICHUE
ONIIOPTYHUCTHYECKUX HMH(PEKIUH MNpUBEIO K TOHMUMAHHWIO HAJIWYUS  WHIAWBHUIYATBHON
BOCHPUMMYHUBOCTH K UHGekuusaM. boiee TOro, mMoBbIIIEHHAs BOCIPUUMYHMBOCTH HHOI/IA
HalIo1ajach Y HEKOTOPBIX YJICHOB OJHOM CeMbH MPHU OTCYTCTBUU €€ y Apyrux. Takum oOpaszom,
OBLIO YCTaHOBIEHO, YTO B HEKOTOPHIX CIy4asX BOCHPUUMYUBOCTh HOCHIJIA HACIEIACTBEHHBIN
XapakTep, 4To, B CBOIO 04Yepe/lb, 00yCIOBUIIO TOHUMAHHUE MIPUPOIBI IEPBUYHOTO UMMYHOACPHUIHTA
KaK KJIMHUYECKOTO MPOsBICHUS 1e(heKTOB UMMYHHBIX MEXaHHU3MOB.

Uctopuueckuii nepuoa mnosiBieHUss W pa3BuTus 3HaHuid o I[IMJ] ocTtaeTcs HECKOJIBKO
pa3MbIThIM. Tak, mepBbie onucaHus 3a001eBaHMiA, BIOCIEACTBUN OTHECeHHBIX K [IM]], Oblin naHbI
emnie B MepBoi monoBuHe XX B., IPU TOKA €Ie MPH MOJHOM OTCYTCTBUHU SI3bIKA MMMYHOIIOTHHU.
TepMHUHOB «MMMYHOAC(PUIINT» U «IEPBUYHBIA UMMYHOACQHIUT» emie He cymecTByer. 3aTem O.
bpyton ommceiBaer  oTCyTCTBHME TamMma-(pakmuii  y cBoero manueHnrta. [losiBieHue
MMMYHOIJIOOYJIMHOB (MCIIOJIb30BAaHME HMX B KAaueCTBE 3aMECTUTEIBHOW TepamuH) CYIIECTBEHHO
W3MEHHUJIO TIPOTHO3 TEYCHHS TaKUX 3a00jeBaHWi Ha TO3UTUBHBIN. [IpaBuibHO momoOpaHHAs U
CBOEBPEMEHHO peaju3yemas 3aMEeCTHTENbHAas Tepanus T[03BOJSET MalMeHTaM 3HAuYUuTEeIbHO
CHU3WTHh PHCK WHBAIMIU3AIMHU, PA3BUTHS WHOEKIWH, JETAIbHBIX HCXO0NOB. Yxke B 1960-¢ rr.
peanuszyercsi jeueHue OonbHBIX c [IW][, HampaBieHHOe Ha OTrpaHUYCHHE WU YyCTPaHEHHE
MPOSIBJICHUH 00JIE3HU MOCPEACTBOM HUMMYHOTJIO0YIMHA.

i mporpecca B uccienoBanusx u jedeHuu [IN]] ObII0 HEOOXOAMMO MEXTYHAPOTHOE
corpyaaudectBo. Eme B 1969 r. 10 HanmuoHaNbHBIX COOOIIECTB OOBCAMHWINCH W YUPEIHIH
MexnyHapoAHBIE  COI03  UMMYHOJIOTHUECKHX  oOmiecTB.  WHCTUTyHHMOHANIM3alus  3TOTO
oobenunenus (IUIS) mpouzonuta B 1971 r., korna coznanu MexayHapoIHbIN SKCIIEPTHBI KOMUTET
mo npobneme ITNJ]. B 1987 r. mosBuncs ¢oun Jeffrey Modell Fondation (JMF), co3manubIii
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cbopa mHPOpPMAIIUN Pa3TUIHBIME OOIIECTBAMHU M OPTaHU3AIMSAMH CO3/AI0TCS MH()OPMAIOHHBIE
peCypChl — perucTpbl. B paznuuHbIX cTpaHax JaHHAs EATEIbHOCTh BEAETCSA AOCTATOYHO HMIMPOKO.
Co3maercs macmrabHas 6asa paHHbiXx — peructpoB: CEREDIH (CopaBouHblif LEHTp 1O
NepBUYHBIM uUMMyHonepunmram, @Ppanunus), ESID (Espomneiickoe oO0IIecCTBO MO H3Yy4YEHHUIO
UMMYHOJE(PUIUTOB), LASID (JIatuHOAMepHKaHCKOE 0011eCTBO 1o H3Y4YECHUIO
nmmyHoaeunutoB), USIDNET (Cets o u3ydennro ummyHoaeduiutos B CILIA) u mp.

Coznanmne perucTpoB MOMOTAET YUYEHBIM M KIMHHUECKUM BpayaM, OHH CITy>KaT UCTOUHHUKOM
nH(pOpMaNNY, 3HAHUN B MPUHSATHUH PEIICHUNH OTHOCUTEILHO KIMHUYECKOTO JICYCHUS MAI[MEHTOB.
I'mobGanpable perucTphl manueHToB ¢ [1MJ] MO3BONSIOT HCIIOJIB30BaTh WH(GOPMAIUIO BO BCEX
CTpaHax, B TOM YHUCJIE U T€X, B KOTOPBIX HE CO3/IaHbl CBOU, HAIIMOHAIBHBIE PETUCTPHI 3, C. 6].

Emie ogno HanpaBneHue paboT MOCIEIHUX JECATUICTUN — CO3/IaHHe PErHCTPOB MAI[HEHTOB
c MU B cyb6wekrax Poccuiickoit @eneparuu [6, c. 368]. BeaeHwe perucTpoB MO3BOIHIO
CUCTEMATHU3UPOBATh NALUEHTOB 0 HO30JIOTHSM Ha TEPPUTOPHUAX, CPOPMUPOBATH UX KIMHUYECKUI
U colMabHO-AeMorpauueckuil MOpTpeT. OTO OKaKeT CBOE [O3UTHBHOE BIMSHHE Ha
COBEpIICHCTBOBAHNE TEXHOJOTUIN TUArHOCTUKYU U jeueHus nanueHToB ¢ [IN/]. Ognako cocrosiHue
paboT MO BEJEHMIO HAI[MOHAJIBHOTO PETHUCTpa HEb3s NpHU3HATh HIeaTbHBIM. B poccuiickom
peructpe Ha utoib 2019 romga Owio 3apeructpupoBano 2472 mamumenta ¢ [IM]], B Hero Bomuia
paspo3nenHas nHpopmanus u3 83 cyopekToB Poccuiickoit Deaepanmu [7].

[ToTpeboBanoch HECKOIBKO NECATUIETUN, YTOOBI ONMUCATh U KJIACCU(PHUIIMPOBATH EPBUYHBIE
uMMmyHoaebuuTel. MccnenoBatenbckuii nporpecc Obul MuHuManeH. OnHako yke B KoHie XX —
Hauvasie XXI B. mpou3zonuio crpeMurenbHoe pazBuThe B quarHoctuke 11M/], B Tom ymncne 6xaronaps
M300pETEHUI0 HOBBIX TEXHOJOTUN HCCIEJOBAHMS: IOJHOIN€HOMHOTO MM IOJHO3K30MHOI'O
CeKBeHMpoBaHu4 [8, c. 396].

J.M. T'aGnynnuna ormevaer, yto B 2013 r. HayyHas rpynna BO3 Beinenuna Gonee 250
dopm nmmyHnonedunuros, [UIS unentudunuposano 6onee 4500 myranmii [9, c. 13]. 3ToT cimcok
noctostHHO pactmpsiercs. A.JO. lepOuna ykas3pIBaeT, YTO CEroAHS M3BECTHO 10 MEHBIIEH Mepe
250 mepBUYHBIX MMMYHOJEHUIUTOB, OONBIIMHCTBO W3 KOTOPBIX HMEIOT PacHpOCTPaHEHHOCTh
menee | Ha 50 000 poxnenuit [10]. Ilo ganHeiM uccnepoBarened A.A. MyxuHour u ap., 70%
oompHBIX ¢ [IM]JI, mpu mnpeacTaBIeHHOCTH BCEMHU BO3PACTHBIMH TpPyNIaMH B HACEICHUU,
coctaBisroT et Ao 18 mer [11, c. 27]. Ha camom nene He u3BectHO TouHOE unciio [TU]I, u moboe
W3 HHUX TIOKa HE OKOHYATeJIbHOE 3HAueHHEe, TaK, HEKOTOpble aBTOpPbl YKAa3bIBAIOT, YTO HAa
CeTOAHSIIHUYN 1eHb n3BecTHO Oonee 300 pasnoBuaHocteit [T/ [12].

Kak cnenctBue, B HacTosmiee Bpemsi cymiectByer Oonee 450 I/, ommcaHHBIX U
KJIACCU(UITUPOBAHHBIX B 9 pa3nmuuHbix Kareropusx [13]. Jlonroe Bpemsi, BIUIOTh 10 CETOMHSIIIHETO

momeHTa, [TN]] otHOCHIN K opdaHHBIM 3a007€BaHUSIM, MIPEIOIaras, 9YTo pacinpoCTPAaHECHHOCTh B



HaceJleHUH ero oyeHb Maia. llocTeneHHO, ¢ pacIIMpeHUeM 3HAaHUW O MEPBUYHBIX
uMMyHoJehuITaX, Onaromapss  pa3BUTUIO  TEXHOJOTMH UM  NPUMEHEHHI0O  CKPUHHUHTa
HoBopoxkaeHHbIX Ha [N (mampumep, CIHIA), crano npuxoauTh MHOHMMAaHUE, YTO JaHHOE
3a0oJIeBaHNE HOCUT HE HACTOJBKO pelakuil xapakrep. Hampumep, mo onenkam skcrneptoB JMF, Ha
3emuie KuBYT mopsigka 10 mmaa venoBek ¢ [IHU] [6, c. 368]. B cBsizu ¢ pacuiupeHueM 3HaHHI B
0o0JacTM HMMMYHOJIOTUH TPOUCXOJUT TOCTOSHHBIA MepecMoTp HUHPOpMAlMu O MEPBUYHBIX
UMMyHOJehUIIUTaX, MEHsIeTCsl HayuyHbId s3bIK. Tak, skcmeptsl [UIS perynspHo akTyamusupyror
knaccudukanuto [T1U]] u pa3memaror ee Ha cBoeM caiitre; B 2017 rogy UMHU MpeAsiosKeHO 3aMEHUTh
HAaUMEHOBAHHE «IICPBUYHBIC IMMYHOAC(HUIIMTE Ha «BPOXKIACHHBIC OMMOKH nMMyHHTETa» (BOW)
[14, c. 20].

OOBIYHO TEepBUYHBIE WMMYHOJACHUIUTH MaHU(ECTUPYIOT B paHHEM JAeTcTBE. Meauko-
couuayibHas npoOiieMaTHKa JaHHOTO 3a00JIeBaHMS 3aKIIOYAeTCs B TOM, YTO OHO, B CBSI3U €TO
CJI0KHOCTBIO M MHOKE€CTBEHHOCTHIO KJIMHUYECKHUX IMPOSIBICHUHN, C OMO3AAHUEM JUAarHOCTUPYETCS
MEIUIIMHCKUMHU CIeNHMaJIUCTaMH TEPBUYHOIO 3BEHA. Y Bpayeil-meinaTpoB HET HEOOXOAMMBIX
KOMITETEHITHH JIJIsl MPOBEACHUS YCIEIIHON TUAarHOCTHKH, Y HEKOTOPBIX OTCYTCTBYIOT Aake Oa30BbIe
sHanus o [11]]. HemanoBakHBI U CTpaTeruul MOBEACHUS POAMUTEICH «UaCTOOONCIONINX)» JETeH,
OOBIYHO OHM HE MPHUAAIOT YACThIM MH(EKIUSAM CEpbEe3HOr0 3HAUYEHUS, HE MPEJCTABIISIIOT, YTO 3TO
MOJKET OBITh AETEPMUHUPOBAHO FEHETUYECKUMU AePeKTaMU UMMYHHOU cucTeMbl. CrieliaabHO JUIs
poauTeneld co3gaHO KpaTkoe mocobme «l2 HACTOpaXMBAKOIIMX TMPU3HAKOB TEPBUYHBIX
UMMYHOJEUIIUTOB», OOHapyx)eHHe 2 u Ooyiee MPU3HAKOB U3 KOTOPBIX SIBISETCS MOBOJIOM ISt
oOparieHus K Bpauy-umMmyHosory [14].

Cy1iecTByeT TeMIOpaIbHBIN pa3pbiB MEXIy MaHu(ecTanuen 3a00IeBaHusI U TTOCTAHOBKOM
nuarfHos3a. Yacto ObIBaeT, 4yTO JAMArHO3 CTaBUTCS MO3MHO — pedeHok-marueHT ¢ [IW]] momyuaer
TSOKENYI0 WHBAaTUAHOCTh WM morubaer. I[lo maHHBIM HamuX HCclIeAoBaTeNei, TeMIOpaIbHBIN
paspsiB y nauueHToB ¢ [IM/] cocraBnser ot 1 mecsana no 17 ner. MeananHoe 3HaU€HUE COCTABUIIO
27 mecsnes [11, c. 28].

HeoOxonumo n1oOuBaThCs COKpAIlleHUs! 3TOrO pa3pbiBa, a B UJeaNe - €ro NpeJoTBpalleHUs
nocpeactsoM BeisiBieHUs [IMJ] no ero knuHumyeckux mnposiBieHUil. CaMbIM MEPCHEKTHUBHBIM,
OJIHAKO HE JICHIEBBIM METOJIOM, 3/1€Ch BUAUTCS HEOHATAJIbHBIN CKpUHUHT. IMEHHO 3Ta TEXHOJIOTHUS
U TO3BOJIUT BBISBJIATH J€TEH, KOTOPbIE HYKAAIOTCS B MEAUKO-T€HETUUECKOM CONPOBOXKIECHUH, TaK
kak BbIsBUTH [IMJ] Ha OCHOBEe KIMHMYECKHX JaHHBIX OBIBA€T OYCHHb CJIOXHO. 3a0oJieBaHUE
MUMUKpUpYyeT mon Apyrue 3aboneBanus [15, c. 10]. Eme onHa W3 HacymHBIX MpoOieM —
OTCYTCTBHE €JUHOI0 IPOTOKOJA MPOBEACHMS KOMIUIEKCHOW AMATHOCTUKHM C IIEJIbIO BBISBICHUS
MEPBUYHOT0 UMMYHOZE(PHUIINTA U TIOCIEIYIOMIETO JeueH!sl HoBopoxkaeHHbIX nereit ¢ [TN]] [16, c.

211].



Bce 3T0 mpHBOAWT K CONMANBbHO-KOHOMHUYECKHM TpoOiemam. Tak Kak, MO OLEHKaM
skcriepToB, 10 70% ciydaeB 3a00JeBaHUS OCTAIOTCS HE OUArHOCTUPOBAHHBIMU, IO3TOMY B
OTHOLICHUM 3TUX TAlMEHTOB TMPOBOAMTCSA HEAJACKBAaTHOE JIEYCHHE, KOTOpPOe TMPHUBOIAUT K
HEONIaronpusATHBIM TPOTHO3aM, TKENIbIM ¢GopmaMm TeueHHss Oone3Hu. COOTBETCTBEHHO 3TO
JIOKHTCS TSDKEIBIM (PMHAHCOBBIM OpeMEHEeM Ha CEMBIO TIAIMEHTa U TOCYJapCTRBO.

Pa6ora ¢ OompubiMu ITIN]] TpeOyer Hammuus cnemuanmcToB. B Poccum kxypc mo
UMMYHOJIOTUM cTan u4uTateess B HoBocuOupckoM yHuBepcurere B 1965 1. Ha Meauko-
o6uosiornueckoM Qaxyabrere, B 1970 r. — Bo BTOpOM MOCKOBCKOM MEIUIIMHCKOM HHCTHTYTE.
[lepBas xadenpa ummyHonoruu coznana B 1975 r. (3asenyromuii P.B. IleTpoB), ¢ aToro momenra
poccuiickasi IMMYHOJIOTHS TIOJIy4HyIa CBOE LIMPOKOE pa3BUTHE.

IlepBoe MMMYHOJIOTHYECKOE OTIEJIEHHE Haudajio CBOIO JesTenbHOCTh B 1981 r. Ha Gasze
WHcTuTyTa MMMyHOIOrMM B MOCKBE, CErOJHS TakuxX OTAeleHui B ctoiuie udereipe. K 1983 r.
yeunusamMu M.H. fIpueBa Obu1 co3jaH MepBbI PErucTp, KOTOPBIM HACUUTHIBAN YK€ 54 manueHTa c
NepBUYHBIM UMMYyHOAepuunTOM. KOHEYHO, pa3BuTHE KIMHUUYECKOW MMMYHOJOTHMH IPOUCXOIUT U
B peruoHax. Tak, ¢ 1986 r. B CBep/ioBckoil obsacTi paboTaeT 00JaCTHOM LEHTp KIMHUYECKOH
MMMYHOJIOTHHM. 3a 3TH TOABl B pa3iauuHbIX cyObekrax Poccuiickoit denepanyu OTKPBITHI
MMMYHOJIOTHYECKHE LIEHTPbI, BCero ux ceroans 19 [17].

bonee 10 nmet Hazan ycunusimu EBpomnelickoro oGmiecTBa MMMYHOACHHUIIUTHBIX COCTOSHUN
(ESID) ©pin1 co3man eBpomeiickuii peructp OompHbIX I[IMJ] [18], kotopsii oO0bemuamn 40
rocyapcTB 1 BKItoUmI B ce0s 0onee 20 000 yenoBek U3 HAIIMOHAIBHBIX PETUCTPOB JAHHBIX CTPaH.

Taxke crour ynoMsHyTh [laHaMepuKaHCKyIO TpYMIly HO HM3Y4YEHHI0O HMMYyHoAeduuuTa
(PAGID) [19], nepssiit peructp B CIIIA 6b11 coznan B 1993 r. Baustaue storo peructpa Obuio
OTPOMHBIM, 3TO YCKOPWJIO TpPaHCIJIAHTAIIMIO KOCTHOTO Mo3ra mpu Hekotopeix [TWJL [20].
[TanamepukaHckas rpynmna no uzydeHuro ummyHozaepumura (PAGID) coBmectHo ¢ EBponelickum
obmectBoM uMmMmyHonepunuTHeIx coctossHuid (ESID) paspaboranu eawHble IMArHOCTHYECKHE
CTaHIapThl, Benercs pabora 1O pa3paboTke BeO-aNrOPUTMOB, KOTOpPBIE MOTYT IOMOYb
CIIeIIMAIMCTaM BCEro Mupa B AUarHoctuke u jeueHuu [TA]].

3akiaovenue

Takum oOpa3oMm, mNEepBUYHBIA HMMMYHOAEC(DUIUT SIBISETCA CEphE3HBIM 3a00JIEBaHUEM,
KOTOpO€ YacTO MPUBOJUT K MHBAIMU3ALUU NAllMeHTOB (27%) u netanbHbIM ucxonam (11%) [21, c.
235]. Uctopus wm3ydeHusi 3Toro 3adoJjieBaHusi U OOphOBI ¢ HUM HacuuThiBaeT 60 sner. B mammx
cujlax cjienaTh TakK, 4ToObl 3TO 3a0o0JieBaHME IepecTano ObITh (haTalbHBIM, HMOBBICUTH KadeCTBO
KHU3HU TAIMEHTOB, BelIb 3TH 3a00JeBaHMS HOCAT XPOHMYECKHH XapakTep, JJISATCS BCIO >KU3Hb.
OCHOBHasl CIIOKHOCTb JIEYEHHSI ITOrO 3a00JI€BaHMs B CTpaHaX, IJ€ HE pealn3yeTcs HEOHATaIbHbII

ckpununr Ha [IU]], — quarHoctuka. B cBsi3u ¢ Te€M 4YTO CyIIECTBYET OrpOMHas BapuaOEIbHOCTD



KJIMHUYECKUX MPOSBICHUI TeueHUs] O0JIE3HH, 3TO OCJIOKHAET AMArHOCTUPOBAHME OOJIE3HU Aake
nociie MaHudectanuu 3a0ojieBaHUS, YTO YBEIMYMBAET PHUCKM WHBAJIMAM3ALMM MAllMEHTa U
JIETaNbHOTO UCXOAA.

Jlns pemieHust 3TOM MpoOIeMbl CHJIAMH MHOTHMX YYaCTHHKOB KaK POCCHIMCKOTO, TaK M
MEXAYHapOAHOIO ypOBHS Ipujaraercs MHOro ycuiauil. Bo MHoOrux crpaHax co3aaHbl
HalMOHaJIbHBIE COI03BI TI0 padote ¢ [T/, nmmyHoOMOTHUECKHEe 00IIecTBa, paboTa 3Ta MPOBOIUTCS
mox orunoil MexayHapogHoro coro3a uMmMmyHosorndeckux obmects (IUIS), Bceemupnoit
opranuzaiu  3apaBooxpaneHusi (WHO). OcHoBHble pa®oTbl HampaBieHbl Ha CO3JaHUE
YHUBEPCAJIbHBIX MPOTOKOJOB JWAarHOCTUKU M JIEYEHMs MALMEHTOB, CO3/1aHUE PETUCTPOB,
paspaboTky u amantamuio kinaccudukanuu I[N mo renernmueckuMm nedexkraM KOMITOHEHT
ummynurera (IUIS).

Bbixon 37ech — MpHUHATHE HAIMOHANBHOM mporpammbsl mo Oopwbe ¢ IIMJI, co3manue
HAIIMOHAJILHOTO ~ POCCHICKOTO  pEerucTpa ©  BBEIEHHE O00S3aTEeIbHOTO CKPUHUHTA IS
HOBOpOXAeHHBIX Ha [1M1]], pa3BuTHE MepBUYHBIX 3HAHUN 00 ATOM 3a00JICBAaHUHU KaK Cpeu Bpadeii-

neanarpos, Bpaqeﬁ CMCKHBIX CHGHH&HBHOCTCﬁ, TaK U Cpean pOHHTeHeﬁ HOBOPOXKACHHBIX.

Mamepuanot cmamvu  NOO20MOGICHbBI  AGMOpAMU  HpU noooepycke  zcpanma  POOH
Ne 18-29-14059 «llpaeosvle u Imuueckue acnekmovl MEXHOIO0ZUN 2eHOMHBIX UCCIE008AHULL NPU 8POHCOCHHBIX
OULUOKAX UMMYHUNIEMA) .
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