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K NMHMYECKass MMMYHOMOMMS — OfHa M3 CaMbIX MOMOAbIX
MeamumHCKMX cneumansHocTeri. OcHOBHas ee 3agada —
NMOMOLLb 60/1bHBIM C MEPBUYHBIMU U BTOPUYHBIMU MMMYyHOZeK-
LUMTHBIMW COCTOSIHUAMM.

Opa wn3yyeHus nepsuyHbIX uMmyHogeduumutos (ML) He
nMeeT TOYHOW AaTkl OTcyeTa: nepeble 3a6oneBaHns 3TOM rpyn-
nbl 661K onucaxbl B 30-x rogax XX Beka [1-3], ogHako Ha ToT
MOMEHT OTCYTCTBOBAIIO MOHMMaHWe Ux NaToU3nNoNorm, UMmy-
Honornyeckoro gedyekra, nexawero B OCHOBE, U COOCTBEHHO
caM TepMWH «UMMyHOZedUUMT» MOSBUICA HaMHOro no3f-
Hee [4]. Tem He meHee yxe B 50-60-e rogpl XX Beka npeg-
NPUHYMAanM ycneluHble MOMbITKA MaToreHeTMYeckoro ne4veHus
3TUX COCTOSHWI C MOMOLLbIO 3aMEeCTUTENIbHOM Tepanuu Yerno-
BEYECKUM MMMYHOrI00YNIMHOM, TPaHCMNaHTaumMm KOCTHOro Mo3-
ra [5, 6]. OnucaHne nepebIX reHOB, MyTauMM KOTOPbIX NPUBOAAT
Kk MO [7-9], o3HameHOBaNo HOBbLIA 3Tan B PasBUTUM KITUHU-
Yyeckon WMMMyHonorun. PaclimndpoBka MONEKYNApHO-reHeTu-
Yyecknx MexaHmamoB MV He ToOnbko MO3BONUNA pacLUMpUTb
CMEKTp TepaneBTUHYECKUX BO3OEWCTBUM (Hanpumep, passBuTune
reHHov Tepanun M) [10], HO 1 Npusena k 6onee rny6oKoOMy
NMOHNUMaHMIO (PYHKLMOHMPOBAHWUA TEX UMW WHbIX 3BEHbEB UMMY-
HUTETa B HOpMe.

Ha ceropgHawHWIA geHb onmcaHo 6onee 250 reHeTU4Yeckux
nedektos, nexawmx B ocHose MNM [11]. Knaccmudmkaums Ta-

KOW pas3HOpOZHOM rpynnbl 3ab6oneBaHn nNpeacTaBnseT 6esyc-
JNIOBHbIE CMOXHOCTW. B mocnegHen knaccudukaumm, NpUHATON
MexpyHapogHbIM COO30M MMMYHONornyeckux obuiects (Inter-
national Union of Immunologic Societies — IUIS), Bbigensior
9 ocHoBHbIXx rpynn ML, 60nNbLUNHCTBO N3 KOTOPbIX B CBOKO O4e-
peab nofpasfensioT Ha NoArpynnbl:

1. JedekTbl KNETOYHOro U ryMOopasnbHOro 3BeHbEB UMMYHU-
TeTa (B TOM 4YUCne BapuaHTbl THXENON KOMOMHUPOBAHHOW UM-
MYHHOW HepgocTaTto4HocTn — TKUH 1 MmeHee Taxenble KOMOUHM-
poBaHHble AedeKThbl).

2. Kom6uHunposaHHble WL, accouumpoBaHHble C CUHAOPO-
MasibHbIMU NPOSIBEHUAMM (B TOM 4ucne fedeKkTbl pernapaumnm
OHK v gp.).

3. MpenMyLLecTBEHHO fedeKTbl F'yMOPanbHOro 3seHa NMMy-
HUTEeTa (C OTCYTCTBMEM, CHUXKEHHbIM WM HOPMasbHbIM KOSK-
YecTBOM B-numdoumTos).

4. NN c umMyHHOW ancperynaumen (HacneacTBEHHbIE reMo-
haroumTapHble CUHAPOMbI, OedEKTbl PErYNATOPHbIX T-KNEeTOK,
ayTOMMMYyHHbIe NMdonponudepaTusBHblie CUHOPOMbI, UMMYH-
Hasa aucperynaums ¢ nopaxeHnem KuleyHuka, MHTepdepoHo-
natum 1-ro Tuna).

5. KonnuyecTBeHHble 1 KayeCcTBEHHble AedeKTbl haroumToB
(BpOXAEHHbIE HEUTponeHun, AedeKkTbl NOABMXKXHOCTU daroum-
TOB, AeeKTbl PECNMPaToOPHOro B3pbIBa).
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6. [edeKTbl BpOXXAEHHOro MMMyHUTETa (MEHAENeBCKas YyBCT-
BUTENMbHOCTb K MWKOOAKTEpPUsM, 3NMAepMOonsasus, 4YyBCTBU-
TeNbHOCTb K BUPYCHbIM MH(PEKUMAM, YyBCTBUTENBHOCTb K MHBA-
3MBHbIM MMKO3aM 1 ap.).

7. AyToBocnanutesnbHble 3a60f1eBaHus.

8. DedeKTbl cucTeMbl KOMMNEMEeHTa.

9. ®eHokonuu NN, BbI3BaHHLIE COMATUYECKUMN MYy TaLUAMWN.

Takum o6pas3om, B HacTosiLlee Bpemsi OnucaHbl reHeTu-
Yeckne AedeKTbl BCEX KOMMOHEHTOB MMMyHUTETA. BomnbLunH-
CTBO MyTaLMi MPUBOOMT K NOTEpPEe (PYHKLMN COOTBETCTBYHOLLUX
reHOB, O[JHAKO YacTb MyTaLUi BEAET K MNOCTOSAHHOW aKTMBaLumu
reHa [12].

MexaHuambl Hacnegosanus M naBHO BbIWM 3a npegenbl
npasvn TpaguuuoHHOM MeHOeneBCKoW reHeTukn — npu MAO
heHoTMN 3a60neBaHNs 3aBUCUT He TOSbKO OT AediekTa TOro unm
MHOrO reHa, HO 1 OT TuMa u Nokanusauum myTaumm B CTPYKType
reHa, OT BMMSAHUSA FE€HOB-MOAN(UKATOPOB M COMATUYECKUX MY-
Tauumn, a Takxe OT anureHeTnyeckmx dakropos [13].

C akcnepumeHTansHon Todkn 3penusa MWL npepctaBnsoT
CO6ON YHUKamNbHYIO €CTECTBEHHYIO MOAENb ANA U3y4YeHus dak-
TOPOB YYBCTBUTENBHOCTM K pasnu4yHbiM uHdekumam. M0
BapbMpPYOT OT COCTOAHUIN C MHPEKLIMOHHOWN YyBCTBUTENBHOCTHIO
K O4€Hb LLMPOKOMY CMEKTPY MaToreHOB, BKIOYAOLLEMY GakTe-
pun, BUPYChbl, FPUOKM 1 YCIOBHO-NMATOreHHY0 doriopy (Hanpumep,
npy TKWH) [14], B[O COCTOAHWIA C N30IMPOBaHHOM YyBCTBUTEb-
HOCTbIO K OTAENbHBIM NaToreHam (Hanpumep, gedekT peuenTo-
pa nHTepnenknHa-12, NpMBoAsALLMA K HyBCTBUTENBHOCTU K MUKO-
6akTepuam [15], unn pedekt TLR3-nyTW, NpuBOAALLMIA K pas-
BUTUIO repneTnyeckoro sHuedanura [16]).

ELLe 60nee CNoxHy0 KaTeropuio ¢ TOYKU 3pEHUs ANarHoCTu-
ku npegctasnatoT ML ¢ NCKNIUYNTENBHO ay TOMMMYHHBLIMU MPO-
ABMEHVAMKN, HanpuMmep, 3abonesaHus U3 rpynnbl CUHOPOMOB
MMMYHHOW aucperynaummn (nedekt reHa BIRC, FOXP3) [17].
MHOrMx Takmx mauueHTOB paHee Habnwojanu gpyrue cneuma-
JNINCTbI (SHOOKPUHONOMM, raCTPO3IHTEPOSIOr 1 Ap.), U OHU NONy-
Yanu MacCUBHYIO 1, Kak NpaBuio, ManoddgeKTUBHyIO Tepanmio
00 Tex nop, Noka He BO3HMKAO MOHUMAHWUE MMMYHONOMMYECKMX
OedeKToB, Nnexalimx B OCHOBE ayTOMMMYHHbIX 3a60neBaHui,
M UX fIEYEHNE He NepeLusio Ha Ka4eCTBEHHO APYron, natoreHe-
TUYECKWUI ypoBeHb [18].

Taknm o06pa3om, 3a nocfiegHre rogbl U3 KpamHe pegkux 3a-
6o0neBaHnn ¢ e6OTOM B paHHEM BO3pacTe B BUAE YrpoXaroLmx
XU3HW nHdekumn MNLO KoHuenTyanbHO NPeBpaTUInCL B OTHO-
CUTENIbHO pacnpocTpaHeHHble (oueHuBaemasa 4actota [MA[
1:10 000 [19]) 3a6oneBaHWa HApYLLUEHHOIO KOHTPOSSA 38 UMMYH-
HbIM FOMEO0CTa30M, KOTOpbIE MOFYT BMEpPBble NPOSBUTHCA CaMOWN
pasnnyHoOn CMMNTOMATMKON B IIO60M BO3pacTe.

B cBs3K ¢ 9TUM BO3HUKIIO U NOHMMaHME H606XO)1VIMOCTVI Ha-
CTOPOXXEHHOCTU B OTHOLLUEHMM NOTeHUManbLHoOro auarHosa Mg
cpeau pasfiMyHbIX CNeumanncToB, U He TONbKO AeTCKUX. JaHHbI
HOMep XypHana COgepXuT NoAGopKy NybnukauuMm Ha Temy
M1, Hanbonee akTyanbHbIX B NPakTUKe reMaTosiora/oHKonora.
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