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Beenenue

[TepBuunbie uMmyHoaeduuTHbie cocTostHUs (ITMJIC) — 3TO rpymma TsSKenbIX TeHeTUYECKH Je-
TEPMUHUPOBAHHBIX 3a00JI€BaHN, 00YCIOBICHHBIX HAPYIICHUEM CIIOKHOTO KAacKaJa MMMYHHBIX
MexaHu3MOB 3amuThel opranu3Ma. Yacrora [IMJIC TouHO He ompeneneHa, B 3aBUCUMOCTU OT
(dopMbl 3a00JI€BaHUS U COCTOSTHHSI CHCTEMBI 3/IPAaBOOXPAHEHUS OINPEICIIEHHON TEPPUTOPUHN 3EM-
Horo mapa, yacrora BeisaBiasieMoctu [IMJIC coctaBnsger ot 1:800 mo 1:5.000.000. B cpennem,
yactoTa 3aperucrpupoBaHHbiX Tspkenblx [IMJIC na tepputropun Espomel, CIIA cocrasiser
1:10000 (manHas 3a00JI€Ba€MOCTh CpaBHHUMA C 3a00JIeBAEMOCThI0 MYKOBHCIIMI030M, (PEHUIIKE-
tonypueii). Yacrora 3a6oneBaemoctu B Poccun ITMJIC u o oTnenbHBIM HO30J0THAM B CTPYK-
type [IMJIC nocToBepHO HE M3BECTHA, MOCKOJIbKY B PD oTMeuaeTcs BbIpakKeHHAs THUITOJUArHO-
cruka [TMJC. D10 MOXKET OBITh CBA3aHO C HECKOJBKUMHU MPUYMHAMH. BOJBIIMHCTBO TSKEIBIX
I[MN/IC neOCroTUPYIOT B paHHEM AETCKOM BO3pPacTe W MPU OTCYTCTBHU CBOECBPEMEHHOMW JHArHoO-
CTUKU M a/IEKBaTHOW MAaTOI€HETUYECKOW TEpanmuu MPHUBOJAT B KOPOTKHUE CPOKHU K JIETAIbHOMY
UCXOJy B CBSI3M C Pa3BUTHEM HH(EKIIMOHHBIX OCIOKHEHHH. B HEKOTOPBIX KIIMHUYECKUX Cllyda-
ax [TMJIC B nebrote 3a007eBaHNs UMEIOT «MACKW» IPYTHX TSDKENBIX 3a00JICBaHMIA: ayTOMMMYH-
HBIX, T€MAaTOJIOTMYECKUX, AJIEPTUYECKUX, IHIOKPUHOIOTUUECKUX, OHKOJIOTUYECKUX, BPOXKICH-
HBIX JUCTUHE3WH. TakKe CTOMT OTMETHTh HU3KYI0 MMMYHOJIOTHYECKYIO JabopaTopHyro 6azy B
pernoHax Poccun, oTcyTcTBHE MPEEMCTBEHHOCTH B IIPOBEEHUU BBICOKOTEXHOJIOTUYECKOTO 00-
CJIEZIOBAaHUS, TEHETUYECKUX AHAJIN30B MEXAY PEerHoHamMH WU (peepalbHbIM LEHTPOM, HU3KYIO
OCBEJIOMJICHHOCTh TNEAMATPOB, TepaneBTOB, Bpauei obmieit npaktuku B otHomeHuu [TUJC. C
JIpYroi CTOpOHBI, YacToTa BbIsiBIeHNs HEKOTOpbIX [IM/IC naxke B BBICOKOPa3BUTHIX CTpaHax Ha-
CTOJIbKO Maja, YTO OTCYTCTBYIOT ONpPEIEIICHHbIE JUarHOCTUYECKUE KPUTEPUU BepuUKALIUU JTH-
arHo3a. Bce BblmeckazanHOe 0OBSICHAET OTCYTCTBHE CKPUHHHTA M YETKUX aJITOPUTMOB I10 BBISIB-
nenuto [TAJIC.

B 2003 r. EBpormeiickuii OOIIECTBEHHBIN MPOEKT MO 3J0POBBI0 CPOPMYITHPOBAI MPO-
rpaMMy, Ijie peakue 3aboneBaHusi ObUTH OOBSIBICHBI «IIPUOPUTETHHIM HampaBieHruem». OCHOB-
HbIC HampaBJIeHUs paObOTHl ObUTM 0003HAUEHBI CIEAYIOMMM 00pa30M: HEOOXOAUMO YIydIICHUE
MH(OPMUPOBAHHOCTH MEIUILIMHCKOTO MEpCcoHaNa U OOIIEeCTBEHHOCTH, CO3JaHHe O0IeeBporeii-
CKOM KiaccuduKalim, co3ganue peepeHCHBIX IEHTPOB, a TAKXKE JIOCTYIMHOCTh Teparuu (B mep-
Byto ouepenp — BBUI') Bcem GonbhbiM ¢ [TUJIC. K coxanenuto, persiaMeHT pabOThl CHCTEMBI
3apaBooxpaHeHusi B PO Ha TaHHBIII MOMEHT HE IMO3BOJISIET B MOJHON MEPE MPUMEHUThH JaHHBIE
IIPUOPUTETHBIE HanpasiieHus: Ha Tepputopun P®. CornacHo nposeneHHsiM B 2007 rony ucciie-
noBanusaM B CIIA gacrota [TMJIC cocraBmna 1:1200, a Bpems no nocranoBku auaruosa [TUJIC
coctaBuiio B cpeaneM 12,4 r! Ipudem y 49% nanuentos [1M/IC k MmomeHTy TOUHOH Bepuduka-
MU JTMarHo3a UMEJMCh CTOWMKHE HeoOparumbie u3MeHneHust opraHoB BeneacTeue MJC. C sko-
HOMUYECKOH TOYKHU 3pEHHs 3aTpaThl HA AUArHOCTUKY U JedeHue nanueHtos ¢ [IMJIC 6e3 coe-
BPEMEHHO BepU(PUIIMPOBaHHOIO AuarHo3a B 7-10 pa3 mpeBocxoasT oOuiue 3aTpaThl Ha MOAJEP-
JKUBAIOLLYI0, 3aMECTUTEIBHYIO Tepanuio y nanueHTos ¢ aokasanHsiM [IM/IC. CnenosarensHo,
pa3paboTKa YETKUX JAUAarHOCTUYECKUX aJTOPUTMOB IO PaHHEW JUArHOCTHKE U BEICHUIO Malu-
enToB ¢ [IM]JIC, paumoHnansHOM Tepanuy, aJanTUPOBaHHBIX K Tepputopun Poccuiickoit denepa-
I[MY, MOBBIILIEHUE HACTOPOKEHHOCTH Bpadel BCeX CIEUAIbHOCTEM, OCOOEHHO NEeAUaTpoB, IO
otHomeHuo kK I[MNUJIC, nHpopMupoBaHHOCTh HACEIEHHS MO3BOJIAT YIYUIIUTh JUATHOCTHKY, Te-
panuio, MOBBICUTH KayeCTBO >KU3HH, MPEIOTBPATUTh PAHHIOW WHBAIMM3ALIMIO, pa3pabdoTaTh
METO/Ibl COLIMAJIBHOM aJanTaliy MMallueHTOB, CHU3UTh CMEPTHOCTD, YBEIUYUTDH MTPOJOJIKUTENb-
HOCTb U3HH, T.€. YIYUYIIUTh OOIIUI MPOTHO3.

Takum 00pa3om, YKCIIO MAIUEHTOB C MEPBUYHBIMH UMMYHOJIC(HHUIMTHBIMUA COCTOSHHSI-
MU, HYKJAIOUIUMHUCS B OKa3aHHWU BBICOKOTEXHOJIOTUYHOW MEAMIIMHCKON IOMOIIHU, pacTeT, U
CTaHOBUTCS OYEBUIHON HEOOXOIMMOCTh 3HAHHS BOIPOCOB KJIIMHUKHU, TEPAllUM M BEJEHHS Iep-
BUYHBIX IMMYHOJI€()ULIUTHBIX COCTOSIHMI BpadaMHu JHOOBIX ClIelHaIbHOCTEH.

B nanHOM yueOHO-METOIUYECKOM MOCOOMHM PAacCMaTPUBAIOTCS AKTyaJbHBIE BOIPOCHI
naToreHes3a, AMarHOCTUKH, KIMHUKH U Tepanuu 3a001eBaHIil UMMYHHOM CHCTEMBbI, BOIIPOCHI Be-



ACHUSA TTAlTUCHTOB C IICPBUYHBIMU I/IMMYHO,Z[e(bI/II_II/ITHBIMI/I COCTOsIHUAMU B aM6y.HaTOpHI>IX ycCio-
BUAX.



IlonsiTe 0 BPOKIEHHOM M aaITHBHOM MMMYHUTeTe. O01mme Bonpocsl GopmMupo-
BaHUs UMMYHHOro orBera. OcHoBsl T-, B-kieTouHoro pacnosnaBanus. Kiunuveckas u
JabopaTopHas OlleHKAa UMMYHHOU cucrtemMbl. UMMYHHBINM cTaTyC.

MoTuBalnlMOHHAS XapAKTEPUCTUKA TEMbI

MMMmyHHas cucTema, COCTOsIIas U3 KOMIIOHEHTOB BPOXICHHOTO U MPUOOPETEHHOTO UM-
MYHHTETA, BBITOTHIECT (QYHKIMH 3alIUTHl OPraHu3Ma OT MPOHUKHOBEHHS IYKEPOJIHBIX MUKPO-
OpraHU3MOB, a TaKXe yAaJeHUs COOCTBEHHBIX MOBPEXKICHHBIX KJIETOK. AJIeKBaTHOE (HYyHKIIMOHU-
POBaHKE UMMYHHOU CHUCTEMbI 3aBUCUT OT CO3PEBAHUS M KOOPIUHUPOBAHHON aKTUBAIIMU PA3TMUHBIX
ee KOMIIOHEHTOB. BpoxkeHHbIe min mpuoOpeTeHHble 1eeKThl 3TUX KOMIIOHEHTOB BEIYT K Pa3BH-
THEO UIMMYHOJIC(DUITUTHBIX COCTOSIHMI. 3HaHNWE TeMbl HEOOXOMMO JIJIsl PEIICHUS CTYICHTOM 3aa4
[0 UMMYHOIIATOT€HE3Y, JUAarHOCTUKE M TaKTHUKE BEJCHUS MAIMEHTOB C MEPBUYHBIMU HUMMYHO-
IeUIUTHBIMUA COTOSIHUSMU. JIJIs M3ydeHus TeMbl HEOOXOAMMO IMOBTOPEHHE pa3/elioB Kypca
HOpPMaJIbHON aHATOMUU, PU3NOJIOTUH, UMMYHOJIOTUH, TATO()U3HOIOTHH.

Heab: 3HaTh OCHOBHBIE ATallbl HMMYHHOI'O OTBETA YEJIOBEKA, KJIETKH, MTPUHUMAIOIINE
y4acTue Ha pa3jINyYHbIX dTarax UMMYHHOTO OTBETa, METO/bI UX OIICHKH.

Bormpocs! 1151 TOATOTOBKY K 3aHATHIO:

v’ THoHsATHE 00 UMMYHHOM CHCTEME;
v/ oprasbl, MOJEKYIbl M KJIETKM UMMYHHOM CHCTEMBI, UX (HIOr€HE3, OHTOIEHE3 M
POJIb B UMMYHHOM OTBETE;
MMMYHOT€HETHKA U MOJIEKYJISIPHbIE OCHOBBI HMMYHHOTO OTBETA,
MEXaHU3Mbl UHIAYKIUH U PETyJIAlUd UMMYHHOTO OTBETa, UMMYHOJOTHYECKas Ma-
MSTh;
MOHATHE 00 UMMYHHUTETE, BUABI UMMYHUTETA,
TIOHSTHE O BPOXKIACHHOM M aJIalITUBHOM UMMYHUTETAX;
KJIMHUYecKas OlleHKa UMMYHHOUN CHCTEMBI,
MOHATHE 00 UMMYHHOM CTaTyce, IMMYHOTPaMME;
COBpEMEHHBIE J1a00paTOPHbIE METOIbI HCCIEAOBAHNS UMMYHHON CHCTEMBI.

OcHaleHnue 3aHATHS

1. KomnbroTepHble U TEXHUYECKUE CPEJICTBA OOYUYEHHS: OBEPXETHI, CIAilIOCKOMBI, KOM-
MBIOTEPHI, MUKPOCKOIIBI, BUJIEOMAarHUTO(POH, TEJIEBU30D U JIP.

2. Harnsaaele mocobusi: OONbHBIE, CTEHbI, TUIAKaThl, TaOMHIBI, (POTOATBOOM, CIAMIbI,
BUJ1€0(UITEMBI, BEITUCKHA M3 UCTOPHI OOJIE3HH, apXUBHBIE UCTOPUH OOJIE3HU, CXEMBI, METOIUY €-
CKH€ yKa3aHUs AJ CTYJEHTOB, METOJMYECKUE pa3pabOTKU Ui MpernoaBaTeneil, TecTl Ha Oy-
Ma)KHOM M JIEKTPOHHOM HOCHUTEISIX, MPE3EHTAINH, AITOPUTMBI TMATHOCTUKH U JICYCHHUS.

3. [InakaTsel, BuACODUIBEMBI, KOMIBIOTEPHBIE TPOTPAMMBI, IPE3EHTALIUH.

4. TectoBble 3a7aHus AJI MPOBEPKU MCXOJHOTO M UTOTOBOTO YPOBHS 3HAHHUH MO TeMe
3aHSATUS.

[Inan npoBeneHus 3aHATHS

AN

ANANENENEN

1. Benenue, cozqaHue MOTUBAIIUU TSI U3YUEHUS TEMbI 5 MuH

2. IIpoBepka MCXOTHOTO YPOBHS 3HAHUH (TECTOBBIN KOHTPOJIB) 15 MUH

3. Ompoc cTyaeHTOB, 00CYXIeHHE BOTIPOCOB 20 MuH
4. Perienrie u 00CYXKJ€HUE CUTYaIIMOHHBIX 3aa4 30 muH
5. O3HakomiieHHE ¢ pabOTON UMMYHOJIOTHYECKOM

nabopaTopun 20 MuH
6. IlepepriB 10 mun
7. Omnpoc CTyIeHTOB, 00CYK/IEHHE BOITPOCOB 50 muH
8. O6cyxneHue pe3yabTaToB paboTh 30 MuH
9. O1ieHKa UTOTOBOTO YPOBHS 3HAHUH CTY/IECHTOB

(TecTOBBIN KOHTPOJIb) 20 MuH

10. 3axaroueHne: MOABEACHIE UTOIOB 3aHATHSI, 3aIaHIE
Ha CIEAYIOLIEE 3aHATHE 10 Mun



Ci:

Ci:

TecToBBIN KOHTPOJIb HCXOAHOI'0 YPOBHS 3HAHUI CTYAEHTOB
[TonATHE «MMMYHHUTET» 0003HAUYAET:

a) HEBOCIPUUMYHNBOCTh OpraHu3Ma K HHPEKIIMOHHBIM O0IE3HSIM;

0) Croco0 3aIIUThl OpPraHu3Ma OT KUBBIX TEJ U BEIIECTB,
HECYIINX Ha ce0e MPU3HAKU TeHETUIECKON TYKEPOTHOCTH;

B) CHOCOOHOCTH pa3nyaTh CBOM U UY)KEPOIHBIE CTPYKTYPHI;

r) obecrieueHne eTOCTHOCTU BHYTPEHHEH CTPYKTYPhI OPraHU3Ma;

)  YCTOMYMBOCTH OpraHH3Ma K BIMSHHIO HOHU3UPYIOIIErO U3TyYEHUSI.
CriermuuuecKyto UMMYHOJIOTHYECKYIO (DYHKIMIO BBITTOJTHSET:

a) BECh OPTaHU3M;

0) TUM(OIUTHI KPOBH U KOCTHOTO MO3Ta;
B) nuMdaTrdeckas CUCTEMA;

r) TUM(OUIHBIE OPTaHBL;

)  KapJUOMHOIUTHI.
Oco0eHHOCTH UMMYHHOM CUCTEMBI CIIEYIOLIHUE:

a) OHA CTPOT0 OTPaHHuYEHA OT APYTUX OPTaHOB U CUCTEM;
0) OHa HaXOJUTCS B OJTHOM OpPTaHe;
B) €€ KJIETKH IMOCTOSTHHO PEeLUUPKYIUPYIOT Yepe3 KPOBOTOK IO BCEMY TEIY;

F) €€ KJICTKU Haxo4ATCs IMOCTOAHHO B OTHOM M TOM K€ OpraHeC,
J1) OHAa SBJISIETCS HE3aBUCUMOM CUCTEMOM OpraHusma.
NMMyHHYIO CHCTEMY COCTABIISIOT:

a) JTUMQOIIUTHI;
0) Makpodaru;
B) ACTPOILIUTHI;

)  TUPOLMTHI;
1)  BEpHO a), 0).
TxaHEBBIMH U OPTaHHBIMU CTPYKTYpPaMH, COCTaBIISIONMMHA HMMYHHYIO CUCTEMY, SIBIISIOT-

a) cepale;

0) auMQaTudYecKue y3ibl;
B) THMYC;
T) MMHIAJINHEL;

1) BepHO 0), B), I).
I'maBHelmMy (crienuUIecKUMH ) TUIAMH KMMYHOJIOTHYECKOTO pEearupOBaHMUSI SIBIISIOT-

a) BbIpabOTKa CIIEU(PUUECKUX aHTUTEIT;
0) HAKOIUIEHWE CEHCUOMIN3UPOBAHHBIX JTUM(OLUTOB;
B) OTCYTCTBHUE PEAKIMM HAa OCHOBHBIE aJlJIEPTEHBI;

r)  pa3BUTHE CyNEpUH(PUIMPOBAHUS,

)  BepHO a), 0).
LleHTpanbHBIMU OpraHAMH UMMYHHOW CHCTEMBI YeJIOBEKA SBIISTFOTCS:
a) TUMYC;
0) cymka @abpunmyca y mTHil;

B) neiiepoBbI OJIALIKY KUIIEYHUKA;
r) CEJIE3CHKa;
1) KOCTHBIH MO3T;

e) BEPHO ), 1).
BunoukoBas »ene3a MocTaBiseT B nepudepuyeckyro KpoBb:
a) Thl-mumdorursr,
0) Th2-nmumdornursr,
B) MOHOIIUTBHI;
r) TPOMOOLUTEI;



10.

11.

)  BEpHO a), 0).
K nepudepryeckum opranaM KIMMYHHO#M CHCTEMbI OTHOCSITCS:

a) TuMGpaTHIECKHE Y3IIbl;

0) CeJe3eHKa;

B) NeHepPOBBI OJISIIKN KUIIICYHUKA;
T) KpPOBb;

)  BEpHO a), B).

OCHOBHBIMU U3BECTHBIMH MOMYJISIUSMU JIUM(OITUTOB SBIISIOTCS
a) TUIa3MaTUYECKUE KIICTKHU;
0) T-mumbonuTHI;

B) rernaToINThI;
T) B-nmumdonwutsr;

o)  BepHO 0), T).
OpranomM IMMYHHOU CUCTEMBI, B KOTOPOM MPOUCXOJUT CO3PECBAHHE
u mupdepennuporka T-1uMEGOIIUTOB, ABISCTCS:

a) KOCTHBIN MO3T;

0) BHJIOYKOBAs XKeJe3a;
B) CEJIE3EHKA;

T) nuMaTHIECKHE Y3IIbl;

1) neepoBsl OJIANIKY KUIIEYHUKA.



HNMMYyHUTET — COBOKYIMHOCTh OMOJIOTHUECKHX SIBJIEHHM U MPOIIECCOB, HANPABJICHHBIX Ha
COXpPaHEHHE ITOCTOSIHHOM BHYTPEHHEH CpeJibl OpraHu3Ma OT BCSAKOW YYXKJIOM €My MeHETU4ECKOW MH-
dbopmaruu.

3ammTa 4emoBeUeCKOro Opranu3Ma OT HHPEKIIMOHHBIX 3a00JIeBaHUI SBISETCS OCHOBHBIM
npeaHa3HauYeHUeM UMMYHHON cHUCTeMbl. IMEHHO MOATOMY Y JIUII CO 3HAYUTEIbHBIMU OTKJIOHE-
HUSMU UMMYHHOU CHUCTEMbI MH(EKIIMOHHBIE 3a00JIeBaHUS SIBIISIOTCS TJIABHOW MPUYMHON CMEpT-
HOCTH YK€ B paHHEM BO3pacTe.

Ha npotsskeHnn MHOTHX JIET CYHIECTBYET JTMHAMHUYECKOE PAaBHOBECHE MEXKTY UMMYHHOMN
CHCTEMOI1 U AaTOreHaMu, U 00€ 3T CTOPOHBI HEMIPEPHIBHO SBOIIOLIMOHUPYIOT OJTHOBPEMEHHO APYT C
npyroM. M3BeCTHO, YTO MOCTOSIHHASI, HA MPOTSHXKEHUH MUJLTMOHOB JIET, SBOJIIOLMSI TATOI'€HOB MPH-
BeNa K (DOPMUPOBAHUIO Y HUX MEXAHH3MOB 3allUThI, CIIOCOOHBIX MPOTHUBOCTOSATH HOBBIM MEXaHU3-
MaM UMMYHHOTO OTBETa (HarmpuMmep, aHTHTeHCTICU(PHYeCKIi IMMYHHBIA OTBET). BOT moyemy um-
MYHHasl CUCTeMa JIOJKHA TIOCTOSTHHO COBEPILICHCTBOBATh MEXAHU3MBbI 3aLUTHI OT ATOTCHOB.

OTBeT UMMYHHOM CUCTEMBI Ha BHEIPEHUE MAaTOr€Ha COCTOUT U3 4 KOMIIOHEHTOB:

—aHTHUTeHHecTeupuIeckoro (ObBICTPOro, BPOKIECHHOT0) UMMYHHOTO OTBETa Ha BHe-
JIpeHue naTorexa, pacro3HaBaeMoro o MPUHIUITY
«CBOW-UYXOiD»;

—aHTUreHcnenuduyeckoro (MeAjIeHHOro, MPUOOPETEHHOTO, aIaTUBHOT0) UMMYHHOTO OT-
BETa;

—HecnerpUIecKux (akTopos, YCHJIMBAIOIINX TIEpBbIC JiBa KOMITOHEHTa
(HarpuMep, OETIKK CUCTEMbI KOMITJIEMEHTA),

—HMMMYHOJIOTHYECKON TTaMATH, HEOOXOIUMOH il oOecrieueH s ObICTPON aHTHTCHCIICIIH-
budeckoit peakuuu UMMYHHON CHCTEMBI Ha MTOBTOPHOE
T011a/1aHKE N1aTOTreHA.

VIMMyHHBII OTBET COCTOUT M3 JIByX CTaJWI — CTauu pacno3HaBaHus u 3¢ (HeKTopHO cTa-
JTHH.

Cranus pacno3HaBaHMs 3aKJIIOYAETCS B PACIIO3HABAaHUU 4YKEPOIHOIO aHTUTE€HA U odecrie-
YUBACTCS AHTUTCHITPE3CHTUPYIOITUMH KIICTKaAMH.

IddexTopHas cTagus 3aKIFOYACTCS B AIMMHUHAIIMK aHTUTEHA, KOTOPYIO Mpu (HOpMUPOBa-
HUM HeCNeNM(UIECKOr0O UIMMYHHOTO OTBETa OCYIIECTBIIIOT HEUTpodMIIbl U Makpodaru, a mpu Gop-
MHPOBaHUH aHTUT'€HCTICIIM(PUUECKPTO UMMYHHOTO OTBETa — aHTUTENA U IIMTOTOKCUYEeCKHe TuMQo-
ITUTEL.

Hcxon MMMYHHOTO OTBETa OIpPENEseTcsl MHOXKECTBOM (PaKTOpPOB: CTPYKTYpOH U Me-
CTOM IPOHMKHOBEHHMSI aHTUI€HA, TUIIOM MMMYHHOrO OTBETa (TyMOPaJIbHBIA WM KJIETOYHBIN),
Pa3HOBUIHOCTAMM T-TUM(OLMTOB, H30TUIIAMH UMMYHOIJIO0YJIMHOB, IPUHUMAIOIIUX y4acTHe B 3¢-
(eKTOpHOM CTaIMi UMMYHHBIX PEaKLUil).

WNudexnun SBIsSIOTCS OJHOM M3 TJIaBHBIX NPUYHMH 3a00J1€BAEMOCTH M CMEPTHOCTH B MHpE.
Jns GonpmHCTBa MHMEKIIMOHHBIX 3a00J1€BaHUN BEIYIIMM (PaKTOpPOM INaTOreHe3a SBISIETCS U3MEHe-
HUe OanaHca MeXTy (akTopamMM 3aIllUThl OpraHu3Ma U (paKTopaMH MaTOreHHOCTH Bo3OyauTens. Oue-
BUJIHO, YTO €CJIA U3 TPYIIIbl WH(GEKIIMOHHBIX 3a00JI€BaHUN HCKIIIOUUTH 0CO00 OracHbIe MH(EKIINH,
P KOTOPBIX OIpPEENSIOUM (PaKTOPOM SIBJISIETCS YpE3BBIYAMHO BBICOKAs! BUPYJIEHTHOCTH BO30Y/IH-
TeJIAA, TO B TIATOTeHE3€ OOJBIMMHCTBA MH(EKIIMOHHBIX 00JIe3HEH O0JBIIIOe 3HAYEHNE UMEET aJeKBaT-
HOCTb PEAKIIMM UMMYHHOW CHCTEMBI Ha BHEJPEHUE NTATOTEHA.

OcHOBHBIMH (haKTOPaMH, BIMSFOIIMMHI Ha MPOJIODKUTEIILHOCTh M CTETICHD TSHYKECTH MH(EKITH-
OHHOTO MPOLECCA, ABIISIOTCS:

—BHenmue ¢gakTopbl — CBOICTBA MaTOreHa: J103a (T. €. CTeNeHb BO3/ICHCTBUS), BUPYJIEHT-
HOCTb, ITyTh IIPOHUKHOBEHHUS.

—BHyTpenHune (akTopbl — cocTosHUE OpraHu3Ma: (aKkTopbl HeCHEM(PUIECKON pe3UCTEHT-
HOCTH, (bYHKIMOHAIBHOE COCTOSIHUE MMMYHHOU CHCTEMBI,
TeHEeTUYEeCKUe (akTopsl, OTpeIETISIOIINE CIIOCOOHOCTb aJIeKBaTHO OTBEYaTh Ha
BTOpKEHHE IIaTOTeHa, NpEBAPUTEIBHBIN KOHTaKT C [IaTOreHOM (mepeHeceHHast



UH(EKIMA W1 IMMYHH3ALH ), HATMYHE KO-UH(EKITUH.

OueBuIHO, YTO pa3BUTHE COOBITHI TOCIE KOKIOW BCTPEUM C ITATOICHOM 3aBHCHT OT COOTHO-
LIEHUS MEX/y 3alUTHBIMU CHJIAMU OPraHU3Ma M BUPYJICHTHOCTBIO IIATOT€HA, @ TAKXKE OT MECTA BHE-
npenus Bo30yaurenst. Hampumep, HEKOTOpbIe aTOreHbl CIIOCOOHBI BBI3BIBATH 3a00JI€BaHIE TOJIBKO
Ha (poHe BBIpaKeHHONH MMMyHocynpeccuu. Takue HMH(pEKUHOHHbIE 3a00JI€BaHUS HA3bIBAKOTCS
OIMOPTYHUCTHYCCKUMH. [IpUMepoM ONMOPTYHUCTUYECKUX HWHQEKIMi sBisiercss Pneumocystis
carini, kotopast pa3BHUBacTCs TOJIBKO Y JIUII ¢ BBIPAXKEHHON nMMyHOCyTpeccueit (BUY-unbexims).

CrnenoBarenbHO, MIMMYHHAsI CHUCTEMa MPENCTABIISET COOOH CONPYKECTBO KIETOK U MOJIe-
KyJl, CHELUATU3UPYIOIMXCS Ha 3alllUTe OpraHu3Ma OT MOBPEXKIEHHUS YyXKEpOJHBIMU CyOCTaH-
LUSIMU, B IIEPBYIO Ouepe b MH(PEKIIMOHHBIMU ar€HTaMH.

Jns ycremHoro MHGUIMPOBAHUS MaKpOOpPraHW3Ma MATOreHy HEOOXOJUMO B TEPBYIO
ouepesib IPeoI0JIeTh IIOBEPXHOCTHBIE Oapbepbl, coaeprkaline GepMeHThI U CiIK3b, 00J1a1at01IHe
AHTUMUKPOOHBIMU CBOWCTBAMH M MHTHOUPYIOIIMMHU PUCOCTUHEHNE MUKPOOOB. Ilockonbky Ke-
PATUHOLUTHI KOXKH U CIM3HUCTBIE MOJIOCTEH HE SIBJIAIOTCS ONTUMAJIBHBIMU AJIi OOMTaHUs 0OJb-
HIMHCTBAa MHUKPOOPTaHU3MOB, TaK KaK COJEp)KaT pa3NuYHble OaKTEpUIUIHBIC BellecTBa (JIHM30-
IIUM, KUCJIOTHI, JAaKTO(EeppuH U Ap.), HaTOre€Hbl JOJKHBI IPEOJIOJIETh IKTOAEPMY, a TaKKe pas-
JIMYHBIE MEXaHUYECKUE AJIEMEHTHI 3aIIUThI (MYKOLMINAPHBIM MEXaHU3M, IEPUCTAIBTUKY U JP.).
[Tpu ycnemHoM npeoosieHul 0apbepoB MUKPOOPraHU3M CTAJIKMBAETCS C IByMs CIEIYIOLIMMHU
YPOBHSIMU 3aIIUTHI — BPOXACHHBIM U MPUOOPETEHHBIM UMMYHHBIMU OTBETaMH, KOTOPBIE B CO-
Jpy’KecTBe 00eCeunBalOT JIMMHUHALUIO 1ATOTEHA.

[TpuoOperennsplil (cieuuduueckuii, aJanTUBHBIN) UMMYHHBIH OTBET OpPraHM30BaH BO-
KPYT' IByX OCHOBHBIX KOMIIOHEHTOB — T- 1 B-mumdonuToB. Tak kak kaxaslii muMdonur odia-
JIa€T YHUKaJIbHBIM aHTUI€HPACIIO3HAIOIIUM PELENITOPOM, PENEpPTyap BCEX PELENTOPOB B MOMY-
JSMKA TUM(OLIMTOB OYEHb IIMPOK M pazHooOpaseH. Pa3sHooOpasue peuenTopoB yBEIMYUBAET
BEPOSITHOCTH PACIO3HABAHMSI AaHTUT€HA TEM WJIM UHBIM JIMM(POLUTOM — MPOIIECC, 3aITyCKAIOLTHIA
aKTUBALMIO U Npoaudepanuio JumMpoLuTa ¢ JaHHON celn(UIHOCTBIO perentopa B nepudepu-
YEeCKHX JIMM(POUIHBIX OpraHax. DTOT MPOIecC, Ha3bIBAEMbIil KIIOHAJBHON CeleKIuen, 00ycioB-
JMBAaET OCHOBHBIE OCOOCHHOCTHU CHENM(PUYECKOr0 KIMMYHHOTO OTBETa U a0COIFOTHO HEOOXOIUM
it hopmupoBaHust 3)(HEKTUBHOTO MMMYHHOT'O OTBeTa Ha maroreH. OHAKO ATOT MpoLecc 3a-
HUMAaeT HECKOJIBbKO JTHeW — BpeMs, JOCTATOYHOE Ui MOBPEXICHUS MaKpOOpraHu3Ma OOJIbIINH-
CTBOM I1aTOTE€HOB.

Hanpotus, 3 pexTopHble MEXaHU3MbI BPOXKICHHOTO IMMYHHTETA (MIENTHbI, (ParonuTsl,
CHUCTEMa KOMIUIEMEHTAa) aKTUBHPYIOTCSI HEMEAJIEHHO TOCJe BHEAPEHUS MAaTOreHa M OrpaHuyH-
BAIOT €ro pacnpocrpaHenue. [1o3roMmy ocHOBHOM (pyHKIMENH BpOXkKAeHHOTO (Hecnenn(puIeckoro)
MMMYHUTETA SBJISETCS KOHTPOJIb MH(EKLIHWU Ha MEpPHOJI CTAaHOBJIEHUS cllieHU(UUYECKUX MeXa-
HU3MOB 3alIUTBHI.

B npouecce ooy BpoKI€HHBI HIMMYHHBIN OTBET BO3HUK HAMHOT'O PAaHbILE U B TOX
WIA UHOW (opMe CYIIECTBYET y BCEX MHOTOKJIETOYHBIX OpraHu3MoB. OCHOBHBIM OTIMYHEM
BPOKJACHHOI'O UMMYHUTETA OT IPUOOPETEHHOTO SBISETCS MEXAaHU3M paclo3HaBaHMS MAaTOTEHA.
OH OCHOBaH Ha HAJMYUU OTPAHUYEHHOTO YHCIA (HECKOJIBKO COTEH) M'eHETUYECKH HacielyeMbIX
peLenTopoB, paclo3HAIOIIUX HE OTPOMHOE pa3sHooOpa3ue aHTUreHoB (Al'), kak npu cnenudu-
4eCKOM HMMMYHHOM OTBeT€, a HeOOJIbIIOe KOJIWYECTBO CTPYKTYp, XapaKTEPHBIX JUIsI MHOTHMX
Ipynn MUKPOOPTraHU3MOB. DTU CTPYKTYpPbl Ha3bIBAIOTCS MATOTE€H-aCCOLMUPOBAHHBIMU MOJIEKY-
aspaeiMu  etepmuHanTamMu (PAMP), a penentopsl, pacno3Hamomue HX, — JeTepMUHAHTA-
pacniozHaomumu (PAMP-peuentopsl). IlpuMepamu MOJEKyJISIpHBIX JETEPMUHAHT SIBISIOTCS
OakTepHaIbHBIA JUIONOINCAXapua, JUIoTeiixoeBas KucioTa, AByxcnupaiabHas PHK u np.
CnenctBreM B3aUMOJIEHCTBUS MAaTOTE€HA C PELIETITOPOM MOJKET SIBISTHCS PACcIO3HABAHHME U OII-
COHHM3aIUS TaTroreHa Ajs (arouuToB (CEKpeTUpyeMble PELENnTOpbl), SHAOIMTO3 peLenTopa u
CBSI3aHHOT'O C HUM TaTOreHa U JOCTaBKa €ro B JIM30COMY (PHIOLMTAPHBIE PELETITOPhI) U 3a-
IyCK aKTUBALIMOHHBIX CUTHAJIOB, MPUBOASIINX K IKCIPECCUU MPOBOCHAIUTENBHBIX IITUTOKMHOB
(cUrHaJIbHBIE PELENTOPHI).



CrocoOHOCTh BPOXKIEHHOTO HUMMYHHUTETA PAcIlO3HABATh CTPYKTYPHI, CIICIHU(PUIHBIC IS
MH(EKIMOHHBIX aTOr€HOB, UMEET BaKHOE 3HAUCHHE HE TOJBKO s 3 (HEKTOPHBIX MEXaHU3MOB
CaMoro BpPOKJIEHHOTO UMMYHHUTETA, HO U UTPAET BaXKHYIO POJb B PETYJALUU IPUOOPETEHHOTO
MMMYHHOT'O OTBETa. JTa POJb 3aKII0YaeTCs B TOM, YTO MPUOOPETEHHbI UMMYHUTET, KaK Ipa-
BUJIO, OTBEYAET HAa AHTUIEH TOJIBKO IIOCJIE TOT0, KaK OH ObLI PAaclio3HaH BPOXKJIEHHBIM UMMYHHU-
TETOM U B IIPOLIECCE MPE3eHTALNN aHTUreHa T-nmuM@onnTamM ObLT 3aIlyIleH Psijl aKTUBALMOHHBIX
CHUTHAJIOB, B HOpPME MPHUBOASIINX K aKTUBAIMH JIMM(POLUTOB TOJHKO B OTBET HA UYXKEPOJHBIC
AQHTHUTEHBI.

OyHKIWEH Mpe3eHTallMu aHTUTeHa 00nanaroT AcHapuTHble kKiueTku (K), makpodaru u
B-nmumdountel. AHTUreHHas] Tpe3eHTalus, OCyLIecTBiIsgeMas Makpodaramu, XxapakTepu3yercs
nerpaganyeld 0OJbIINX KOJMYECTB aHTUTEHA 10 MENTHIOB M ObICTpOi moTepel akTUBHOCTH, a
TaK)kKe He0OXOIMMOCTBIO TIONOJHUTENIbHBIX aIbIOBAHTOB JJISl MOAJEP>KaHUS Mpoliecca Mpe3eHTa-
iy in situ. JIK ob6ranator HamHOTO O0JIee CHITbHOM criocOOHOCTRIO (TpuMepHO B 100 pa3) mpe-
3eHtupoBath Al u akTuBHpoBaTh T-mumdonuTsl. YHHUKaIbHbIMU KauecTBamu [IK sBnsercs cro-
COOHOCTH K AnuTenbHoi npesentanmu Al (B Teuenue 1—2 aneit mocie BBeaeHHs) U dPPEKTHB-
HOM akTuBanuu T-nmuMdoruTos in situ. B 3aBucumoctu ot crenenu 3penoctu JK sxcnpeccupy-
10T MOJIEKYJIbI ar€3Ul U XEMOKHHOBBIE PELIENTOPbI, MTO3BOJISIOLINE UM NIEPEMENIAThCsl B TKAHU
u nuMouanbie opranbl. Llupkynupyromuye B Opranu3Me aHTUT€HbI MOTJIOIAI0TCS aHTUTSHIIpe-
3CHTUPYIOIIUMH KJIETKaMH IyTeM PelenTop-0MoCcpeI0BaHHOTO SHA0IMTO3a. [lonas B paronuzo-
coMy, OENKOBBIE aHTUTEHBI MOJIBEPIalOTCs JACUCTBUIO MPOTEOTUTHUECKUX (PEpMEHTOB, a 3aTeM
COCAMHAIOTCA C  MOJEKyJaMH TJaBHOTO  KOMIUIEKCa THMCTOCOBMECTHMMOCTH  (main
histocompatibility complex — MHC) II kiacca, ¥ 3TOT KOMIUICKC SKCIPECCUPYETCS] HA KJIETOY-
HOW MeMOpaHe.

BHyTpukiieTouHbIe aHTUTEHBI (HAIIPUMEP, BUPYCHI) MOJIBEPTAIOTCS JAETpalallii B IPOTe-
ocoMax, a 3aTeM I0Ma/al0T B SHOIMIA3MAaTUUYECKUM PETUKYIYM, TJI€ MPUCOEIUHSAIOTCS K MOJie-
kynam MHC I knacca. Takum oOpa3om, npe3eHranus antureHa B copokynHocty ¢ MHC 1 win 11
KJIacca OIpeAeAeT XapaKTep MOCIEAYIOIMMNX UMMYHOJIOTHYecKux peakiuii: kontakt ¢ MHC 1
KJlacca 3allycKaeT HUToToKcuyeckue mexaHuzMbl CD8+ T-nmum@ounurtos, B TO BpeMsi KaKk KOH-
takT ¢ MHC II knacca aktusupyer CD4+ T-nmuM@pouuTsl 1 MOCAeayoOIUi r'yMOpaabHblii OTBET
(cMHTE3 UMMYHOTJIOOYJTMHOB).

OcHOBHBIMU (D arOLUTHPYIOUUMHU KJIETKAMH SBJISIIOTCS Makpodard W HEUTPOPHUIIBL
BaxxnocTh mpoiiecca ¢aronuto3a B IpOTUBOMH(EKIIMOHHON 3alIUTe MOATBEPKAACTCS HATUYUEM
TSKEIbIX, KUZHEYrpOoXKaroMMNX MHPEKIUH y OOJbHBIX C BPOXKACHHBIMHU JAe(eKTamMu TOro Wiu
MHOTO dTana ¢aronuTo3a. boabmMHCTBO (PAromuToOB HAXOIUTCS B MOCTOSIHHOW LUPKYISAIUU B
KpPOBSIHOM DPYCJI€ U TKaHSX, OCYLIECTBJISISl TaKUM 00pa3oM HaJI30p 3a BO3MOKHBIMHU BOPOTaMU
uHpekuuu. [Ipu HanuMu WHOEKIIMOHHOTO OoYara HA0TENUOIUTH COCY0B HAUWHAIOT DKCIpec-
CUpPOBaTh MHTETPUHBI, CIOCOOCTBYIOIME 3aMEUIEHUIO TOKA (arolToB B KPOBSIHOM PYCIE, UX
MPOKATHIBAHUIO MO KIJIETKAM SHAOTENNS U 3aTeM IUIOTHOM aare3uu. Ha cienyromiem stame daro-
LUTHl B OTBET Ha JICHCTBHE TKAHEBBIX XEMOTAaKCUYECKUX (PAKTOPOB PEOPraHU3YIOT CBOM ITUTO-
CKEJIeT U HAaYMHAIOT JBIDKEHHE B ouyar MH(EKIUU, 00yCIOBIEHHOE IPaIUEHTOM KOHIIEHTPALUU
XEMOTaKCHUYECKUX BeliecTB. OCHOBHBIMU XEMOATTPAKTaHTAMU SIBJISIOTCS XEMOKHUHBI — HEJAaBHO
OMKCaHHas Tpymma OelKOB, HACUUTHIBAIOIIAs HAa JaHHBIH MOMEHT Oonee 40 mpencTaBUTENEH.
[TpuObIB B ouar, ¢arouuT AOHKEH (aronuTHpoBaTh MHPEKINOHHBIA areHT. DTOT MPOLECcC CO-
CTOWUT W3 JIBYX CTaJMi: aAre3uu (MPUKPEIUIEHHs) U MHTEpHAIM3aUUU. AAre3usl Onocpenyercs
B3aMMOJICHICTBHEM OINICOHMHOB Ha MOBEPXHOCTU MHUKpoopranusMa (IgG u KOMIOHEHTOB KoMmiie-
MEHTa) C COOTBETCTBYIOIIMMH PELIETITOpaMU Ha MoBepXHOCTH (parouuta. [Ipu mepBUYHOM KOH-
TakT€ C MUKPOOPTaHM3MOM aJre3usi TakKe OMOCPEeNyeTcs B3auUMOACHCTBHEM JeTepMUHAHTA-
pacro3HalIUX pelenTopoB (GarouuToB ¢ ux JurasaaMu. daronut odpasyeT NCEBIONOAMIO,
00BOJIAKMBAIOIIYIO YYKEPOJIHYIO YaCTUIly ¢ oOpa3oBanueM (arocomsl. [Iporeccsl xeMoTakcuca
Y SHJOLIMTO3a 3aBUCAT OT MHTAKTHOCTU KJIETOYHOI'O LIMTOCKENIETa U PETYIUPYIOLIUX €ro Mexa-
HU3MOB. JleeKThl KOMIOHEHTOB IIUTOCKENETa BEyT K BHIPA)KEHHBIM U3MEHEHUSIM B IpoIeccax
XeMOTakcHca 1 (parouuTosa.



[Tpu cnusHuM Garocomsl C HMUTOMIA3MATUYECKHMMU I'paHYTaMU U BBICBOOOXKICHHU HX
COJEPKHUMOTO MPOUCXOAUT (HOpMHUpPOBaHKE (HAroIM30COMBI, B KOTOPOl U MPOUCXOIUT YHUUTO-
KEHHE U nepepaboTka MUKpoopranusma. IloMumo pepMEeHTOB TM30COM JIJIsi YHUUTOKEHHSI MHUK-
POOPraHu3MOB (ParoLUThl UCIIOJIB3YIOT AKTUBHBIE (DOPMBI KUCIOPOAA.

Orta peakius karanusupyercs pepmentom HAJID-okcnaaszoi, npeacraBisomeii codoit
KOMILIEKC ()epMEHTOB, aCCOLIMUPOBAHHBIX ¢ MeMOpaHoi. [laTtomorus pa3auuHbIX KOMIIOHEHTOB
(epMeHTa JIEXKUT B OCHOBE [IaTOr€HE3a XPOHUUECKON TPaHyIeMaTO3HON OOJIE3HH.

B nponecce ¢pyHKIMOHMPOBAaHUS KJIETKH Hecleuu(pUIecKoro MMMYHUTETAa BBICBOOOXK-
JIAIOT BEIECTBA, HEOOXOIUMBIE JIJIsl BOBJICUEHHS B IPOTUBOMH(EKIIMOHHBIH MPOLIECC pa3IMYHbIX
UMMYHHBIX U HEMMMYHHBbIX MeXxaHu3MoB. HaunOosnee BakHble cpeil HUX — IIUTOKUHBI, CUHTE-
3UpyeMble B OCHOBHOM MOHOLUTAMH U JIUM(POLUTAMHU, PeXKEe — IPYTUMHU KIETKaMH, U UTparo-
LIM€ BAKHYIO POJIb B KOOPAUHALMY 3aIUTHBIX MEXaHU3MOB.

K pacTBOpuMBIM KOMIIOHEHTaM BpPOXJIEHHOH CHCTEMbl UMMYHUTETa TAKXKE OTHOCSTCS
OenKu cUCTeMbl KOMIUIEMEHTa. JTa cucTeMa o0sajjaeT TpeMsi OCHOBHBIMU (DYHKIUSAMHU: 3aLUTa
OT MMMOTEHHBIX OAKTEPHA, CBA3b MEX]Ty BPOXKACHHBIM U IPUOOPETEHHBIM HIMMYHHTETOM U BBIBE-
J€HUE UIMMYHHBIX KOMIUIEKCOB U MPOAYKTOB BOCIIAJICHUS.

B orinuune ot BpOoXKJI€HHOT0O UMMYHUTETA NMPUOOPETEHHBIH HMMYHUTET COBEPLICHCTBY-
eTcs B Ipolecce )KU3HU U MOBTOPHBIX KOHTAKTOB ¢ MH(eKkuueil. B ocHoBe 3Toro snexar ciox-
HbIE TeHETUKO-MOJICKYJISIpHbIE MeXaHU3Mbl. OCHOBHBIMHA KOMIIOHEHTaMHU NMPHOOPETEHHOTO MM-
MYHHOTro oTBeTa sBisitoTcs T- v B-nmumdonutsl, a Takke npoaynupyeMble UMU LIUTOKUHBI U
cuHTe3upyembie B-mumporuramu nmmynornodymunel. CospeBanne T- n B-nmumdonuros mpo-
XOJUT B HEHTPAIbHBIX JUM(OUAHBIX OpraHaXx — THUMYCE U KOCTHOM MO3I€ COOTBETCTBEHHO, a
OCHOBHBIE ATarbl (HOPMUPOBAHHS TPUOOPETEHHOTO UIMMYHHOTO OTBETAa MPOUCXOMAT BO BTOPUY-
HBIX JTUM(QOUIHBIX opraHax (JuMdoysnax, cene3eHke u JIMM(OUIHONW TKaHU, aCCOLMMPOBAHHON
CO CIIM3UCTBIMU).

Penenropel T- u B-numdounuToB criocoOHbl pacno3HaBaTh MPaKTHUECKU J1H00bIE cOOCT-
BEHHBIE U 4YKEPO/IHbIE KOMIIOHEHTHI. PazHoOOpa3ue antureHpacnosHarommx T- u B-kieTounbix
peuenTopoB GopMupyercs B Xxoae cozpeBanus T- u B-numpouuros, u kax sl 1MMQonuT npu-
0o0peTaeT YHUKAJIbHBIM pelenTop. OTH PELENTOpPbl HE KOJUPYIOTCS B KJIETKE-TPEAIIECTBEHHUKE
Y, COOTBETCTBEHHO, HE MOT'YT IlepeaBarbes 1o HaciaeAcTBy. Kaxxaoe nocnenyroniee nokojaeHue
bopMHUpPYET CIIEKTP PEIIENTOPOB 3aHOBO.

3anaueil cozpeBanusa T-1uM(OLUTOB B TUMYCE sBJIseTCS (GOPMUPOBAHUE PA3HOOOPA3HS
PELEenToOpoOB CO CAEAYIOLUMMHU XapaKTePUCTUKAMU:

— pacro3HaBaHWE MOJIEKYJI CBOETO IVIABHOI'O KOMIUIEKCA T'MCTOCOBMECTHMOCTH B
COBOKYITHOCTH C 4yXepoJHbIM AT';

— HEPACIIO3HABaHUE CBOETO IJIaBHOIO KOMIUIEKCAa TMCTOCOBMECTUMOCTH B COBOKYII-
HOCTHU C ayToJOTUYHbIM Al

— HEPACIIO3HABAaHUE YYKOT'O IJIaBHOTO KOMIUIEKCA TMCTOCOBMECTHMMOCTH B COBO-
KYIHOCTH C JIF0ObIM Al.

Taxum o6pazom, B Tumyce T-muMOOIHUTHI KOHTAKTUPYIOT € KJIETKAMU MUKPOOKPY>KEHUS,
npeseHTupyromumu ceou MHC, u noaBeprarotcs Moja0KUTEIbHON U OTPULIATENbHOM CEeNEKIINH.
B koHeuHOM cuete, B TUMYyce IHOHET 0K0s10 90% MomnaBIIKUX B HETO Pa3BUBAIOIIUXCS 3JIEMEHTOB
T-knerounoro psaa. B-mumbouuTsl npoxoasaT Mpolecc MOJI0KUTENIbHON U OTpUIIATEIbHON Cce-
JIEKIIMM B KOCTHOM MO3T€, a TakKe B MPOLIECCe HUPKYISLINUN B epUPEpUIECKUX JTUMPOUTHBIX
OpraHax.

3penbie T-TUMQOIUTHI, BHIXOASIINE U3 TUMYCA, HECYT MeMOpaHHble MoseKkyasl CD4 nim
CDS8. Kaxnas u3 3Tux rpyni JuM¢OLHUTOB MPEICTaBIeHa HECKOIbKUMU CYyONOMyISALUSIMH.

T-xenneps! (CD4+ numdonutel) B rporecce (GoOpMHUPOBaHHUS UMMYHHOTO OTBETa pasjie-
astoress Ha ABa nonakiacca — Thl u Th2. B skcnepuMeHTax Ha KyJnbTypax KJIETOK BBISBIIEHA
crioco0HOoCTh CD4+ nuMdonuToB K BEIpaOOTKE ONpEAeIeHHBIX HA0OPOB IMTOKMHOB U YCTAaHOB-
JIeHa CBSA3b OJIHOM CyOmomysisiiuy, Ha3BaHHON BocnanuteabHbiMU KieTkamu (Thl), ¢ pazButuem
IPEUMYIIECTBEHHO KJIETOYHOTO MMMYHHOTO OTBeTa, a apyroi cyonomymnauuu (Th2) — ¢ pa3su-



THEM IIPEUMYILECTBEHHO TYMOPAJIBHOIO (B TOM uncie U IgE-onocpeoBaHHOr0) MMMYHHOTO OT-
BeTa. Takum oOpazom, cyoronynsmun CD4+ mumM@pOIMTOB OTIIMYAIOTCS 110 MPOAYKIIUH ITIUTOKH-
HOB U OCHOBHBIM (DYHKITHSIM.

Koxxa u cnusuctbie SBISAIOTCS NMEPBBIMH OapbepamMH, NPENsATCTBYIOIIMMHU IIPOHUKHOBE-
HUIO MH(PEKIIMOHHOTO areHTa B opranusM. [lpu HapymeHnn Hecnenn(uyeckux 3alIUTHBIX Me-
XaHU3MOB OpPraHN3Ma [AaTOI'€H BCTYNAET B KOHTAKT ¢ KOMIIOHEHTaMH Hecleln()uIeckoro uMmy-
HUTETa. YacTo TOJBKO 3TUX MEXAHM3MOB OBIBAET JOCTATOYHO JJIS JIIMMHHALUHU YY>KEPOIHOTO
ATl'. B 601bIIMHCTBE CIy4aeB, OJHAKO, KOHTAKT C IATOM€HOM 3aIllyCKaeT MEXaHU3Mbl KaK BpPOXK-
JICHHOTO0, TaK U MPUOOPETeHHOTO UMMyHHUTeTa. Crienn(puieckuii IMMYHHBIH OTBET TpedyeT ax-
TUBAIMK HeOOobIIOro ynucia T- u B-numdounTtos, Hecymux cnennpuyeckuii K JaHHOMY aHTH-
TeHy PelenTop, UX pa3MHOXKEHHUS U TU(PGEPEHIIMPOBKH B KJIETKH C IMOBBIIICHHONH aKTUBHOCTBIO,
YTO U OOYCJIOBJIMBAET BBICOKYIO CHELM(UUHOCTh M CHIIy OTBETAa IPU MOBTOPHBIX MH(EKLHUSAX.
Bce »tu iponieccel TpeOyroT B3aumoeicTBus T- u B-mumdonutoB Mexy coboil U ¢ aHTUTEH-
IPE3CHTUPYIOIUMH KJIETKaMU M Y4acTHs B IPOLIECCE HE TOJBKO CIEU(PUUECKUX PELENnTOPOB,
HO U KOCTUMYJIMPYIOLUIUX MOJIEKYII.

BsaumopeiictBue T-Ki€TOYHOro penenTopHOro KOMIUIEKCA C MPE3EHTUPOBAHHBIM AHTH-
TeHOM, a TaKXXe B3aWMOJICHCTBHE KOCTHMYIMpPYIOIMHMX Moiiekyn (Hampumep, CD40-CD40L,
B7.1, B7.2-CD28 u nip.) NpuBOAUT K aKTUBAMU T-KJIETOK, MPOIYKIIMH TUTOKHHOB M Pa3BUTHIO
KJIETOYHOTO U T'yMOPaJIbHOIO HMMYHHOI'O OTBETOB.

ITpu nepBuuHoMm koHTakTe ¢ Al mpomudepanus cneunuyeckux KJIOHOB NMPUBOJUT K
dopmupoBanuto T- u B-kierok 3pdexTopoB u kaeTok namsatu. KieTkun namMsaTu mo3BoJsSioT Ipu
HnoBTOpHOM BcTpeue ¢ Al ocymiecTBUTh Oosiee crienuUUHbIi U ObICTPBIM OTBeT. MIMeHHO mo-
ATOMY IPHU BTOPUYHOM OTBETE€ BO3HUKAET OOJIBIIEE YMCIIO CIEUU(PUICCKUX JTUM(OIHUTOB, Ypo-
BEHb MPOYLUPYEMbIX UMMYHOIII00YIMHOB U UX adpunHOCTh K Al” Tarke nosblmeHsl. Ha sTom
MEXaHMU3ME, B YACTHOCTH, OCHOBAHA KOHUENI[US BaKLIMHALUH.

ITponeccel npezentauuu Al', akTuBanuu u npoiaudepanuy TUMQPOLUTOB MPOUCXOAIT BO
BTOPUYHBIX JTUM(POUIHBIX OpraHax — celie3eHKe, TUMQoy3iax, TMM(ONIHON TKaHU, aCCOIUU-
POBAHHOM CO CIM3UCTBIMU. AHTUTCH-IIPE3EHTUPYIOLINE KIETKU, HarpykeHHble Al', MUTpupyroT
B TUMQOUIHBIE OPTaHbl, PAcIOaralOTCs B MECTaX BO3MOXKHOTO KOHTakTa ¢ T-imMmdonuramu,
I7le U IpOUCXOoauT akTuBauus U nponudepanus CD4+ u CD8+ T-numdonuToB. AKTHUBUPOBAH-
Hble 3QdexTopHbie T-TUMGOIUTHI MOKUIAIOT JTUMGOUIHBIE OpraHbl U MHUTPUPYIOT B TKaHHU.
Kpome Toro, xennepHnas cyononymnsiuusg CD4+ numM@ouToB 10KHA IEPEMECTUTHCS Ha T'paHu-
ny T- u B-kierouHbIx 30H TUMQPOUIHBIX (OJUTUKYJIOB, TI€ MPOUCXOAMT KOHTakT T- u B-
TUM(OIUTOB, HEOOXOIUMBIH 17151 (OPMHUPOBAHUS TYMOpaJbHOrO oTBeTa. M, HakoHel, HeoOXo-
auMo (popmupoBaHue T-KiIeTOK mamsiTH, KOTopble oOecnedar 3((EeKTHUBHBIH BTOPUYHBIA HM-
MYHHBIN OTBeT. MccnenoBanus MocieIHuX JeT NoKa3alH, YTO CIOKHbIE IEPEMELICHMS pa3iany-
HBIX NOMYJSUUHA TUMGOIUTOB B TUM(OHUIHBIX OpraHaxX U B TKaHSIX ONOCPEIOBaHbI pa3InYHON
TKaHEBOW JKCIIpeccheil XeMOKHHOB M, COOTBETCTBEHHO, UX PELIENITOPOB HA MOMYIALUAX UM O-
LIUTOB.

['ymopanbHBIE MUMMYHHMTET, CBSI3aHHBIM C Npojykuuedl BblcokoadUHHBIX HEWTpaiu-
3YIOLIUX aHTHUTEN, UTPAET LIEHTPAIbHYIO POJIb B 3alllUTE OPraHU3Ma OT pa3HOOOpa3HbIX BHEKJIE-
TOYHBIX MUKPOOPTaHU3MOB M MHOKECTBa BUPYCOB. IlepBuuHbIil penepryap aHTuTeNn GopMUpy-
etrcst B-numdornuramu B KOCTHOM Mo3re B Ipoliecce Tak Ha3piBaeMoi V(D)J pexomOunanuu, B
pe3ysbTaTe KOTOpoi 00pa3yloTcsi HU3KOaBHIHbIE aHTuTeNna kinaccoB M u D. Ilponykuus aHTu-
TeJ1 B TEPMUHAJIBHBIX LIEHTPaX BTOPUYHBIX JTUM(OUIHBIX OPTaHOB IPOUCXOANT [0 aHTUTE€H3aBU-
cumomy 1 T-3aBucuMOMy myTH. J[Ba KJIIOUEBBIX COOBITHS MPOUCXOAAT B TEPMUHAIBHBIX IEH-
Tpax JUM(}ATUYECKUX Y3JI0B B TECHOM B3aUMOJEHCTBUU C T-KJIeTKaMHU: peKOMOHMHALUs Tepe-
KJIIOYEHUS KJIacCOB MMMYHOTJIOOYJIMHOB, B PE3yJIbTaTe YEro CUHTE3UPYIOTCS UMMYHOTJIOOYIIH-
HBI Pa3JIMYHbIX U30TUNOB (MMMYHOINIOOYIHH G1-4, uMMyHOrnoOynuH Al-2 1 UMMYHOTTIO0YJINH
E); u comaTnueckue runepMyTanui B BapuaOenbHOM (parMeHTe UMMYHOITIOO0yIHHA, obecre-
yyBaroue ycuiaeHue adp@UHHOCTH peuenrtopa K aHTureny. B nporecce TepmunanbHoi nudde-
pPEeHLMPOBKU B-nmuM¢ponuToB B miasmMarndeckue KJIETKH MPOUCXOIUT U3MEHEHHE CHHTE3a MEM-



OpaHHBIX UMMYHOTJIOOYJIMHOB Ha CEKpEeTUpyeMble. DTU COOBITHS MPOUCXOAAT KaK BHE TEPMHU-
HAJIBHBIX LIEHTPOB JUMGOUIHBIX (DOJIIMKYJIOB, TAK U B CBETJION 30HE TEPMHMHAIBHBIX LIEHTPOB.
Cekpetupyroniye MMMYHOTJIOOYITUH TIa3MaTHYECKUE KIETKA B OCHOBHOM HaxoJsTcsa B 0a3aib-
HOW MeMOpaHe CIM3UCTBIX, IEPUBACKYJIIPHBIX CHHYCaX KOCTHOI'O MO3ra W KpacHOW IyJblie ce-
ne3eHkd. Kpome Toro, kak u B ciydae T-mum¢ounToB, yactb B-kieTok ¢popMupyeT My KIETOK
HaMSTH.

W3 BbIIIeCKa3aHHOTO CIIEAYET, 4TO (POPMUPOBAHUE CTOMKOTO U CHEU(PUIHOTO MpHodpe-
TEHHOI'0 UMMYHMTETa Yy 4eJIOBEeKa TpeOyeT MHOI'MX JIET U IPOUCXOIUT B MPOLECCE Pa3IMYHbIX
UHQEKIMOHHBIX 3a00jeBaHui. DTUM 00ycioBiieHa Oojee dacTas MHQEKIMOHHas 3a0ojeBae-
MOCTb JIeTel 110 CPaBHEHMIO €O B3pocibiMU. HopmanbHOE (yHKIMOHHPOBAaHHME UMMYHHOMN CHC-
TEMBl 3aBHCUT OT CO3PEBAHUS W AaKTUBAIMM MHOXKECTBA PA3IUYHBIX KOMIOHEHTOB. CTolikue
BPOXK/ICHHBIE MM NPHOOpPETEHHbIE Ae()EKTHI TeX WM MHBIX KOMIOHEHTOB UMMYHHOH CHCTEMBbI
BEAYT K pa3BUTHIO UMMYyHOAehUuTHBIX coctosiHuit (M/IC), koTopbie moapa3aensoTcs Ha nep-
BUYHbIe (reHeTnyecku ooyciornernsie) (IIMJAC) u BropuuHskie.

HecmoTpst Ha porpecc BbICOKOTEXHOJIOTUYHBIX J1a00paTOPHBIX METOUK, KIMHUYECKUE acieK-
TBI 3a00JI€BaHUSI TIO-TIPEKHEMY WIPAIOT BAXKHYIO POJIb HA PaHHEM 3Tale JUArHOCTHKU HapyIICHUH
UMMYHHOH cucteMsl. [lomaBistoliee GONBIIMHCTBO MMMYHOAC(PUIMTHBIX COCTOSIHUM IPOSIBIISAETCS
MOBBIIICHHOW YacTOTOM M 0COOOH TSHKECThIO MH(EKIIMOHHBIX 3a0oneBannii. Hamuune B anamHese
MOBTOPHBIX ITHEBMOHHM, a TAKKE TSHKENBIX MH(EKIIMOHHBIX MPOIIECCOB, HAITPUMED, CETICHCa, THOU-
HOTO MEHMHIHMTA, OCTCOMUEINTA, THOMHBIX MH(MEKUM KoXH, TpeOyeT MpoBeeHus J1abopaTOpHOro
MMMYHOJIOTHYECKOTro 00cienoBaHus. OHAKO HAJIWYME YacThIX, HO HETSDKENO MPOTEKAOIIMX PECIu-
PaTOPHBIX BUPYCHBIX MH(EKIMI y eTell TOIKOIBHOTO M MIIA/IIIEr0 HIKOIBHOIO BO3pAcTa, KakK MpaBulIo,
HE SIBJISICTCS IOCTATOYHBIM OCHOBaHUEM st Tipemnonoxkenust quarnosa [T/IC.

MexnyHapoaHast rpyrina uMMmyHoJstoroB npu noaaepskke J. Modell Foundation cocrasuia
U pacipoCTpaHmia B Pa3IMYHbIX cTpaHax 10 Mpu3HaKOB, HATMYKE KAKAOrO U3 KOTOPBIX y OOJIBHOIO
JIOJDKHO BECTH K MMMYHoOJIorHyeckomy oocnenosanuto it uckmodenus [TMJIC (tabn. 1). Otu npu-
3HaKM B OCHOBHOM IIpeJJHA3HAYEHBI JUIS IHMPOKOT0 Kpyra Bpaueil HEMMMYHOJIOTHYECKHUX CIIELUAIbHO-
creil 4 obsieryenus u yaydmienus soisisnenus [THJIC.

Ta6auna 1. [Ipu3HaKu BeposiTHOT0 NePpBUYHOT0 MMMYHoAepuIUTHOTO cocTosinust (ESID)

¢ Yactele 3aboneBaHus BEPXHUX JbIXaTEIbHBIX IMyTEM:
JIOIIKOJIbHUKU: 9 U OoJiee;

IIKOIBHUKHU: 5—6 u Ooinee;

B3pocibie: 3—4 u 6oree.

Boinee 2 cunycurtos B roj.

bonee 2 nueBMOHMI B TOJ.

[ToBTOpHBIE TSIKENBIE KOKHBIE THOMHBIE TPOLECCHI.

YnopHast Mojo4YHHUIIA y AeTel cTapiie 1 roaa.

OtcyrcTBHe 3(pdekTa npu IMTEIHBHOM aMOyJIaTOPHOM JICUEHHH.
Bornee 2 Tsokenbrx MHPEKIIMOHHBIX MPOIIECCOB (CEMCUC, OCTEOMHUEIIHT,
MEHUHTHT U JIp.).

Ommoprynuctrueckue nHpekuu (Pneumocystis carinii u ap.).
IToBTOpHBIE TOHOCHI.

Hanuune B ceMeMHOM aHaMHE3€ CMEpTel B paHHEM BO3pacTe
C TMPEaIIEeCTBYIOMEH KIWMHUKONW WH(QEKIIMOHHBIX 3a00JIeBaHUMN
WJIY BBISIBICHHOTO UMMYHOJIS(UIIUTHOTO COCTOSTHUS.

L IR B R R JNR 2
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I[OBOJ'ILHO qacCTO MPUYINHAMU IMOBTOPHBIX I/IH(I)CKI_[I/IOHHLIX SMHU3040B SABJIAKOTCA HCUMMYHOJIO-
THYECKUEC COCTOSAHMSA, HAIIPUMEP, HAPYIICHUC LECJIIOCTHOCTU KOXXHBIX ITOKPOBOB IIPU 0’K0roBOM 00-



JIE3HU WIM HAIMYME NTHOPOIHOIO TENA B BUJIE BEHO3HOIO MJIM MOYEBOIO KaTeTepa, KOTOPBIE SIBIISIOTCS
JIOTIOTHUTETLHBIMU (DAKTOpaMH pUCKa MHGUITUPOBAHHUS OTPEACIICHHBIMH MTaTOreHaMu (Ta0l. 2).

[Tpu Hanuuuu 060CHOBAHHBIX MOJO3PEHUN HA JePEKT MMMYHHOH CHCTEMBI aHAIIU3 THU-
OB MH(EKIIMOHHBIX MPOSBICHUMN, a TAK)KEe HAIUYUE COMYTCTBYIOIIEH HEMH(EKIIMOHHOMN MaToJIo-
MU TI03BOJISIFOT IPEAIOI0KNTh MOPAKEHUE TOTO WIM MHOTO 3BEHa IMMYHHUTETA U TEM CaMbIM COKpa-
TUTH 00bEM JTA0OPATOPHBIX MCCIIEA0BAaHMMA (TalII. 3).

Tabauna 2. HeI/IMMyHOJIOFI/I'lECKHe NPUYIHHBI MOBBINIEHHOM YYBCTBUTECJIBbHOCTH K I/IH(l)EK-
UM

IIpuuuHbL IIpumepsl cocTOsTHUM
Hapyuiennsie 3aniutabie 0apbepbl Osxoru, 3K3eMa, OyJUIe3HbIH AMUIEp-
MOJIN3
Mopdonorudeckue nedeKThI CteHo3 ypeTpsl, Aedopmanust OpoHXOB
Nuoponneie Tena BeHno3Hble 1 MOUYEBbBIE KaTeTEpbl, UCKYC-

CTBEHHBIE CEpJIeUHble KiallaHbl, aCIH-
PUPOBAHHOE HHOPOJHOE TEJIO

Hapymenne MUKpOIMpKy AU Junabert, mOpoKu cepama, BAaCKyIUT

O yHKIMOHAIIbHBIE JIe(DEeKThI MyxkoBucA103, ATOJOTUS LUJIMAP-
HOI'O MEXaHu3Ma

HeoObrunble MHPEKIIMOHHBIC (GakTOpbl | XpOHHYECKHE Oodaru WHGEKIHUH MPH OTCYT-
CTBUU a,ZICKBaTHOﬁ TCpanunu, NMOCTOSAHHOC pe-
nHpUIHUpoBaHUE (KOHTAMHHUPOBAHHAS BO-
Jla, MHTAJSIIMOHHOE O0OpY/IOBaHUE, HMCTOY-
HUK UH(PEKIIUU B CEMbE), TOJTUPE3UCTCHTHAS
rocnuTanbHas ¢iopa

Tak, Harpumep, MOBTOPHbIE OaKTepHaTbHbIE MH(EKIMU JIETKMX, HauyaBIIMECs y peOeHKa B
Bo3pacte 6—12 Mec, NO3BOJIIOT MPEATIONIOKUTE NIATOJIOTUI0 TYMOPAJILHOTO 3BE€HAa IMMYHHUTETA. Bu-
pycHo-0akTepraibHbie WH(GEKINH, 0COOEHHO C BOBJICYCHUEM YCJIOBHO MATOTC€HHOW (hJIOPHI, B CO-
YEeTaHWU C ayTOMMMYHHOW IaTOJIOTHEH J1eNaloT KpailHe BEpOsTHBIM JMAarHo3 KOMOMHHPOBAHHOTO
umMMyHozepuunTa. Hammdaue XononHbIx adCc1ieccoB MOAKOKHON KIIETYATKH WM BHYTPEHHUX OPraHOB
M03BOJISIET 3aM0/103pUTh HapylIeHHe PyHKIUH (HarouuTos.



Tadomua 3. Inddepennnansuas auardocrnka rpynn MJIC B 3aBHCcMMOCTH 0T HH(EKIIMOHHBIX
¥ HeMH(PEeKIMOHHBIX NPOSIBJICHUN

I'ymopanbHble Cwmemannble  ne-| [ledexrsr  darorm- HedexTsr
nedexTsl (eKThI TO3a KOMILJIEMEHTa
Tunmunsle mato-|IInorennsie 6akTepun |Bupycel, rpudsl, |Karanasa- [Mnorennsie  OaxTe-
T€HBI (Staphylococcus, [POCTEHIIIHE, npoayiupyomme  |puu (Strep.,
Streptococcus, nvoreHHble  Oak- |Oaktepuun (Staphy- [H. infl), Neiserria
Haemophilus TEpHUU lococcus, Ser-
influenzal) ratia, Klebsiella,
Esche-richia coli),
rpUObI

Penkue narorenst |DutepoBupychl, Sal- (Campllobacter, |Proteus, Salmonel-|Bupycst (CMV, HSV)

KHUIIICYHBIC, KOX-
HBIC, MOYCBBLIC HWH-
(I)GKI_II/II/I, OCTCOMHUC-

monella, Mycoplas- |Listeria, Sal- |la
ma monella, My-
coplasma

OcHoBHBIE  uH- |PecniuparopHble, Pecrimparopusie, |JIumdaneHuTs!, Cucremnble uH(}EK-
(eKIHOHHbIE KUILIEYHbIE, KO)KHBIE |KOXKHBIE, CHUCTEM- [aOCLECChl IMOJKOX- |[IUM, MCHUHTUT
IIPOSIBJICHUS UH(EKIUH, CEeTCUC, |Hble, KHIICYHBIC [HOW KIETYaTKH U

MEHUHTUT uHpEeKIuH BHYTPEHHHUX Opra-

HOB, JIETOYHBIE,

JIUT

Heundexuu- Berpeuatorest penxo  |Jlumdomsr, neit- |Pemkxo AyTOMMMYHHBIE  3a-

OHHblE MpOSIB-  |(HAIpuUMep, LMTONE- |KO3bl,  AyTOUM- OoneBaHuss  (4acro

JICHUS Huu npu OBMH) MyHHasg  Maro- CKB), anruounenpo-
JIOTHsl, aTOTIHS TUYECKUH OTEK

[Tomuac nepBast nHQEKIMS y peOeHKa MOXKET NPOTEKaTh TaK TSHKENO, YTO HABOAUT HA MBICIb
06 NJIC. OnHako B OONBIIMHCTBE CIIy4aeB €JMHCTBEHHAs TsKemas MHPEKIHs, 0COOEHHO Y MaJIEHbKUX
JIETeN, HE CBUJETEIIBLCTBYET O MATOJIOTUM UMMYHHUTETA, B TO BPEMs], KAK BO3HUKHOBEHUE ITOBTOPHOMN
TspKenon nHgekyu aenaet quarno3 MJ1C kpaitHe BeposTHBIM.

Heo0OxomuMo TIaTenbHO YTOUHSTH BaKIMHAIBHBIM aHaMHe3 peOeHKa, YTO BaXKHO MPH HC-
cliefioBaHnu (pOpMHUPOBAHUS CHIENM(PUUECKUX AHTHTEN.

Kpaiine BaxxeH U ceMelHbIl aHaMmHe3. Hannune B ceMeliHOM aHaMHe3€ CMepTell eTel ¢
KJIMHUKOW MH(EKIMOHHOTO 3a00JIeBaHUs U, O€3yCIIOBHO, HAJIMYUE B CEMbE OOJIbHBIX C TMArHO30M
NJIC siBnsiercs BaxubIM paktopoM pucka ITMIIC y ob6cnenyemoro 6ospHOr0. Kpome Toro, Timarens-
HO COOpaHHBIM CEMEWHBIN aHaMHE3 TTO3BOJISICT MPEANOIOKUTH THIT HACIISIOBAaHUS 3a00JICBaHNUS U,
IIpY TOATBEP)KICHUM JUArHO3a, BBIIBUTH JIONOJHUTENBHBIX MOPAKEHHBIX YWIEHOB CEMBH U HOCHUTE-
nelt myrtauuu. BaxkHa pacoBasi IpHHAIIEKHOCTh OOJILHOTO, TaK KaK MHOTHE COCTOSTHHS Yallle BCTpe-
YarOTCsl y JIML ONPEAETIEHHON HALMOHATIBHOCTH (CPEIM3EMHOMOPCKAs JIMXOpAKa y apMsH), a TaKXKe
UCTOpUs OJIM3KOPOJCTBEHHBIX OPaKOB B CEMbE, UTO YBEIUYMBAET BEPOATHOCTH MPOSBICHUIN ayTo-
COMHO-PELIECCUBHOM NTaTOJIOTHH.

@u3MKaTbHbIE JaHHbIE B OOJBIIMHCTBE CIY4aeB COOTBETCTBYIOT 3a00JIEBaHUIO, SIBIISIOLIE-
mycs nposisienneM UJIC. Kpome Toro, npu muorux ¢gopmax UJIC ormedaercs orcraBanue B (hu-
3UYEeCKOM pa3BUTHM pebeHka. XapakTepHbIM npusHakoM MHorux [IMJIC sBnsercs runorpodust
TMM(OY3II0B ¥ MUHJIAJIHH.




s monreepxaenust auarno3a [TNJIC HeoOxoquMo crienuaM3upOBaHHOE HMMYHOJIOTHYC-
CKOe 00CTeI0BaHHe, KOTOPOE€ OOBIYHO MPOBOIMTCS B CHEIMATLHO OOOpPYIOBAaHHBIX J1a0OPATOPHSX.
OnHako pyTUHHBIE J1a0OpaTOPHBIE METOJIbI YacTO MO3BOJIIOT 3anono3puth M/IC Ha paHHem atame.
Tak, croiikas mumdorneHus (CHKeHne uncia JmmdonutoB MeHee 1500 B MKIT), 0COOCHHO y eTei
MJIQJILIETO BO3pACTa, Kak MpaBuilo, siBisiercs npusHakoM MJIC ¢ nopaskeHueM KJIETOUYHOIO 3BEHA UM-
MyHHTETa. 3HAUUTEIILHOE CHIDKEHUE raMMa-(ppakiiiy TII00yIMHOB MpU 3J1eKTpodopese OerIKoB Kpo-
B CBUJICTEIIHCTBYET O HAPYLIEHUU CHHTE3a HUMMYHOIJTIOOYIMHOB. BbIsiBIEeHNE TPOMOOLIMTOIICHHUH CO
CHIDKEHHBIM Pa3MepoM TPOMOOILIMTOB MO3BOJISIET IMPEAINOIOKUTh JUAarHo3 CHHApoMa Buckorra-
Onpaprya, MOBBIIICHUE alTb(a-PEeTONPOTEHHA — aTAKCHUIO-TEICAHTHOIKTA3HIO.

HmmyHonorndeckoe 00cieJoBaHUE TOJDKHO HAUMHATHCS C MCCIIEI0BaHNS KOHIIEHTPALUKN UM-
MyHormoOynmuHoB M, G, A. BrelpakeHHOE CHIDKEHHME COJEPKaHUs OHOTO MIIM HECKOJIBKUX KJIacCOB
MMMYHOIJIO0YJIMHOB OTMEYAEeTCs KaK MpU T'YMOPaIbHBIX JiepeKTax, Tak U Mpu OOIBIIMHCTBE KOMOU-
aupoBanHbx M/IC. 1gD u IgE Hepenko OTCYTCTBYIOT MPH Pa3iMYHBIX T'YMOPAIBHBIX Je(eKTax, 0JI-
HaKo OoJiee KIIMHUYECKHU 3HAYMMO BBISBIICHHE MOBBIIICHUS YPOBHEH 3THX KIaCCOB UMMYHOIIIO0Y-
JMHOB. 3HAYUTENbHOE MOBbIIIeHHE IgD xapakTepHO AJisl TAKOrO ayTOBOCHIAIMTEIHLHOIO 3a00JIEBaHMUS,
kak rurep-1gD cunapom. Beissienue noseimeHus IQE BaxxHO 111 quarHoCTHKH runep-1gE curmpo-
Ma, a TaKkXke aueprudeckux ocnoxknenuii apyrux MJIC.

BbusiBnenne CHUWKEHUS OJTHOTO WJIM HECKOJIBKUX KJIACCOB MMMYHOITIOOYJIMHOB JIOJDKHO CO-
MPOBOYKIATHCSI TIOCIISYIOIIUM OIIPEICIICHUEM OCHOBHBIX KJIETOYHBIX MOMYJIAIUi tuMponuTos: T-
aumbouuToB, B-numdoruToB, HaTypansHbIX KuiiepoB. Hanbosee nmpueMiieMblii B HacCToAIIIEe Bpe-
MsI METOJI OTpeJIeTICHHs] KOHIICHTPAUH PA3INYHbIX TOMYISIMN JTUMQPOIMTOB — MPOTOYHAS LIUTO-
MeTpus ¢ (QIIyOpPEeCIIEHTHO-MEUEHHBIMH MOHOKJIOHAJIBHBIMH aHTUTENIaMH. BripakeHHOE CHUXKe-
HHUE WK OTCYTCTBUE B-mMoIMTOB BCTpeyaercs Kak NpH TyMOPaIbHBIX Jie()eKTax, Tak v Mpy He-
KOTOPBIX popMax TspKenor KoMOMHMpoBaHHON MMMYyHHOI HenoctarouHoctd (TKMH), B To Bpems kak
3HAYMTEIbHOE CHIDKeHHE yncna T-mum@oruToB sBisieTcss 0€3yCIOBHBIM MPH3HAKOM KOMOHHHPO-
Bannoro NJIC.

JlononHuTeNnbHAS OLIEHKa KIMMYHHOTO OTBETAa MOYKET BKJIKOYATh OLIEHKY T'YMOPAJIbHOIO OT-
BeTa Ha crenuduueckue (BakIMHAJIbHBIC) aHTUTEHBI, HApUMep, TU(PTEpUHHbIE U CTOIOHSYHBIC
TOKCHHBI, IOJIMAHTUTE€HBI U T. 1. KauecTBeHHas! OlleHKa KJIETOYHOTO UMMYHHTETA, KaK IPaBUJIO, IIPO-
BOJIMTCS IN VItrO ImyTeM OICHKH aKTHBAIIMH JIAM(OIMTOB HA MUTOTCHBI M CTIEIM(DUYECKHE aHTUTCHBI.
[Tpu momo3peHnH Ha COOTBETCTBYIOLIME COCTOSIHUS BO3MOKHO M3MepeHue NK-IMTOTOKCUYHOCTH,
UH/YLIIPOBAHHOTO aroITo3a, MCCIEOBAHME 3KCIPECCUM OIPEETIEHHbIX MapKepoB aKTUBALMU U
i depeHInpoBKY TUMQOIUTOB.

[Tpu mono3peHnu Ha JedekT cucTeMbl KOMILIEMEHTa OOIIas reMOJIMTHYECKasi akKTUBHOCTh
KOMIUJIEMEHTA U UHAUBUAYaJIbHbIE KOMIOHEHThl KOMIUIEMEHTA KaK KJIACCHYECKOro, TaK U albTepHa-
TUBHOTO MyTH aKTHBAIIMKA MOTYT OBITh U3MEPEHbl IMMYHOXUMHYECKUMHU U (PYHKITHOHATIBHBIMHA Me-
TOJJAMHU.

OOmias oleHKa COCTOSATENBHOCTH (DAaroluTo3a MOXKET OCYIIECTBIATHCS IyTEM H3MEpeHHs
CTENEeHU peayKIMu Kpacurenss HUTpo-cuHero terpasonust (HCT) mocne cnenmduyeckoro crumyiu-
poBanus kietok kpoBu (HCT-tect). bonee coBpeMEHHBIM SIBISETCS TECT XEMHJIFOMUHHCLEHIMU
HENTpo(UIIOB, KOTOpask MPONOPIIMOHATBHA KOJIMYECTBY BHIPAOOTAHHBIX HEUTPO(DUIAMU aKTUBHBIX
dopm kucnopona. Bo3amoxkHa in VItro olieHKka XeMOTaKCHCa, a TAKKe MPOIYKIIMH U CEKPELUU OT/ICIb-
HBIX BOCTIAJTUTEITHHBIX IIATOKUHOB.

Heo6x0mMo NOMHHTB, 4TO CHIBOPOTOUHAS! KOHLIEHTPALIMS IMMYHOTJIOOYJIMHOB, @ TAKKe COOT-
HOUIEHHE CyOnomysiuil TMMQOIMTOB CUJIBHO 3aBUCAT OT Bo3pacta OoibHOro. IlosroMy mnpu orieHke
PEe3yJbTaTOB UMMYHOJIOTUYECKUX HCCIIEIOBAHUM BaKHO OPHEHTHPOBATHCS Ha BO3PACTHBIE HOPMBI
(tabm. 4). Kpome Toro, KIMHUYECKOE COCTOSTHIE OOJIEHOTO MOYKET BIIMATH HA MTOKA3aTENId UMMYHH-
TETa B MOMEHT HccienoBanus. Harpumep, cencuc HepeaKo CONPOBOXKIAETCS TPAH3UTOPHOM TOK-
CHYeCcKor JMMQoTieHreH, HepOTUUYECKHI CHHAPOM HEPEIKO BeleT K cHkenuto 1gG, momHoe oT-
cyrctBre C3 1 C4 KOMIOHEHTOB KOMILJIEMEHTA OTMEYAETCS B OCTPOM IIEPHO/IE CUCTEMHON KpacHOM
BoTYaHKH. [103TOMY 7151 OKOHYATENHFHOIO MOITBEPKICHHS AUarHo3a MepBUYHOrO AeeKra TOro Win
MHOTO 3B€HAa UMMYHUTETa HEOOXOUMO IMOTy4YeHHE JIBYX M 00Jiee WACHTHYHBIX PE3yIbTaTOB aHAIHU-



30B, MIPOBEICHHBIX, IO BO3MOKHOCTH, B PAa3HBIX KIMHUYECKUX CUTyauusx. Kpome Toro, B cBs3u ¢
CEphE3HOCTHIO MporHo3a 6ombHbIX ¢ MJIC molble BhIpaskeHHbIE OTKJIOHEHHUS OT HOPMaIbHBIX HMMYHO-
JIOTHYECKUX TIOKa3aresniell TpeOyroT MOBTOPHOTO MCCIEI0BAHMS ISl UCKITIOYEHHS apTe(hakToB U Jia-
OOpaTOPHBIX MMOTPEIIHOCTEH.



Taomuua 4. HopMasibHbIe MOKa3aTe M KJIETOYHOI0 ¥ I'YMOPAJIBHOI0O HMMYHHTETA B 3aBHCHMO-

CTH OT BO3pacra

Hopma Hopma 4- |Hopma Hopma Hopma Hopm 9- |Hopma crap-
Hccnenosanue 1—3mec | 12 mec 12-24 mec  |2—5 mer 6-8 ner 11 nmer mre 12 et
Ig E ( ME) 0-30 0-30 0-45 0-100 0-100 0-100 0-100
g G (r/m) 3,3-9,1 3,2-12,8 4,6-14,6 8,8-15,4 9,7-11,7 9,4-16,6 9,7-20,0
19 A(r/m) 0,1-0,2 0,1-0,4 0,1-1,0 0,3-1,5 0,9-1,9 0,9-2,9 1,0-2,3
Ig M (r/m) 0,4-1,2 0,4-0,8 0,6-1,8 0,8-1,6 0,8-1,9 0,6-2,0 0,6-2,0
19D (r/m) 0-30 0-50 0-100 0-100 0-100 0-100 0-100
JlefikomuTsl, abe. |7000-13000 |7000-12000 |7000-12000 {6100-10000 |4800-9000 |4800-8000 [5200-8000
I'panynonursl, % |18-36 20-40 23-43 34-56 43-59 43-59 45-61
I'panynomutsr, 1260-4680 |1400-4800 [1610-5160 (2074-5600 2064-5310 (2064-4720 |2340-4880
abc.
Monouutsl, % 4-8 4-8 4-8 4-8 4-8 4-8 4-8
Mownouurtsr, abe. |285-500 285-500 285-500 285 -500 285-500 285-500 285-500
Jlumponuter, % |55-78 45-79 44-72 38-64 36-43 36-43 36-43
JlumdounTsl, abce. [2920-8840 |3610-8840 |(2180-8270 |2400-5810 2000-2700 |2000-2700 |2000-2700
T-mumdountsr, % |55-78 45-79 53-81 62-80 66-76 66-76 66-76
B-numdornutsr, % |19-31 19-31 19-31 21-28 12-22 12-22 12-22
B-mumdomuter,  |500-1500  |500-1500  |500-1500  [700-1300 300-500 300-500 300-500
abc. (K1/MKIT)
CD4, % 41-64 36-61 31-54 35-51 33-41 33-41 33-41
CD4, abc.[1460-5116 |1690-4600 (1020-3600 |900-2860 700-1100 |700-1100 |700-1100
(ka/mMK)
CD8, % 16-35 16-34 16-38 22-38 27-35 27-35 27-35
CDs, abc.[650-2450 |720-2490 |570-2230 |630-1910 600-900 600-900 600-900
(xm/MKT)
CD4/CD 8 1,3-3,5 1,2-3,5 1,0-3,0 1,0-2,1 1,1-14 1,1-1,4 1,1-1,4
CD 16/56, % 5,2-17,3 6,2-18,2 7,5-18,7 7,5-19,5 10,6-22,4 |10,6-22,4 [9.9-22.9
CD16/56, a6c. 319-1142 (381971 276-896 276-896 257-619 257-619 129-557

MoJieKyJISIpHO-TEeHETUYeCKUIA aHAJIH3




Hns 6onpmmacTBa [IMJIC omrcana XxpoMocoMHas JIOKalu3amus ae(eKTHOro re’a, 4ro
CO34acT OCHOBY JJISI MOJIEKYJISIPHO-TEHETUYECKOTO TOATBEPKACHUS AUArHO3a, BBIBICHHUS HOCH-
TeJIel MyTaluu Cpeay WICHOB ceMbM M npeHaranbHoi auarHoctuku ITMJIC. Kpome Toro, npu
mHorux [TM/IC nokanusaiys v BUA MyTalluu sIBSTFOTCS (JaKTOPOM MPOTrHO3a TsHKECTU 3a00J1eBaHus U
MOT'YT BJIMSATh HA TAKTUKY TEPAITUH.

HpeHaTaJleaﬂ AUArHOCTUKA U T'€CHETHIECCKOE€ KOHCYJILbTHPOBAHUE

BeisiBiienne Myranuu HeoOXOAUMO sl a[IeKBaTHOM MPEHATAIbHOW JUAarHOCTUKU. CKPUHUHT
[TMJC y Bcex HOBOPOXKAEHHBIX, KaK 3TO JENaeTcsl Ul HEKOTOPBIX BPOKICHHBIX 3a00JIeBaHui (Ha-
npuMep, GEHUIKETOHYPHS U Jp.), HEBO3MOKEH B CBSI3U C OOJIBIINM pa3HOOOpa3ueM COCTOSHUM U OT-
CYTCTBUEM YHUBEPCAJIBHOIO (DYHKLMOHAIBHOIO TecTa. be3yciioBHO, /Ul aJeKBaTHOW NpeHaTallb-
HOUW JIMarHOCTUKH HEOOX0auMO Hannuue cemeiinoro anamuesa [11MJIC u, B OONBIIUHCTBE CiTyda-
€B, XapaKTepHu3alllus MyTalllu Y IOPaKEHHOI'o WieHa ceMbU. B HacTosIee BpeMs peHaTaabHas
JIMAarHOCTUKA TPOBOAMTCA Ha oOpasuax (eTaibHOM KPOBH, AMHHOTHYECKHUX KJIETKaX WM OuomTa-
Tax BOPCUHOK XOPHUOHA.

BakHbIM 3Tanom npeHaTajbHOM AUAarHOCTUKHU M T€HETUUECKOr0 KOHCYJIbTUPOBAHUS CEMBU
B LIEJIOM SIBJISIETCS ONPEZIENICHHUE CTaTyca HOCUTEbCTBA

MyTauuu. Jjst 3Toro BBIABIAETCS MyTalus y MalMEHTa, 3aT€M IIPOBOAUTCS MTOUCK ITOU My-
TallMM y MIPEATOIaraéMblX YWIEHOB CEMbH.

HLA-TunupoBanue

s 6onpmmHCTBa KOMOMHUpOBaHHBIX [IM/IC TpaHcruianTaims reMaTono3TUYeCKUX CTBO-
JIOBBIX KJIETOK SIBIISICTCS Teparnueidl BbiOopa. BaKHBIM 3TanoM B IUIaHUPOBAHWM TPAHCILIAHTAIUH
apnsierca HLA-TunupoBanue camoro 00JIbHOTO U €ro Oamxaiimux poacTBeHHUKOB. [Ipu orcyT-
CTBUU COBMECTHMOTI'O POJICTBEHHOT'O JIOHOpa (Kak MpaBuiio, Opara wiu cecTpsl) HH(opManus 0o
HLA narnuenTa HeoOXouMa Jij1st TOMCKa HEPOJCTBEHHOTO JIOHOPA B MEXKTYHAPOIHOM 0a3e TaHHBIX.

B cBs3u ¢ OonbimmM pazHooOpasueM mnposiBiennit MJIC BeneHne Takux OOJBHBIX TpeOyeT
HaJIM4Yus OOIIMpPHON JabopaTopHOI 0a3bl ISl IMarHOCTUKYA ayTOMMMYHHBIX, aJUIEPIUYECKUX U OITy-
xoneBbIx coctosiHui npu MJIC. Baxxusim acnekroM BeneHus 6onbHbIX ¢ MJIC sBisieTcs Bepuduka-
st Bo3oyaureneid uHpeximu. Bo3OyauTensMun MHPEKLUM, KpoMe CTaHAAPTHBIX Ul JETCKOTO BO3-
pacTa maTtoreHoB, MOTYT ObITh TPUOBI, B TOM YKCIIe U OTIIH4HbIe OT poaa Candida, arunuunblie MuKO-
OakTepuu, BUPYCHl U TIPOCTEHIIHE. ITO HEOOXOMMO YUUTHIBATH, HAIIPUMED, TIPU BBICEBE M3 MOKPO-
Thl YCIIOBHO NATOr€HHOM (JIOpBI, B HOPME CUMTAarolIeiicss KoHTaMuHupytomend. HeoOxomumo Taroke
TIOMHHUTb, YTO CEPOJIOTHYECKast THarHoCcTUKa nHpekiwii y 6ompimHcTBa 60mbHBIX ¢ MJIC HenHbopma-
THBHA B CBSI3U C JBYMs acrieKTamu: 1) OTCYTCTBHE y OOJBIIMHCTBA OOJNBHBIX CHHTE3a CHELU(PUUECKHUX
AHTUTEN B XO71e MHPEKIMH, 2) TIPOBEICHUE PETYIISIPHON 3aMECTUTENTHHON Tepariy BHYTPUBEHHBIM Ye-
JIOBEYECKMM UMMYHOTJIOOYJIMHOM, cofiepKariuM goHopckue 1gG anTurena.

[Tosromy y GombHbIX ¢ MJIC Bo3pacTaeT ot Takux uccnenosanui, kak [11[P, 6uoricus ¢ mo-
cieayromuM noceBoM. Heo6xo1umo npoBOAUTE aHAIN3 YyBCTBUTEILHOCTH BbIceBaeMOM (IIophbI K
AHTUMHUKPOOHBIM Mpernaparam, Tak kak y 0onbHbIX ¢ MI/IC ocoGeHHO yacTo BCTpeyaeTcsl aTunuyHast
U MOJIMPE3UCTEHTHAs (piiopa.

Y4uuThIBast MOBBIIIEHHYIO CKJIOHHOCTh OOJTBHBIX ¢ HeKoTopbiMU (hopmamu UJIC k pa3ButHio ay-
TOMMMYHHBIX U OITYXOJIEBBIX 3a00JI€BaHUI, MIPU BEJICHUH 3THX OOJIbHBIX CIIEAYeT COOJII0aTh HACTO-
POKEHHOCTH B OTHOIIIEHUH JTaHHOM maTtojiorud. B cBsi3u ¢ atiM y 60mmbHbIX ¢ UJIC pe3ko Bo3pactaer
JI0JI1 MHCTPYMEHTAJILHBIX METO/IOB HCCIIEAOBaHHS (KOMITBIOTEpHass ToMorpadus, 3HIOCKONUS), a
TaKKe He0OXOIMMOCTh POBEAECHHS OUOIICHI.

CBoeBpeMeHHasl UAarHOCTUKA M KOPPEKIMS UMMYHOJIOTHUECKIX HAPYIICHUH TTO3BOJISIOT
paHoO HayaTh CHEHU(PHUECKOE JIEYEHHE OCHOBHOTO 3a00JIEBaHMUS, YTO 3HAUUTENILHO MOBBIIIACT
HIaHCHI Ha BEDKHBaHKUE O0BHBIX ¢ MJIC 1 yimydImaeT Ka4ecTBO UX JKU3HHU.



TECTBI PEUTUHT-KOHTPOJISI 3HAHUM CTYJEHTOB
1. OpranoM UMMYHHOH CHCTEMBI, B KOTOPOM IPOMCXOAMT co3peBaHue U nuddepeHmpoBka
T-nmumdonuToB, sBIseTCA:
a) KOCTHBIA MO3T;
0) BUJIOYKOBAs HKEJE3a;
B) CEJIC3CHKA;
r) TUMQpaTHICCKHUE Y3IIb;
1) TICHEepOBBI OJIAIIKN KUIIICYHHUKA.
2.  OcHOBHBIM MecTOM UG (HepeHIIUPOBKU 1 OHTOTeHe3a B-uMpounuToB saBuseTcs:
a) KOCTHBIA MO3T;
0) cene3eHka;
B) BUJIOYKOBAs KeJe3a;
r) TUMQpaTHICCKHUE Y3IIb;
n) IleitepoBbl OJIAIIKY.
3. T-mumdonuTh:
a) OTBEYAIOT 32 Pa3BUTHUE KIETOYHBIX UMMYHOJOTUYECKUX PEaKIUit
B BUJIC THIIEPYYBCTBUTEIBHOCTH 3aMEJICHHOTO THUIIA;
0) OCYIIECTBISIOT PEaKIIUU TPAHCIUIAHTAIIMOHHOTO IMMYHUTETA,
B) SIBIISIFOTCS KJIIETKaMHU-aHTUTEIIONPOYIICHTAMHU;
I') OTBEYAIOT 32 aKTUBAIIMIO CUCTEMbI KOMIIJIEMEHTA;
1) BEpHO a), 0).
4. B-numdouutsr:
a) He SBISIOTCS IMMYHOPETYJIATOPHBIMHU KJIETKAMU;
0) oOecrieunBarOT MPOTUBOBUPYCHBII IMMYHUTET;
B) TPaHC(QOPMHUPYIOTCS B KJIIETKU aMATH;
I') B OTBET HAa aHTUTEH TPAHCHOPMUPYIOTCS B KIETKH,
CHHTE3UPYIOIINE aHTUTENA;
1) BEPHO B), T).
5. OCHOBHBIM KpuTepueM JieneHust T-muM@poUnUTOB Ha CyOIOMYJISIUY SIBIISIETCS:
a) (u3nueckue mapaMeTpsl KIeTKu (pasmep, popma u mp.);
0) pyHKITMOHAIbBHBIE 0COOEHHOCTH;
B) SKCIIpeccUsl Ha KJIETOYHOH MOBEPXHOCTH AHTUT'CHOB,
OTIPEIEIISIONINX TeHETHUECKYIO TPOTPaAMMY KJIETKH;
I') 0cOOEHHOCTH MOP(}OJIOTHYECKOH CTPYKTYPBI KIETKH;
1) HUYETO U3 BBIIICNEPEUNCICHHOTO.
6. Homymsauus T-mumponuros:
a) Tpe/ICTaBJIeHa OJHOPOAHBIMH KIICTKAMH;
0) BritouaeT T-TUMQpOLIUTHI-TOMOIHUKY;
B) BKJItoUaeT T-mMMQOLUTHI-KUILIEPHI;
r) BioudaeT T- u B-numdonutsr,
1) BEpHO 0), B).
7. Th-1 aumpouuTs:
a) TpaHC(HOPMUPYIOTCS B TUTA3MATUUYECKHUE KIIETKH;
0) y4acTBYIOT B aHTHTEJIOT€HE3E;
B) OCYIIECTBISIOT PEAKIIMH T'YMOPAJIFHOTO UMMYHHTETA;
I') OCYLIECTBIISIOT IPOTUBOBUPYCHBI HMMYHUTET;
1) OCYIIECTBIISIOT TIPOTHBOOITYXOJIEBBI HMMYHHTET;
€) BEpHO T) 1).
8. Th-2 aumdouunTs:
a) o0ecreynBaoT Peakluy THIePYyBCTBUTEILHOCTH 3aMEJIEHHOTO THIIA;
0) ctumynupytoT B-nmumdouunts! k nponudepannu u AuphepeHunpoBKe
B @HTUTEJI000PA3YIOIINE KIETKHU;



10.

11.

12.

B) TOPMO3ST BBIPAOOTKY aHTUTE,
r) o0ecreYnBaroT CTAaHOBJICHUE U TIOIIEPKaHUE
MMMYHOJIOTHYECKOH TOJICPAHTHOCTH;
1) OCYILIECTBIISIOT JIU3UC KJIETOK-MHILICHEH.
K MoHOHYKJI€apHO# (aronuTapHOi CUCTEME OTHOCST:
a) HEeHUTpoUIbHBIE TPAHYIIOLHUTHI;
0) MOHOIUTHI;
B) JTUMOQIIUTHI;
') TPOMOOLIUTHI;
1) KEpaTUHOLIUTHI.
OcHoBHBIE PYHKIMU Makpodara:
a) o0OecrieunBaeT 3alUTy OT OOJUTaTHBIX BHYTPUKIETOUYHBIX MUKPOOPTaHU3MOB;
0) ynanser (pa3pyiias) HeMeTa00JIU3UPyEMbIE HEOPTraHUYECKHUE MAaTEPUAIIBL;
B) SIBJISIETCS] aKTUBHO CEKPETUPYIOIICH KIETKOM;
) SIBJISICTCS aHTUTEJIO-TIPOIYLIUPYIOIIEH KIIETKOM;
1) SBIISIETCSl aHTUT€H-TIPE3CHTUPYIOIIEH KICTKOM.
OrneHka IMMYHHOW CHCTEMBI BKITIOYAET OMPEECIICHUE COCTOSHHUS:
a) B-cuctembl uMMyHUTETA;
0) T-cucreMbl UMMYHHTETA;
B) CHCTEMBbI (harommuTo3a;
I') CHCTEMBI KOMILIEMEHTA;
1) BCE OTBETHI BEPHBI.
OCHOBHBIMH TIOKa3aHUSIMH K MIPOBECHUIO OIICHKH MMMYHOJIOTHYECKOTO cTaTyca y O0JIbHBIX

AJNICPru4C€CKUMHA 3a00J1€BaHHUSIMH SIBJISIOTCS

13.

14.

15.

16.

a) HETUNHMYHAsS TsDKeIas KIMHUKA O0JIe3HHY;

0) HeappexruBHocTh CUT;

B) 000CTpeHUE AJICPTHYECKOT0 3a00JICBaHUS;

r) He3(PEKTUBHOCTD TPAIUIIMOHHBIX METOJIOB JICUCHUS;

I) BEpHO a), I).

MeTonamu OlleHKH TYMOPaibHOTO HMMYHHUTETA SIBIISIOTCS:

a) moJicyeT KojaudecTBa B-nmumdonnros;

0) mojcyet konudecTBa T-muMdOIUTOB;

B) ompejesieHne UMMYHOTTI00ymnHOB A, M, G;

) ompejeneHre uMmyHornooynuHa E;

1) BEPHO a), B), T).

MeToaamu OlleHKH KIIETOYHOTO UMMYHHTETA SBISIOTCS:

a) moJicyeT KojaudecTsa B-mumdonnros;

0) mojcyet konudectBa T-muMdOIUTOB;

B) onpexaeneaue CD4-mumdponuTos;

r) omnpenenenue CD8-nmumponnTos;

n) onpexaenenne nuaekca HCT-recra;

€) BepHO a), 0), B), I).

J1JIst OTICHKH CHCTEMBI (haroIuTo3a UCCIASAYIOT CIICYIOIINe KICTKH:

a) TUMQOIIUTHI;

0) rpaHyJIOLMTHI;

B) THUMOIIUTHI;

r) B-mumdouutsr;

1) TPOMOOIIHUTHI.

Hauboee BaKHBIMH KPUTEPHSIMH OIIEHKH CUCTEMBI (haroIuTo3a SBIISTFOTCS:
a) ompejeNeHue MOJBUKHOCTH (arorUTapHBIX KIETOK;

0) ompejeneHne KUCIOPOI-3aBUCUMBIX MEXaHU3MOB OaKTEPHIIMTHOCTH HEHTPODHUIIOB;
B) OIpe/IeTICHHE KUCIOPOA-HEe3aBUCUMbBIX MEXaHIU3MOB OaKTEPUITUAHOCTH HEUTPO(DHIIOB;



T) BepHO 0), B);
1) OnpeeNieHre MOIBUKHOCTH SPUTPOLIUTOB.
17. MMyHOTIIOOYJIHHBI - 3TO CBIBOPOTOUHBIEC OEIIKM, OTHOCSIIUECS K KIIACCy:
a) Q-TJIOOYJIUHOB;
0) B-r1o0yIMHOB;
B) Y-TJIOOYJHUHOB;
') L-TJI00YJIMHOB;
1) Q-TII00YJIUHOB.
18. MmMmyHOTIIO0YIMHBI CHHTE3UPYIOTCS:
a) B IUIa3MaTHYECKUX KJIETKaX;
0) B T-num¢onurax;
B) B MOJUMOP(HOSAIEPHBIX JIEHKOLIUTAX;
r') B Makpodarax;
1) B SPUTPOLIUTAX.
19. Anrturena ogHOHU cienn(pUIHOCTH MPUHAICKAT:
a) K OIHOMY KJIACCY UMMYHOTJIOOYJIMHOB;
0) K pa3HbIM KJIaccaM UMMYHOIJIOOYJIMHOB;
B) HE MpUHAJIeKAT K OenKaM riIo0yIuHOBON (hpakiuu;
T') IPUHAIIEKAT K KJIaccy B-ro0yIuHOB;
1) IPUHAAIEKAT K KJIACCy [-TII00YIMHOB.
20. KomndecTBO M3BECTHBIX KJIACCOB MMMYHOTJIOOYJIMHOB
a) 1,
0) 2,
B) 3;
r) 4;
n) 5;
e) 6.
21. Monekyna nummynorio6ynusa (IgG) cocrout:
a) M3 JIBYX TSDKEJBIX MOJUIETITHAHBIX IIeTICH,
COEZIMHEHHBIX MEXly cO00M TUCYNb(UIHBIMU CBA3SIMH;
0) U3 ABYX JIETKUX MOJTUMENTHIHBIX IETIEH,
COEIMHEHHBIX TUCYIIb(OUTHBIMU CBA3SIMH;
B) BEpHO a) U 0);
T') W3 OJTHOM TSKEJIOW Y OJTHOM JICTKOM MOMUIEHTHIHBIX IIETIeH,
COCMHEHHBIX TUCYIb()UTHBIMU CBSI3SMH.
22. AKTUBHBIM IIEHTPOM MOJIEKYJIbI aHTUTENA SIBISIOTCS:
a) KOHCTAaHTHBIE YUACTKH IMOJIMTIENTHIHBIX [ETIeH;
0) BapuabenbHbIC YUaCTKH MOJUNENTUIHBIX LEHei;
B) BEpHO a) U 0);
r) Fab-¢pparmenr;
n) Fc-pparmenr.
23. OcHOBHOM (pyHKIIMEH aKTUBHOTO IIEHTPA MOJIEKYJIbl aHTUTEJA SBIISIETCS
a) (uKcanus aHTUTEI K KJIETKaM OpraHu3Ma;
0) ¢ukcalyst KOMIOHEHTOB KOMILJIEMEHTA;
B) CBSI3b C aHTUTEHOM;
T') BEpHO a), 0);
1) BEpHO 0), B).
24. CgoiicTBa uMMyHOII100yMHa G:
a) MPOXOIUT Yepe3 IJIAICHTY,
0) umeer 4 moKIacca;
B) caMblii KOPOTKOXKHUBYILIUI KUMMYHOTJIO0YIUH
(uMeeT caMblif MaJICHbKUI TEpHO OTypacana);



r) o0OecrneynBaeT 3aluTy MPOTUB HH(EKINT;

1) y4acTByeT B ((OPMUPOBAHUH HEMEUIEHHBIX AJUIEPTUUYECKUX PEAKIIMIA;

€) BepHoO a), 0), I).
25. YpoBeHb MIMMYHOIJI00YJIMHOB OCHOBHBIX KJIACCOB B CHIBOPOTKE KPOBHU OIpENENSETcs C IOo-
MOIIBIO:

a) peaklMy IpeUnUTaIuHy;

0) peakuuu OnacTTpaHcGopmauy;

B) UMMYHO(EPMEHTHOTO METO/1a;

I') IPOTOYHOMN LIUTOMETPUH;

1) 3NeKTporpadum.
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IIpakTuyeckue MOAXOAbI K TMATHOCTHKE U BeIEHUIO NMAINMEHTOB ¢ MEPBUYHBIMH HM-
MYHO/1e(UIIUTHHIMH COCTOSIHUSIMH.

MoTHuBallHOHHAS] XapAKTEPUCTHKA TEMBbI
B nacrosimee BpeMs BO3pOCia 4acTOTa UMMYHOJOTHYECKOTO OOCIEOBaHUS MAlMEHTOB Bpa-
Yamu MOJMKIUHUK U CTallMOHAPOB. J[0CTaTOYHO YacTO BBISBIAIOTCS PA3JIMUHbIC HE3HAUUTEIIb-
HbIE U3MEHEHUS MOoKa3areraell UMMYHHOTO CTaTyca Kak KJIETOYHOT0, TaK U TyMOPaJIbHOTO 3BE-
Ha y MAIMEHTOB 0€3 KaKUX-TN0O0 KIMHUYECKUX CHMIITOMOB, KOTOpPBIE 3a4acTyl0 HE TPeOyIOT
koppekuuu. C Ipyroit CTOpOHBI, CYIIECTBYET Liejiasi KOropTa MalieHTOB C «HESICHBIMH JHArHO-
3aM#», KOTOPBIE B TEYCHHUH JJIUTEIBHOTO BPEMEHHU BEeIyTCsS 0€3 MMMYHOJIOTHYECKOTO TUarHo-
3a (ITU/C), mony4aroT TOJBKO CUMITOMAaTHYECKYIO (HE BCerJa aJIeKBaTHYIO) aHTHOAKTEpH-
ATBHYIO TEpPaIuio, 1 K MOMEHTY OCMOTpPa HMMYHOJIOTa 1 UMMYHOJIOTHYECKOTO 00CIIeI0BaHUs
UMEIOT CTOMKHE HeoOpaTHMble M3MEHEHHS BHYTPEHHUX OpraHoB. M3BeCTHO, 4TO 3aMecTH-
TeNbHAsI TEepanusi BHYTPUBEHHBIMH MMMYHOTJIOOYIMHAMH, TPOPUIAKTHIECKAss aHTHOAKTepH-
anpHas Tepanus npu [TNC 3HAYMTENBHO CHMIKAIOT YacTOTYy MH(EKIMHA W, KaK CJIEACTBUE,
CHW)KAIOT BEPOSTHOCTh BO3HUKHOBEHUS JCCTPYKTUBHBIX W3MEHEHUN BHYTPCHHHX OPTaHOB.
BrisBienne renernyeckux nedextoB y manueHtoB ¢ [IMJIC mo3BonsieT OKOHYATEIbHO MOA-
TBEPJUTH IMArHO3, & TAK)KE OCYIIECTBIISThH MPEHATAIBHYIO JUATHOCTUKY B UX CEMBSIX. DTO aK-
TyallbHO B HacToslIlee Bpems, T.K. Olarojgaps COBPEMEHHOMY pa3BUTHIO (apMakoTeparuu
MIPOJIOJDKUTENIBHOCTh JKU3HU OOJIBHBIX JOCTATOYHO BEJIMKA. 3HAHUE TEMbl HEOOXOAMMO ISt
pellIeHus CTYICHTOM 3aJia4 110 UMMYHOMATOr€He3y, TUarHOCTUKE U TaKTUKE BEJICHUS MallieH-
TOB C MEPBUYHBIMA UMMYHOACPUIIMTHBIMU COTOSIHUSIMH. JIJISI M3ydeHHsI TeMbl HEOOXOIMMO
MOBTOPEHHE Pa3elioB Kypca HOPMallbHOM aHaTOMHH, (HU3HOJIOTHH, UMMYHOJIOTUH, TAaTO(U-
3HOJIOTHH.

Leab: 3HaTh OCHOBHBIE ATANbl TUATHOCTUKU U JICYCHUS MEPBUYHBIX UMMYHOICHUIUT-
HBIX COCTOSIHUH, TTOJIXOJIbI K TUATHOCTHKE W BEJICHUIO MMAIIMEHTOB C BTOPUYHBIMA UMMYHO () ¥~
UTHBIMU COCTOSTHUSIMHU.

Bomnpocs! 1151 TOATOTOBKY K 3aHATHIO:

MOHATHE O MEPBUYHBIX UMMYHOIe(DULINTAX;
AMUACMHOJIOTHSI, TCHETHYECKHUE OCHOBBI IEPBUYHBIX UIMMYHOIC(PHUITUTOB;
KiaccupuKalus NePBUYHBIX UMMYHOAEPHUIINTOB;
KIIMHUKO-MMMYHOJIOTHYECKAsT XapaKTePUCTUKA PA3TUYHBIX BapHAHTOB IMEPBUYHBIX
UMMYHOJE(UITUTHBIX 3a00I€BaHMIA;
g depeHInaIbHbIA JUarHo3 NePBUYHBIX UMMYHO1€(DULIUTOB,;
KIIMHUKO-JIabopaTopHas OIleHKa MMMYHHOW CHUCTEMBl y OOJBHBIX C MEPBUYHBIMU
UMMYHOJEPUIIUTaAMH;

v’ TOAXOJBI K JICYCHUIO ¥ BEJAECHHIO MAIIMEHTOB C EPBUYHBIMU MMMYHOA€(DUIIUTHBIMH

3a00JIeBaHUSMHU.

OcHanenue 3aHATHA

1. KoMmbroTEpHBIE U TEXHUYECKUE CPEACTBA OOYUEHHUsS: OBEPXETHI, CIANOCKOIBI, KOM-
MBIOTEPBI, MUKPOCKOIIBI, BUIEOMAarHUTO(OH, TeJIEBU30D U AP.

2. Harnsaaple ocoOusi: OOJIBHBIC, CTEHBI, TUTAKATHI, TAOIHIIBI, (OTOATEO0M, CIAMIbI,
BUJICO(PHUIBEMBI, BBITUCKHA U3 UCTOPHI O0E€3HU, apXUBHBIE UCTOPUU OONIE3HU, CXEMbI, METO Y-
CKHE YKa3aHUA IS CTYJEHTOB, METOIMYECKHE pa3pabOTKU ISl TperojaBaTeseii, TecThl Ha Oy-
Ma)XHOM U DJIEKTPOHHOM HOCHTEIISIX, IPE3ECHTAINH, AITOPUTMBI TUATHOCTHKY H JICUCHUS.

3. [Tnakatsl, BUACOMUIHLMBI, KOMIIBIOTEPHBIE IPOTPAMMBI, IIPE3CHTAIINH.

4. TecToBble 3a/laHusl AJSl MPOBEPKH HCXOJHOTO W MTOTOBOTO YPOBHS 3HAHUU TIO TeMe
3aHATHS.

[Tnan mpoBeeHUs 3aHATUS

ANANENRN

AN

1. Benenue, coznaHne MOTUBAIIUY JIJIS1 U3YUEHUS TEMbI 5 MuH
2. IIpoBepka UCXOTHOTO YPOBHS 3HAHUH (TECTOBBIN KOHTPOJIB) 15 MUH
3. Ompoc cTyIeHTOB, 00CYXIeHHE BOIPOCOB 20 MuH

4. Pemenue u 00CyX/IeHUE CUTYAIIMOHHBIX 33724 30 MuH



5. Pa300p KIMHUYECKOTO CITydast 20 MuH
6. [TepepriB 10 Mun
7. Kypanus TeMaTH4ecKuX O0TbHBIX 50 mun
8. O0cyx1IeHHEe pe3yIbTaTOB Kypaiuu 30 muH
9. OreHKa UTOTOBOTO YPOBHS 3HAHUH CTYJICHTOB

(TecTOBBIN KOHTPOJIb) 20 MuH

10. 3akimroueHue: MoABEACHNUE UTOIOB 3aHATHUS, 3aJaH1e

Ha CIIEYIOIEE 3aHATHE 10 mun

TecTOBBIN KOHTPOJIb HCXOJHOT0 YPOBHSI 3HAHUI CTYIEHTOB
1. HawuGosnee MOTHBIM U TOYHBIM OTIPEACICHUEM MOHATHUS "UMMYHOICHUITUT" SABIISETCS:
a) U3MEHEHHUS B CUCTEME HMMYHHTETA, 00YCIOBIICHHBIE
KOJIMYECTBEHHBIM J1e(DUITUITOM UMMYHOKOMITETCHTHBIX KJIETOK;
0) U3MEHEHHUS B CHCTEME HIMMYHHUTETA
B pe3yJIbTaTe HapyIIEHUS 3TANoB Co3peBaHusl, Au(PpepeHINPOBKH,
(YHKIIMOHATBHOW aKTUBHOCTH U YHCIIa KIIETOK,
Y4acTBYIOUIMX B UMMYHOJIOTHYECKOM OTBETE;
B) U3MEHEHHUS B CUCTEME UMMYHHTETA
B pe3yJibTaTe HapyleHUs! (PYHKIIMOHAIbHON aKTUBHOCTH KJIETOK,
YYaCTBYIOIIMX B UMMYHOJIOTHUYECKOM OTBETE;
') U3MEHEHHUSI B CUCTEME MEKKJIETOUHBIX B3aMMOJECHCTBHIA;
1) U3MEHEeHHsI HecTleU(UIECKOM PEaKTUBHOCTH UMMYHHBIX KIIETOK.
2. K 0c00eHHOCTSIM NMEepBHYHOTO UMMYHOIS(HUIIMTA OTHOCSATCS:
a) U3MEHEHHUS B CUCTEME UMMYHHTETA,
MIPOSBIISIOIIMECS B IIEPBBIE MECSILIBI U TOJIbI )KU3HH;
0) U3MEHEHHs B CUCTEME IMMYHHTETA,
pa3BUBILKECS B pe3yjIbTaTe OaKTEPUAIBHBIX U BUPYCHBIX HH(EKIIHIA;
B) U3MEHEHHUS B CUCTEME UMMYHHTETA, I€TEPMUHUPOBAHHBIC T€HETUYECKHU;
I') OTCYTCTBUE U3MEHEHHUI CO CTOPOHBI UMMYHHON CUCTEMBI.
3. K 0co0eHHOCTSIM BTOPUYHOTO UMMYHOI€(DUITUTA OTHOCSTCA:
a) U3MEHEHHUS B CUCTEME UMMYHUTETA, I€TEPMUHUPOBAHHBIE T€HETUYECKHU;
0) U3MEHEHUs B CUCTEME HMMYHUTETA, MPOSBIISAIONINECS B IIOOOM BO3pacTe;
B) U3MEHEHHUS B CUCTEME UMMYHHTETA, Pa3BUBIINECS B PE3yJIbTAaTe
Pa3IMYHBIX BUJOB ITATOJIOTUH WM BHEIIHUX BO3JEHCTBUM;
I') U3MEHEHHUsS B CUCTEME UMMYHHUTETA, HAauOOoJIee YacTO COYETAIOIINECS
C TeJIbMUHTHBIMH, OaKTEpHAIbHBIMU U BUPYCHBIMH HH(EKLIUAMH,
JeCTBHEM JIEKaPCTBEHHBIX U XMMHUYECKUX BEIIECTB, O0TyUEHHEM.
4. CpoiictBamu IgG aHTHTEN ABIAIOTCA:
a) BO3MOXKHOCTb MPOXO0K/ICHUS Yepe3 IUIALIEHTY;
0) HEBO3MOXKHOCTb MPOXOXKIECHUS Uepes3 IUIALEHTY;
B) BO3MOKHOCTb YaCTUYHOTO MPOXO0K/IEHUS Yepe3 IUIALIEHTY;
I') HEBO3MO>KHOCTb YaCTUYHOTO MTPOX0XKJICHHS Yepe3 TUIALeHTY.
5. 'unepriaoOynuHemus A xapakTepHa:
a) NI aTOIHH;
0) IUIs1 BOCIAIMTENIbHBIX MPOIECCOB HAa CIIM3UCTHIX 000JI0UKaX;
B) JUIs aHa(pUIIaKCUU;
T) JUIsl ICUXOMATOJIOTUYECKUX COCTOSHUH.
6. IToBbIlIIeHNE YPOBHS UMMYHOTIIOOYIMHA M XapakTepHO AJIs:
a) HaJIM4Us OCTPOro MH(MEKIIMOHHOTO Mpoliecca;
0) HaTM4Ksl XPOHUYECKOTO BOCIAJICHHS,;
B) aTOIUU;
T') TeJIbBMUHTO3A.



7. CeneKTUBHBIN AePUIUT UMMYHOTJIO0YIMHA A MOXKET CONPOBOXKIATh:
a) aTonuyeckoe 3a00eBaHue;
0) renaTUThI,
B) aHTHUTHI,
T) AepMaTOPUTHN;
1) TICUXO3BI.
8. CHmkeHHe (haroUTapHOi aKTUBHOCTH HEUTPODUIIOB O0Jiee XapaKTEPHO JIS:
a) yacteix OPBU;
0) OpoHXUATHLHOW ACTMBI;
B) aTepOCKIIEPO3a;
r)(haebomnaruii;
1) BATHJIHTO.
9. CHmxeHue MpoayKIUU HHTEp(EepoHa XapaKTepHO JJIS:
a) BUPYCHBIX HH(EKIINIA,
0) aronuu;
B) OaKTepuaIbHBIX HH(EKIUH;
I') BEPHO a), B);
1) HIYETO U3 MEePEUNCICHHOTO.
10. [l BHYTPUKIETOYHBIX MHPEKIUI XapaKTEpPHO HATMYME HMMYHHOI'O OTBETA I10:
a) Thl-tuny;
0) Th-2 tumy;
B) Th3-tumy;
r) Th4-tuny;
a) Ths-tumy.

B nocnennue roasl HaceneHue Poccun 03agaumiioch OTCIEKUBAHUEM PabOThl UMMYHHOU
CUCTEMBI YeJOBeKa. TeJeBU3MOHHBIE MPOrpaMMbl M CTPAHMILIBI Ta3eT U KYpPHAJIOB 3alECTPEIH
3aroioBkamu: «Yro nenats, eciu y Bac ummynoaepuuunt?», «CuHApOM XpOHHUYECKOH ycTano-
cty, «Yacto Ooneromue netu» u T.1. JeicTBUTEIbHO, JMHAMUYECKNE U3MEHEHHUS TToKa3aTenen
UMMYHHOH CHCTEMbI MPOMUCXOIAT B OTBET HAa Pa3IUYHbIE COCTOSHMS OpraHu3Mma: MH(EKIuH,
TpaBMBbl, OMYXOJIH. SIBasieTcs u 310 naronoruei? B 001bIIMHCTBE CiIy4yaeB - HET, 3TO HOpMaJlb-
Hasl peakiysl )KUBOro opraHu3Ma. Beab ocHOBHast pyHKIIMS MMMYHHOH CHCTEMBI - 3T0 60pbba co
BCEM UYKEpPOJHBIM, OyAb TO OakTepHst WM omyxoseBas kieTka. OHaKO B HEKOTOPBIX CIIydasx
WU3MEHEHUSI MMMYHHOU CHUCTEMBI HOCST JOJTOCPOYHBIM, ATOJOTUYECKUI XapaKTep, U TaKUE CO-
cTosiHUsI Ha3biBatOTCsl uMMYyHoaepuuutHbeiMu (M/1C). B 3aBucUMOCTH OT MPUYMH BO3HHUKHOBE-
HUS OHM PA3ACIAIOTCA Ha NMepBUYHBIE U BTOpUYHbIE. Bropuunsie MJIC sBisitoTcs cienctBuem
CepbE3HBIX BHEIIHUX BO3CHCTBHUI HAa OpraHU3M: HOHU3UPYIOIIETO U3ITy4YeHUsl, IMMYHOCYIpeC-
CHUBHOH Tepanuu, noTepu Oenka (B TEPMHHAIBHBIX CTaJUAX XPOHMUYECKON OOJIE3HH MOYeK), TH-
xeénbix nHPexuuit (Hanpumep, BUY). [lo cpaBHeHUIO ¢ mepBoil rpynmnoi, OHU BCTPEYAOTCS Ha-
MHOT'O Halle, OHAKO, KaK MPaBUJIO, HE MPEICTABISAIOT OOJBIIMX IUATHOCTHMUYECKUX MpoOIiIeM,
MOCKOJIBKY SIBJISIFOTCS CJIEICTBUEM YK€ M3BECTHBIX MpUYMH. HarpoTus, nepBUYHBIE UMMYHO/I€-
(GUIMTHBIE COCTOSIHUSI OTIIMYAIOTCS BBIPAXKEHHOM runoauarHoctukoil. Hepenko 6omnbHbIe ¢ mep-
BuuHbIMU UJIC He H0XHUBalOT A0 aJeKBaTHOro nuartosa. Kpome toro, mposiBieHus U TaKkTHUKa
tepanuu BTopuuHbIX M/IC Bo MHOrOM cxoxu ¢ TakoBbIMU npu nepBuuHblx UJIC. B GonbiunH-
CTBE CIy4yaeB OCHOBHBIM KaK IpU MEPBUYHBIX, TaK U MPU BTOPUUYHBIX UMMYHOAeDULIUTAX SBIIS-
eTcs MHPEKIUOHHBIA cUHIpOoM. OJHAKO Ba)XHO IMOMHHTH, YTO HapyLIEHHE OCHOBHOW (hYyHKIIUU
MMMYHHOH CHCTEMBI - pACIIO3HABAaHUE CBOETO U YYXKOTO — TaKKe BEAET K MOBBIILIEHHOW YacToTe
ayTOMMMYHHBIX, OITyXOJIEBBIX U peke - aJulepruiueckux 3adonesanuii y 6onbnbix ¢ MJIC. Kpome
TOT0, 1€(PEeKThl UMMYHHUTETAa MOT'YT CONMPOBOXKAATHCS U30BITOUHOM UM@onponardepanrel u Ha-
pYLIEHHEM KOHTPOJIS BOCTIAJICHUS.

[Tepsuunbie ummyHonedunutHeie coctosnus (IIMJC) oTHOCITCS K TpymIe TsHKETBIX Te-
HETUYECKH JIeTEPMUHUPOBAHHBIX 3a00JI€BaHUMN, Pa3BUBAIOTCS B PE3y/IbTaTe BHYTPEHHUX Je(ek-



TOB KJIETOK MMMYHHOW CHCTEMBI, KOMIIOHEHTOB KOMILJIEMEHTa U (DaromuTapHBIX KJIETOK, YTO
MPUBOAUT K HAPYILIEHHUSIM OJHOTO WJIM HECKOJIBKUX MEXaHW3MOB MMMYHHOH 3alllUTHl OpraHru3Ma
4eJI0BEeKa. BOJBIIMHCTBO 3TUX COCTOSHUH NeOI0TUPYET B paHHEM JETCKOM BO3PACTE MOBBIIICH-
HOM CKJIOHHOCTBIO K MH(EKIIMOHHBIM 3a0ojeBaHusIM. B Hacrosiiee BpeMs omucaHo Ooliee cra
¢dopm ITMJIC. Yacrora BcTpedaeMOCTH NEPBUYHBIX UMMYHOJAC(PHUIIMTOB B CPEIHEM COCTABIISET
ot 1:10000 uenosex.

NmmyHOAePUITUTHBIC 3a00JI€BaHUS BBHI3BIBAIOT MOBBIIICHHYIO BOCIIPUUMYHBOCTD OOJBHBIX
K Pa3IMYHBIM HHQPEKIHUIM: OOJIbHBIC C JePeKTaMu UMMYHOTJIO0YIHMHOB, OCJIKOB KOMILIEMEHTA
Wi (HarouToB BBICOKOBOCIIPUUMYHBBEI K PEIHUIUBUPYIONUM HH(EKIUSAM, BBI3BAHHBIM Karl-
CyJbHBIMU OakTepusiMu, TakuMu kKak Haemophilus influenza, Streptococcus pneumonia,
Staphylococcus aureus (3tu uH(MEKIMH Ha3bIBAIOT MUOTCHHBIMI HHPEKITUSIMU, TaK KaK OaKTepHH
Y4acTBYIOT B 00pa30BaHUU THOs); a 00JIbHBIE C e(eKTaMU KJIETOYHO-OMOCPEI0BAHHOTO UMMY-
Hutera (T-TUMQOIUTOB) MOABEPKEHBI TKEIBIM, M, 3a4acTYIO Ja)Ke JICTAIbHBIM IPU HEaIeK-
BaTHOM BeJCHUH, WH(MEKIUSIM, BO30YIUTEIN KOTOPBIX LIMPOKO PACIPOCTPAHEHBI BO BHEIIHEH
cpene. Y 310pOBBIX HHAUBUAOB K ’TUM MUKPOOpPraHM3MaM OBICTPO pa3BUBAETCs TOJIEPAHTHOCTh
(Takuie MH(GEKINY MOTYYIIA Ha3BaHUE OMMOPTYHUCTUYECKUX UHGPEKINN; ONMOPTYHUCTUYECKUE
UHQEKINH BKIIOYAIOT JPOXKKEBBIE TPUOBI M HaNOOJIee pacpOCTPAaHEHHBIE BUPYCHI, HAIIPUMED,
BUPYC BETPSIHOU OCTIbI).

Knaccupukauus nepBu4HbIX UMMYHOAe(PUUUTHBIX COCTOSHUIM

OCHOBBIBasICh Ha MMEIOLIMXCSI B HACTOAILEE BPEMs CBEICHUSIX O MEXAHM3Max pPa3BUTHS
NEPBUYHBIX HMMYHOIE(UIIUTOB, MEXyHAPOAHAS KiacCu(UKanus moapas3ieisieT ST’ 3a00ieBa-
HUSA Ha CJIEAYIOIINE OCHOBHBIE TPYIIIIbIL:

® C [IPEUMYIIECTBEHHBIM IOPAKEHUEM T'YMOPAIbHOIO 3B€HA UMMYHUTETA,

e KOMOWHUpPOBaHHbIE UMMYHOAEC(PUINTHI (MOpaKEHHE KIETOYHOTO U T'yMOPAIBHOTO
3BEHAa UMMYHHTETA),

e nedeKThl CHCTEMBI (ParoIuTo3a,

e 1e]eKThl CHCTEeMbI KOMIUIEMEHTA,

e Jpyrue yétko ouepueHubie MJIC.

Bpauam oOmieil npakTHMKM HET HEOOXOJMMOCTH JIOCKOHAJIBHO 3HaTh BCE HO30JOTHUU
[MN/C, onHako BaXHO MMETh MPECTABIECHUE O TUIHUYHBIX MPOSBIECHUAX OCHOBHBIX TPYII UM-
MYHOAE(PHUIIMTOB, OOUINX 3aKOHOMEPHOCTSIX UX TUArHOCTUKH U JICUECHUS.

Onenka HMMyHHTETA

HemanoBaxnyto posb B BeisiBiiennu [IMJ]C urpaer npaBuibHas olleHKa aHaMHe3a 3a001e-
BaHMS MALMEHTA, a TaKXKE€ CEMEHMHOro aHamHe3a. Tak, HaJMUME YaCThIX, HO HETSKENIO MpOTe-
KaIOILMX PECIUPATOPHBIX BUPYCHBIX MH(EKINH y 1eTell JOIIKOIBHOIO U MIIAAMIEr0 IKOIbHOIO
BO3pacTa, Kak MpaBuio, HE SIBJISETCA JOCTATOYHBIM OCHOBAHHUEM JISl IPEIIOJIONKEHUS TUarH03a
[MNUJC. Ognako 4acTele MHPEKIMU y B3pOCIBIX, HAIMYUE B aHAMHE3€ OOJBHOIO JIF0OOro BO3-
pacTa MOBTOPHBIX MHEBMOHUH, a TaKkKe THKEIBIX HHPEKIIMOHHBIX MPOIIECCOB, HATIPUMEP CETICH-
ca, THOWHOTO MEHUHTHUTA, OCTEOMHMENIUTA, THOMHBIX UHPEKIUI KOXKHU, TpeOyIoT MPOBEIeHuUs Jia-
60paTopHOr0 MMMYHOJIOTHYECKOTO oOcienoBaHus. Hanmuune B cemeilHOM aHamHe3e cMepTeit
JeTel ¢ KIMHUKOW MH(EKIIMOHHOTO 3a00JIeBaHus, a TaKXKe HaIU4Yue OOJIbHBIX C IMarHO30M Iep-
BuyHoro MJIC taxke sBnsercsa ¢axtopom pucka Hamnuus [TUJIC y oOcnenyemoro 6oibHOTO.
Kax 6su10 ckazano Beimie, 60apmuHCTBO [TNJIC neGrotupyroT B geTckom Bo3pacte. OgHaKo st
MHOTUX HO30JIOTHUH MEePBUYHBIX UMMYHOJIEC()UIINTOB XapaKTepHBI «CTEPTHIE (POPMBI», BIEPBHIC
MPOSIBIISIIOLIMECS B MOAPOCTKOBOM M JIaXke B3pociioM Bo3pacte. Kpome Toro, mpu takom 3abouie-
BaHUU, KaK 001as BapuadelbHass MMMYHHAs! HEJOCTATOYHOCTh, XapaKTePHbIE CUMIITOMBI MOT'YT
BIIEpBHIE 1e0I0OTHPOBATh B Bo3pacTe crapiie 20 yet. B CBA3M ¢ ATUM 3HAHWE MEPBUYHBIX UMMY-
HOJIE(DUIIUTHBIX COCTOSIHMM HEOOXOIMMO HE TONBKO TeauaTpaM, HO U TepareBTaM, U Bpadyam
JIPYIUX CIEIUAIBHOCTEN.

Crienuanu3upoBaHHOE MMMYHOJIOTMYECKOe 00cie/l0BaHWEe IPOBOAUTCS B CHEIHAIBHO
000pyI0BaHHBIX JJabopaTopusax. OTHAKO MPOCTEHIIHE Ta00paTOPHBIE METOBI YACTO TTO3BOJISIOT
3amono3puth UJIC Ha panHem stame. Tak, croiikas num¢oneHus (CHUKEHHE Yuciia TUMQOIIH-



ToB MeHee 1500/MKiT), 0COOCHHO y AeTell MiaJIIIero Bo3pacTa, Kak MpaBHIIo, SBIISIETCS MPH3Ha-
koM MJIC ¢ mopaxeHueMm KJIETOYHOIO 3B€HAa MMMYHHUTETA. 3HAYUTEIbHOE CHUKEHUE COZeprKa-
HUS B CHIBOPOTKE KPOBHM TaMMa-(ppakiuuu odmiero 6einka Ha 3J1eKTpodoperpaMMe MOKET CBUJIE-
TEJIbCTBOBATH O HAPYLICHHUSIX CUHTE3a UMMYHOIJIO0YJIMHOB.

JlaGopaTopHble METOABI BBISIBICHUS UMMYHOAC(PHUIUTHBIX 3a00J€BaHUN BKJIIOYAIOT OIECH-
Ky (yHKLIIMOHUPOBAHUS T'YMOPAJIbHOI'O U KJIETOYHOI'O 3B€Ha HMMYHUTETA, CUCTEMbl KOMILJIEMEH-
Ta, aHau3 JIpyrux 3((HEKTOPHBIX MEXaHU3MOB, BKIIIOYas (aroruTo3 M BOCHIAIUTEIbHBIC peaK-
1. CKpUHUHIOBOE MCCIIEJOBAaHUE, TIOMUMO OOLIEr0 aHajlu3a KPOBM, JOJDKHO HAuMHAThCA C
UCCIIEIOBaHMS KOHIIEHTpaui uMMyHornoOynuHoB IgM, IgG, IgA, ¢ mocneayommum KoanuecT-
BEHHBIM OIIPEJICJICHUEM OCHOBHBIX KJIETOYHBIX HOMYJAUUi mumdouuTos: T-numdpouuros, B-
TUM(OIUTOB, €CTECTBEHHBIX KH/UIEPOB. CHIBOPOTOUHAS KOHIIEHTPALUS UMMYHOTJIOOYJIMHOB, a
TaKXe COOTHOLICHHE CyONnomysisauui JMMGOLUTOB 3aBUCUT OT BO3pacTa M KIMHUYECKOro CO-
CTOSIHUSL OOJIBHOTO, TIOATOMY IPH OLEHKE MCCIEI0BAaHUS HEOOXOIMMO YYHUTHIBATH BO3PACTHBIC
HopMbl. [Ipu mono3peHun Ha eeKT CUCTEMbl KOMIUIEMEHTa OOllas reMOJIMTHYECKash aKTHB-
HOCTb KOMIUIEMEHTA U UHJIMBUyaJbHbl€ KOMIIOHEHTHI KOMIJIEMEHTA KaK KJIACCUYECKOI'0, TaK U
QJIbTEPHATUBHOIO MYTH aKTUBALMU MOTYT OBITh U3MEPEHbl HMMYHOXMMHUYECKUMHU U (YHKLHO-
HaJIbHbIMU MeToJaMu. OlleHKa UMMYHHOT'O OTBETa MOKET BKJIIOUATh ONPEAEIEHUE TyMOpaIbHO-
ro OTBETa Ha creuu(puIecKue BaKIIMHAJIbHbIC aHTUICHbI, HAIpUMeEp JTUPTEpUIHbIE U CTOJIOHAY-
HbI€ TOKCHHBI, YOUTbIE IOJIMOAHTUTEHBI U T. 1. KauecTBeHHasl OLlEHKA KJIETOYHOIO HMMYHMTETA,
KaK IpaBUJIO, IPOBOJUTCSA In Vitro, MyTEM OIpe/esIeHUs] 0TBeTa JUM(OIUTOB HA MUTOTCHBI U
cnenuduyeckre anturensl. OneHka (GaronuTosa MPOBOAUTCS METOJJOM M3MEPEHHS CTEIICHH pe-
JOYKLIWU KpacuTelsi HUTPO-CUHEr0 TETPa30Jius MOocie CeU(pHUUecKOro CTUMYIMPOBAHUS KIIETOK
KpoBu. Kpome TOro, akTHBHOCTH (haronuTo3a MpONOPLUHUOHATBHA KOJMYECTBY MOTHOUINX MHUK-
POOPraHU3MOB MJIM KOJIMYECTBY BBIPAOOTAaHHBIX PAJUKAIOB KUCIOPOJA, KOTOPOE OIpEeseTcs
C TIOMOIIBI0 XEeMUJTIOMHUHUACHEHINHU. J{OTIOJTHUTEIBHO BO3MOXKHA in ViItro OI[eHKa XEeMOTaKCHcCa,
XEMOKHHE3a, a TAK)KE MPOAYKIMH U CEKPELIUH OT/IEIbHBIX BOCHIAINTEIBHBIX LINTOKHMHOB.

JUis MHOTHX TEPBUYHBIX MMMYHOAC(UIIMTOB ONMUCAHA XPOMOCOMHAsS JIOKAJIM3AILUs JIe-
(eKTHOro reHa, 4To co3aéT OCHOBY JUIsl BBISBJICHHSI TEHETUYECKUX HOCHUTENEH U MpeHaTalbHOU
muarnoctuku [TMJIC. B Hacrosiiee Bpemsi MpeHATaIbHAS JUArHOCTHKA MPOBOJUTCS Ha 00pas-
nax (eTanbHON KPOBU, aMHUOTHYECKUX KJIETKAX WM MpU OMOIICUU BOPCUHOK XOPHOHA.

OcHoBHbBIE NPOSIBJICHUS NEPBUYHBIX HMMYHOAe(UIUTHBIX COCTOSTHUMH

Heghexmul cymopanbHozo 36eHa umMmyHumema

JledexThl ¢ MpeuMyIeCTBEHHBIM MOPa)KEHUEM T'yMOPAJIbHOTO 3B€HAa UMMYHHUTETA COCTaB-
0T okoio 70 % Bcex mepBuuHbIX MJIC M BKIIIOYAIOT TakHe COCTOSHUS, Kak oO0Ilas Bapua-
OenpHas uMMyHHas HepoctatouHocTh (OBUH), arammarnoOynuHemMusi, CeneKTUBHBIN neduuuT
cyokmacco IgG, cenexktuBHbll nepuuut IgA, ummyHoxeduuut ¢ runep-lgM-cunapomom,
TpaH3UTOpHAs MJIaJIEHYEeCKasi TUIIOraMMario0yJIuHeMus], a TaK)Ke HEKOTOpble Apyrue (penkue)
coctosHus. JlabopaTopHbIif AMarHo3 3TUX 3a00JI€BaHUI OCHOBaH Ha BBISBICHUM CHWKCHUS WU
OTCYTCTBHSI OJIHOTO WJIM HECKOJBKUX KJIACCOB UMMYHOTJIOOYJIMHOB B CHIBOPOTKE MPU OTHOCH-
TEJIbHO HOPMaJbHBIX MOKa3aTeiasx T KiIeToyHoro 3BeHa mmMmyHutera. Yucno B-nmumdounTtos
MO’KET ObITh HOPMAaJIbHBIM (celeKTUBHBIN aepuuut IgA), cHkeHHBIM (0Omiasi BapuabenbHas
UMMYHHasi HEZIOCTaTOUYHOCTh) UJIM HYJIEBBIM (araMmario0yIuHeMus).

bonbuble ¢ 06muMu aegexrtamu pyHkuuu B-kineTok (rymMopalbHBIMU UMMYHOE(DULIUTA-
MH) Yalle BCEro CTPaJaloT CIEAYIOUIMMU BUAAMHU PELUUAMBUPYIOMIMX MHOTEHHBIX HWH(EKIUii:
MOBTOPHBIE, JUIUTEIBHO TEKYLIUE OpOHXO-1ErouHble NHPEKINH, THEBMOHUH, BOCTIAJIEHUS Cpe-
HEro yxa, CHHYCHUTBI, a Talkke MH(EKIMU KOXKH, KUIIeuyHble U cucTeMHble nHpekuuu. Kak mpa-
BWJIO, MH(DEKITMOHHBIM CHHIPOM y ITHUX OOJBHBIX JAeOOTHUpYeT mocie 6-12 MecsleB KU3HH, B
nepuoJi nmojgHoro karabomusma matepuHckoro IgG. K Hambosee yacto BBIIENSEMBIM Yy 3THX
O0JBHBIX BO30YAUTENSIM OTHOCSITCSI MHKAICYJIUPOBaHHbIE OAKTEPUH, PEXKE BBIICIAIOTCSA Apyrue
BUJBI OaKkTepuil, BUPYChl (OCOOCHHO XapaKTepHBbI SHTEPOBUPYCHBbIE MH(EKIUH), TPUObI, MUKO-
1a3Mel U npocreimue. JIErounsle MHPeKuu y 00abHBIX ¢ arammarioOynuHemueit 1 OBUH,
HE MOJYYaloIUX a/IeKBaTHOW U PEryJIIpHON 3aMECTUTEILHON Teparuu, 4acTo MPUBOIAT K Gop-



MHUPOBaHHUIO OPOHXO3KTA30B BCIEICTBUE MOPAKECHHS SJACTUUECKON TKaHU JIbIXaTeIbHBIX MyTEH.
B GosnpminHCTBE CciydaeB r'yMOpalbHBIX J€(EKTOB UMMYHHUTETa BUPYCHbIE MH(EKIIMN MpOTEeKa-
10T 0€3 0COOEHHOCTEH B CBS3M ¢ HOpManbHOH QyHKIMer T-mumporuroB. Yacto y GONBHBIX €
rymopasibHbiMu MJIC oTMedaercst runoriasust MUHAAINH U JIUM(OY3JI0B.

CenexkTuBHBIN NeUIUT UMMYHOTIIOOyIMHA A — ABIsieTCS Haubosee pacipoCTPaHECHHBIM
TUIIOM MMMYHOJIOTMYECKOH HEIOCTaTOYHOCTH. 3HAYMTEIbHOE CHHUKEHHE ChIBOPOTOYHOIo IgA
oTMeuaeTcs B cpeHeM ¢ yactotoil 1 Ha 500-700 gyenoBek eBponeouaAHON packl (JaHHBIE 10 Y-
MM 3THUYECKUM TIpyIIaM OTCYTCTBYIOT). B OGOJBIIMHCTBE ClIy4yaeB CENEKTHBHbIE NE(PHUIMUTHI
IgA BcTpeuaroTesi ciopaindecku, HO ONKMCAaHbl U CEMEHHBIE caydau, Iie Ae(QeKT MpoCciIeKuBacT-
Csl BO MHOTUX IOKOJIeHUsX. [IpennonoxurenbHo AedeKT sBiseTcst pe3ysbTaToM OTCYTCTBUS CO-
3peBaHus IgA-nipoayHpyomux TMM(OIUTOB (HApYIICHUS 3Tara KOHEUYHOU JU(PepeHIIMPOBKH
B-kierok, B pe3yibrare yero MHorue IgA-nosnoxutenbHble JIMMGOLUTHI UMEIOT He3pembli ¢e-
HOTHUI U 9KCIPECCUpPYIOT ogHoBpeMeHHO IgA u IgD). [TanuenTs! ¢ 1euuuToM CHIBOPOTOYHOTO
IgA CKJIOHHBI K Pa3BUTHI0O UMMYHOKOMITJIEKCHOW martosioruu (mpotekaromiert no III tumy peak-
Uil runepuayBCTBUTENbHOCTH). [IpumepHo y 20% WHAMBUIOB ¢ ASPHUIHUTOM CHIBOPOTOYHOTO
IgA Ttaxxe orcyrcrBytoT I1gG2 u IgG4, u, cienoBarenbHO, OHU BOCIPUMMYUBEI K ITMOTCHHBIM
uH(peKuusM. Y ueroBeka OONBIIMHCTBO AHTUTEN K KaIlCyJISIPHBIM MOJIMCAXapHiaM MHUOTE€HHBIX
OaxTepuil nmpuHaUIeKUT K cyoknaccy IgG2, nostomy nepunut tonbko 1gG2 Taxke NpUBOAUT K
PELMIUBUPYIOIIMM TMHOTEHHBIM HH(pEKuusaM. MHIMBUIBI ¢ HEJOCTATOYHOCTHIO TONBKO [gG4
TaKXe BOCIIPUMMUYUBBI K PELUAUBUPYIOLIUM HHPEKIUSIM.

Kputepuem auarxosa siBisieTcss CHUKEHHE YPOBHSI CBIBOPOTOUYHOTO MMMYHOIUIOOYIHHA A
Hwke 0,05 r/n y nereit crapiie 4 et U B3pOCIBbIX IPU HOPMAJIbHBIX KOJIMYECTBEHHBIX MTOKa3aTe-
JSX IPYTUX 3BE€HbEB UMMYHUTETA.

HecmoTpst Ha 60JbIIYIO PACIPOCTPAHEHHOCTh TAaKOTO IMEPBUYHOTO UMMYHOIE(PUIINTA, KaK
CENIEKTUBHBIN NeunuT IgA, yacTo Mo ¢ JaHHBIM 1e()eKTOM He MMEIOT KIMHHYECKHX MPOSB-
nenuil. Haubonee xapakTepHbIMM KIMHUYECKMMHU HPOSIBICHUSIMH CeJIeKTUBHOTO AeduuuTa IgA
sBistoTCst nHQekn JIOP-opranoB n OpoHX0-IEr0OYHOr0 TPAKTA, @ TAKXKE AJUIEPTUIYECKUE U ay-
TOMMMYHHBIE COCTOSIHMSI, TOBOJIBHO YaCTO OTMEYAETCs acCOLMallls CEIEKTUBHOIO JaeduiuTa
IgA ¢ uMMyHHOH TPOMOOLMTONIEHUYECKON MypIypoH, Lieauakuen.. AJIJIepruueckie U ayTouM-
MYHHBIE CUHJPOMBI NIPOTEKAIOT 0e3 KaKux-1100 0COOEHHOCTEH, OTIMYAIOIUX UX OT aHAJIOTUY-
HBIX COCTOSHUH y JIMI] C HOpMaJIbHbIM KosindecTBOM IgA B cwiBopoTke. MH(pekunn OpoHxo-
JAErOYHOTO TPaKTa MPOTEKAIOT HETSKENIO U PEAKO MepexoasT B XpoHHUeckue Gopmsl. B nenom
3a00JI€BaHNE UMEET XOPOIIHI MPOTHO3.

Crierpuduueckoro MeTosia JeUeHUs! CEIEKTUBHOW HEIO0CTaTOYHOCTU IgA He cymiecTByer.
JledeHue anmnepruueckux M ayTOMMMYHHBIX 3a00JieBaHUN y MalMeHTOB ¢ aeduuutom IgA He
OTJIMYAeTCAd OT TAaKOBBIX y OOJBHBIX 0e3 3Toro MMMyHozaeduiuTa. BoIbHBIM € BBIpaKEHHBIM
MH(EKIMOHHBIM CUHAPOMOM Ha (OHE celeKTUBHOro nedunurta IgA nms KynupoBaHUU MHQEK-
LIMOHHOTO CHHJpOMa IOKa3aHa 3aMecTUTelbHas Tepanus IgG-comepxkamyMu mpenaparaMu c
MUHUMAaJbHBIM cOjiepaHueM [gA B mpemnapaTte WM ¢ MOJHBIM €r0 OTCYTCTBUEM ISl MpEedy-
NPEeXIeHUS Pa3BUTUS aHAPUIAKTUYECKUX PeaKkIUil y CeHCUOMIN3UPOBAHHBIX MALIMEHTOB C aHTH
IgA-anTHTENAMU.

Azammaznobynunemus

ArammarigoOynuHeMus SIBISIETCS TUIHUYHBIM U MEPBBIM JETalbHO W3YYEHHBIM UMMYHO/IE-
¢unmTom, onucaHHbIM eme B 1952 r. kak cuHApoM UMMYyHOoAeduuTa. ITO Hanbosee TsHKENoe
3a00JieBaHUE C CEJIEKTUBHBIM Je(UIIMTOM MPOAYKUUU aHTUTeN. OmnMcaHHbIE TeHETHYECKHUE Jie-
(eKThl TPUBOAAT K HApYIICHUIO Pa3IMYHBIX 3TAroB co3peBaHus B-nmumdonunTtos. 3aboneBanue
Haciemayercs Kak X-cuerueHHo (bonesnp bpyrona), Tak M ayTOCOMHO-PEIECCHBHO. X-
CIIETIJICHHOE 3a00JI€BaHNE BCTPEUYAETCS Y MAIBYMKOB U XapaKTEpU3yeTCss OTCYTCTBUEM MM Pe3-
KUM CHIDKEHHEM uucia B-kieTok B nepudeprnieckoil KpoBU WM B IMMQPOUTHONW TKaHH, BCIE-
CTBHE 4Yero JIMM(pATHUYECKUE Y3JIbl Y HUX HEOOJIBIIMX pa3MEpoB, a MHUHJIAIMHBI OTCYTCTBYIOT.
OO6b1yHO B chiBopoTKe OTCYTCTBYIOT IgA, IgM, IgD u IgE u B HeGonbiioM KoIHMYECTBE MPUCYT-
ctyet IgG (menee 2 1/1).



[TepBbie 6-12 mecseB XU3HU OOJBHBIC JETH 3alIUINEHBI OT MHPEKIMH MaTePUHCKHUMHU
IgG, nonydeHHBIMU MPU TPAHCIUIALIEHTAPHOM MEpPEeHOCce OT MaTepu mioay. Ho mockonbpky 3ama-
col 1gG ucromarorcs, y nerei pa3BUBaOTCS NMUOTeHHbIE HHpeKuK. Eciu 1eTu moiay4aroT BHYT-
PUBEHHO UMMYHOIJIO0YJIMHBI B BBICOKHX J103aX, TO OCTAIOTCS 3/J0POBBIMH.

'en X-cueruieHHOW araMMariioOyJIMHEMHMH pacloNioKeH Ha JUIMHHOM Iuiede  X-
xpoMmocoMbl. C 3TOI XpOMOCOMOM CBsI3aHbl MHOTHE JPYTUe HACIeACTBEHHbIE HMMYHOAE(UIUT-
HbIe 3200JeBaHMsA. AHAJIM3 3TUX T€HOB O0JErdyaeT MpeHaTalbHYI0 TUAarHOCTUKY MMMYyHOAedu-
LUTa.

I'en, nedexTuplil mpu X-cuerieHHONH araMMarioOyITuHeMHUH, HEJaBHO UACHTU(DUIUPOBaH
Kak reH B-kierounoil tupo3uHkuHasbl (btk), 1 mpuHaIekUT K cemeiicTBy oHKoreHa src. Poisb
3TOro I'eéHa B CO3PEBAaHMU B-KJIETOK elle He BIOJIHE MOHSITHA, HO OYEBHIHO, YTO OH >KU3HEHHO
Ba)KEH JUIs 3TOro npouecca. KocTHbIN MO3r MaJIbYMKOB ¢ X-CLEIJIEHHOM araMmarjio0yInHeMu-
el colep>KUT HOpMAJIbHOE KOJIMYECTBO Mpe-B-KieTok, Ho n3-3a MyTanuu reHa btk 3Tu kieTku He
MOTYT co3peBaTh B B-inMpouutsl.

Takum 00pa3oM, KpUTEPUSIMH JUArHO3a SBISIETCS CHIDKEHHE KOHILEHTPAIMKA ChIBOPOTOY-
Horo IgG menee 2 r/a1 npu otcyrerBum IgA, IgM u nupkynupyromux B-numpounros.

K OCHOBHBIM KJIMHHYECKHM HPOSBICHUSM OTHOCSTCS TIOBTOPHBIE OakTepualibHbIe HH(DEK-
IIUM PECIHUPATOPHOro TpakTa (OpOHXUTHI, THEBMOHMM, CUHYCHUTbI, THOWHBIE OTUTHI), JKEIYyA0Y-
HO-KHILIEYHOI'O TPaKTa (3HTEPOKOJIMTHI), PEKE - KOXKHU. BoJIbHBIE OTIIMYAIOTCS BBICOKON YYBCTBU-
TEJIBHOCTBIO K 3HTEPOBHPYCaM, KOTOpPbIE MOTYT BbI3bIBAaTh y HUX TskEnble sHUEdanuTsl. [Ipu-
poJZia HEPEJKO BCTPEUAIOILErocs CKIEPEaeMO- U 1epMaTOMUO3UTONOA00HOIO CUHAPOMOB BbIsSIC-
HEHa HEJIOCTATOYHO, BEPOSITHEE BCEIO, OHU UMEIOT SHTEPOBUPYCHYIO STHOJIOTHIO.

Taxoke 13 HEMHPEKIIMOHHBIX TPOSBICHUI Yy OOJBHBIX OTMEYAIOTCS HeCTICU(PHUIECKUN 13-
BEHHBIN KOJIUT, CUMIITOMBI C€30HHOW U JIEKapCTBEHHOM ajulepruu. Y NaUeHTOB C arammario-
OyJIMHEMMSIMH MOTYT Pa3BUBAaTbCsl HEUTPONEHUH, KOTOPbIE MOTYT OCJIOKHSTHCS XapaKTepHbIMU
quist nauuenTtoB ¢ [IMJIC undexuusamu (S.aureus, P.aerogenosa).

T'unep-IgM-cunopom

CuHApOM NpeAcTaBiIsSeT IPYIIy T€HETHYECKH PAa3HOPOAHBIX 3a00J€BaHUN CO CXOAHBIMU
KJIMHUYECKUMH U JTa00OPaTOPHBIM IMPOSBICHUSAMHU. BeTpedaeMocTh 1aHHOTO 3a00JeBaHUs B IO-
nynsuuu He npessimaet 1 Ha 100.000 Hacenenus. B ocHOBe JaHHOTO CHHIpPOMA JIEKaT MOJIEKY-
JSpHbIE HapylleHus NmyTh B3auMmoaenctBus peuentopa CD40 na B-numdonurax ¢ CD40-
aurasjgoM Ha T-kieTkax, NpUBOASAIIKE K HapyLIEHUIO NepeKiatodeHus cuHre3a IgM Ha apyrue
KJ1acCchl UMMYHOTII00YIMHOB. B 70 % cnyuaeB 3aboneBaHue HacineayeTcsi X-CUEIUIEHHO, B OC-
TaJIbHBIX - AyTOCOMHO-pereccuBHO. HeoObIuHbI NMMYHOAE(DUIIUT C MOBBIIEHUEM ypoBHs [gM
MPUBOANUT K CUTYallUH, KOT/Ia UHIUBHABI UMEIOT nedunut IgG u IgA B coueranuu ¢ 60IbITUM
KOJIMYECTBOM IOJIMKJIOHAIBHBIX IgM.

bonbuble ¢ runep-1gM cuHAPOMOM BOCIIPUUMYHMBHI K MUOT€HHBIM UH(EKIUAM U JOJKHBI
NOJIy4aTh JeuyeHHe BHYTPUBEHHBIMU UMMYHOITIOOyIUHAMHU. Y MAIlMEHTOB UMEeTCsl TeHIACHIUS K
oOpazoBanuto IgM-ayroantuten K HeWTpodusam, TpPOMOOLIUTAM U APYTUM KJIETKaM KPOBH TaK-
e, KaK K TKaHEBbIM aHTUT€HaM, 1 IMMYHO/A€(DULIUT OCIOKHSIETCS ayTOUMMYHHOM MaToIOTUei.
TkaHu OOJIBHBIX, B YaCTHOCTH, KEIYAOYHO-KHUILIEYHBIH TPaKT, WHOUIBTPUPOBAHBI KIIETKAMU,
cuHTesupyomumu IgM.

B 70% cnydaeB runep-lgM HacnemyeTcs Kak CIEIUICHHOE ¢ X-XpOMOCOMOM PEIeCCUBHOE
3a0oJeBaHNe, KOTOPOE pa3BUBAETCS B pe3ynbraTe MyTanuu rera jguragaa CD40, mockomnbky
ATOT T'€H JIOKAJIM30BaH Ha JUIMHHOM ILIede X-XpOMOCOMBI B TOM K€ y4acTKe, YTO U I'€H, OTBET-
CTBEHHBIN 3a rumnep-IgM. BzaumopeiictBue mexnay monekynamu CD40 na nosepxHoctu B-
KJIeToK U JuranioM CD40 Ha akTMBUPOBAHHBIX T-KIJIETKaxX SIBIAETCS MOIIHBIM KOCTUMYJIHPYIO-
MM CUTHAJIOM, HEOOXOIUMBIM ISl MEPEKIIOYCHUsT N30TUIIa UMMYHOTJIOOYJIMHOB M BO3pacTa-
Hus ux apdunnoctu. [Ipu runep-IgM B-kneTku He MOryT nepekirodarbes ¢ cuHre3a IgM Ha
cuntes IgG, IgA u IgE, KoTOpBIii TPONCXOIUT IPH HOPMAIILHOM CO3pEBAaHUM B-KieToK.

I'nnep-IgM Takxke MOXET HacIeqo0BaThCs KAK ayTOCOMHO-PEIECCUBHBIN MPU3HAK, MOpa-
’Kasl KaK JIeBOYEK, TaK M MaJlbUMKOB. AyTOCOMHO-peneccuBHas ¢opma rumnep-IgM oOycnosnena



reHeTH4ecKuM aedexrom B-kierounoro ¢epmeHTa, MOIYUMBIIET0 Ha3BaHHE WHAYIIMPOBAHHOM
aKTUBAIlMEH [UTUIMHIE3aMUHa3bl. DEepMEHT, aKTUBUPOBAaHHBIM B CTUMYJHPOBaHHBIX B-
KJIETKaX, KOHBEPTUPYET UMTUAMH B ypuauH B onHoHuresor JIHK. Ypunun nerpanupyer B ypa-
IIWJI, BRI3BIBAIOIINN pa3peiBbl B rienouke JJHK, mpuBos k pekoMOMHAIIMK T€HOB TSDKEIIBIX IeTel
UMMYHOTJIOOYJIMHOB WIJIM K MEPEKITIOYCHUIO KJIACCOB UMMYHOTJI00YIHHOB.

OCHOBHBIM KpUTEpPUEM IMOCTAHOBKM JHarHo3a runep-IgM-cunapoma siBisieTcs pe3koe
CHI)KEHME KOHILIEHTpalui cbIBOpoTOuHBIX I1gG 1 [gA npyu HOpMalIbHOM MM BBICOKOM COZEpKa-
Huu IgM (Gonee 4r/n). KomuuectBo nupkynupyromux T- 1 B-nmuMm@onuToB kak mpaBuio HOP-
MasibHO. TeM He MeHee NP OONBIIMHCTBE PAa3HOBUAHOCTEH 3a00JI€BaHUsI OTMEUAIOTCS IPOSIBIIE-
HUSl, XapaKTepHbIe JIIsl HapylIeHUs! GyHKINHN KIETOYHOTO 3Be€Ha UMMYHUTETA.

Kimmanuecku runep-IgM-cuHapom xapakTepu3yeTcst IOBTOPHBIMU, HHOI/A TSKEINIO MPOTe-
KamuMu uHGeknusaMu. Ha nepBoM MecTe CTOAT MOpakKeHUs PECHUpaTOpHOro TpakTa, Mpei-
CTaBJICHHbIE CUHYCUTaMHU, OPOHXUTAMH U ITHEBMOHUSMH, BbI3BaHHBIE, B YACTHOCTH, U YCIOBHO-
natoreHHou ¢uiopoit (Pneumocystis carinii). Cepb€3nyro npobiemy npu runep-lgM-cuaapome
IIPEJCTABIISIIOT aCTPO3HTEPOJIOruueckre HapyuieHusa. Kpunrocnopuanos siBiseTcs OJHOW U3
MPUYMH U30BITOYHOTO BOCHAIUTEIHLHOTO OTBETA C PA3BUTHUEM SI3BEHHOTO MOPAKEHUS HKETy0-
HO-KHILIEYHOI'O TPAKTa U CKJIEPO3UPYIOLIETO XOJaHTUTa, HEPEJIKO MPUBOJISILErO K XpPOHUYECKON
NMeYEHOYHON HEIOCTATOYHOCTH. Y MHOTHUX OOJIBHBIX C 3TUM CHHJIPOMOM BBISBISIIOTCA TE€ WU
MHBIC TeMaTOJIOTHYECKUE HAPYIICHUS (TEMOJUTHYECKAsi aHeMHs, HEUTPOTICHHUsI, TPOMOOIUTOTIe-
HUS1) ¥ ayTOUMMYHHBIE€ PacCCTPOIICTBa, TaKHE KaK apTpuUT, TIoMepyaonedput. Hacto oTmeuaeTcs
TUNepIUia3us TMM(Oy3JI0B M MHUHJAINH, HEPEIKO BBISBIISICTCS renarocruieHoMeranus. s atux
OOJILHBIX XapaKTEPHBI B TOM YHCJIE OMyXOJIeBbIe 3a00IeBaHMUs.

Obwas sapuabenbHas UMMYHHASL He0OCMAMOYHOCHb

Tepmun «o61iast BapuabenbHas UMMYHHasi HeroctatouHocTh» (OBUH) ucnomns3yerces mis
ONMCAHMS TPYI bl € He qudepeHIIMPOBAHHBIX CHHIPOMOB. Bece OHM XapaKTepHu3yIoTes jie-
dexrom cunresa antuteln. Pacnpoctpanénnocts OBUH Bapsupyet ot 1:50 000 1o 1:200 000.

Ha nannsiii momenr OBUH otHecena skcnepramu BO3 B rpynmy uMmMyHOIe(DUIIMTOB C
MIPEUMYILECTBEHHbIM HapyLIEHUEM aHTUTEJIOTE€HE3a, OJIHAKO BBISBJIEHO MHOIO JaHHBIX, CBHJIE-
TEJIbCTBYIOIUX O MOpaxxeHuu T-muMponuToB, ogHako aedekTsl T-KIeTOK HeT0CTaTOYHO Ompe-
neneHsl. Takum 00pa3oM, CHUXKEHHE MPOIYKIIMA UMMYHOTJI00YJIMHOB, BEPOSATHO, CBA3aHO C Ha-
pymienrem T-kneTouHoil perynsauuu ux cuHte3a, T. €. OBUH B Gomnbiieit creneHu sBiseTcs
KOMOUMHUPOBaHHBIM MMMYyHOnehuuToM. Y OGonbmmrHcTBa 60mbHBIX OBUH (80%) mpucyrct-
BYIOT B-KkiieTku, KoTopble He (YHKIMOHUPYIOT U SIBISIOTCS HE3penbIMU. B-kieTtku He nedext-
HbI, HO OHU HE IOJy4ar0oT HEOOXOIUMbIE CUTHANBI OT T-KJIETOK U MO3TOMY (DYHKIIMOHAIBHO He-
aktuBHbl. OBUH He Hacnenyercs, Ho o0buHO accouuupyetrcst ¢ MHC-ramorunamu HLA-B8 u
HLA-DR3.

JlnarHo3 craBUTCS Ha OCHOBaHMM 3HAUUTEIBLHOTO CHUYKEHUS TPEX, PEKE - IBYX OCHOBHBIX
KJaccoB UMMyHorino0ynuHoB (IgA, IgG, IgM) npu HOpManbHOM WM HECKOJIBKO CHHKEHHOM
yHclie NUPKYIUPYIOINX B-KileTok, a Takke HapylleHus crnenu(puyeckoro aHTUTEIIbHOTO OTBe-
ta. [lepen mocTaHoBKO# AMarHo3a HEOOXOAMMO UCKIIOUUTH APYrHe XOPOIIO U3BECTHBIE MTPUYU-
Hbl araMMarjio0yJIuHEMHH.

Nudexnmonnsie npossinenuss OBUH xapaktepHs! Ais Beceil TpyIIbl T'yMOpaIbHBIX Aedek-
TOB. Y MHIUBHJIOB C OOIIUM BapraOeIbHBIM UMMYHOIS(DUITMTOM pa3BUBACTCS MPHOOpPETECHHAs
arammarsioOynuaemusi B Bo3pacte 10-30 met mnm crapiue. JKeHIIMHBI 1 MY>XYHUHBI OOJIEI0T B
paBHOM cTeneHu oAuHaKoBoO. [IpuunHa 3a0o0yeBaHus B 1IEJIOM HE U3BECTHA, HO OHO MOJXKET pas-
BUTHCS BCIie 3a MH(peKUuel, BpI3BaHHONW BUpycoM OmnmreiiHa-bapp. bonsasie OBUH Tak xe,
KaK MaJlbYMKU ¢ X-CLEMJIEHHOW araMmario0yJuHeMHuel, ype3BbluyailHO YyBCTBUTEIbHBI K MHO-
TeHHBIM MHKPOOpraHU3MaM M K KUIIeYHbIM npocteiiimuM Giardia lamblia, BeI3bIBatomMm TsKe-
JYI0 TUApEI0.

Cpenu 6onpHbIx ¢ OBMH HEoOBIYHO BBICOKA YACTOTa JTUMQPOPETUKYISPHBIX U KETyA0U-
HO-KHUIIIEYHBIX 3JIOKAYECTBEHHBIX OMyXoyiei. B oTnuume oT X-clierieHHON aramMMaryio0yinHe-
MuH, y Tpetu 601pHBIX ¢ OBUH oTmedaercs crimeHoMeranus wu/unu nuddysHas aumdoaneHo-



natus. BerpeuaroTcss Heka3eo3HbIE I'PAHYJIEMbI, HAallOMHUHAIOIIME TAKOBBIE NPU CapKOMIO3E.
Kpome toro, 6ompabie ¢ OBUH moaBepkeHbl pa3inyHbIM ayTOMMMYHHBIM HApYIICHUSIM B BUJIE
TeMOLIUTOTICHUH (TICPHUITMO3HOW aHEMHUH, TeMOJUTHYECKONH aHeMUU, TPOMOOIUTOIICHUN, HEH-
TPOIIEHUHU), apTPUTOB U Jp., HO HNPUYMHBI UX BO3HUKHOBEHUS €ll€ HE H3BECTHHI. BOJIBHBIM
OBHH cnenyer BBOAUTH UMMYHOTTIOOYIUHBI BHYTPUBEHHO, YTOOBI 00ECIIEUNTh HEOOXOIUMYIO
3alIUTy IPOTHB PELIMIMBUPYIOIUX THOT€HHBIX HHPEKIHI.

Tpansumopnas cunozammaziooyiunemus y oemei paHHe2o 603pacma

[Tocne poxzaeHus IeTH 3alUIleHbl MaTepuHCKUMHU IgG, KOTOpble KaTaboIM3UpYyrOTCs C
nepuoIoM noiy:ku3nu okoiio 30 cyrok. B Bo3pacte 3 mecsieB 310pOBbI€ I€TH HAYUHAIOT CHUH-
Te3upoBaTh coOcTBeHHbIE IgG, x0T 00pazoBaHMe aHTUTEN K OAKTEepUaIbHBIM KalCyJbHbIM I10-
JMcaxapujiaM OTCYTCTBYET BIUIOTh IO BTOPOTO I0OJa KU3HHU. Y HEKOTOPBIX JIE€T€ HOPMAJIbHBIN
cunte3 [gG MoXeT HavaTbCs TONBKO K 36 MecsALaM KU3HH, U 10 3TOr0 CPOKa OHHU BOCIPUMMYH-
BbI K MMOTEHHBIM UH(PEKIHSIM. B-KIIeTKH y 3TUX J1eTeil He M3MEHEHBI, HO OHU JIMIIEHBI TOMOIIH
ot CD4+ T-knerok ayis cuHTe3a anTutel. Cpely MaiueHTOB C TPAaH3UTOPHOW TUIIOTraMMario0y-
JMHEMHUEH YacTo MOBBIIICHA YacTOTa MH()EKIMOHHBIX 3a00JeBaHUN, B OCHOBHOM HE yrpoxae-
MBIX JUIS dKU3HH: CPETHUE OTUThI, CHHYCUTBI, THOMHbBIE OPOHXUTHI.

Kpurepun nuarHocTUKM JTaHHOTO COCTOSIHUS MOJHOCTBIO HE CTaHAApTU30BaHbl, O TPaH3U-
TOPHOU I'MIIOraMMario0yJIMHEMUH MOKHO TOBOPHUTD IPH CHUKEHUU KOHIIEHTPALMU OJJHOTO MIIN
0oJiee M30THIIOB UMMYHOTJIOOYTMHOB OoJiee, YeM Ha JIBa CTAHIAAPTHBIX OTKIOHEHHS OT HOPMBI Y
pebeHka cTapiie 6 Mecs1eB, HO IPU HOPMAJIbHBIX [1OKa3aTelAX CIelu(UIecKOro aHTUTEIbHOTO
OTBETA U YPOBHAX T- U B-KJI€TOK, COOTBETCTBYIOLIMX BO3PACTHBIM HOPMaM. 3a4acTyl0 3aMECTH-
TeJIbHAs Tepanus npernapaTaMy HMMYHOTJIOOYJIMHOB TaKUM MAallMEHTaM He [T0Ka3aHa.

Jepexmol kKnemouno2o 36eHa U KOMOUHUPOBAHHbLE OeheKmbl

NMMmyHOIehUIMTEL ¢ nopakeHHeM T-KJIeTOYHOro 3BeHa MMMYHHUTETa pa3HOOoOpa3Hbl U
BapbUPYIOT O THKECTU MH()EKIMOHHBIX TMPOSBICHUH M HATMYUIO COITYTCTBYIOIIEH HEMH(EKITU-
OHHOM narosioruu. U OOJIbHBIE M0/IBEPKEHBI ONIOPTYHUCTUYECKUM MH(EKIHSIM, BbI3BAHHBIM
npocreiimmimu, Bupycamu (Herpes simplex, Varicella zoster, Cytomegalovirus) wim rpubamu.
Yacto 3TH 0OJbHBIE CTPalAlOT MPOrpecCUpYIOLe MHEBMOHHMEH, BBI3BAHHOM BHUPYCOM Iapa-
rpunmna 3 TWma, MUTOMETAIOBHUpYcoM WiH Pneumocystis carinii. [lopaxenue Toi wim nHOU
¢ynkuun T-numpouuToB, Kak NpaBWIIO, BeAET K HAPYUICHUIO CHEUU(UYHOCTH H TyMO-
palb—HOrO OTBETA, TaK Kak (YHKIMH B-mum@ouutoB 3aBUCAT OT HOpMaibHOM (yHKUuU T-
auM@OIUTOB. B CBSI3U € 3TUM y TakMX OOJIBHBIX BCTPEUAETCS TAK)KE BECh CIIEKTP BO30yIUTENEH,
XapaKTEepHBIX 71 TyMOpalibHbIX AedekToB. K 3a0oneBaHusM 3TON Tpynmbl OTHOCATCS TSKENas
KoMOuHUpoBaHHass MMMYyHHas HepoctarouyHocTh (TKUH), cunnpom du/lxopmxu, nepuuut
aJICHO3MH/JIe3aMUHa3bl, JAepUUUT NypuHHYKIeo3uaAdochopuiaspl, HACIEICTBEHHAs aTaKCHUs-
TeNbaHTMO3KTa3us, CHHIpoM Buckorra-Onapuya u ap.

Jns 6onpmmHcTBa KoMOMHKUpoBaHHBIX UJIC, kpoMe MH(EKIMOHHOIO CHHApOMA, Xapak-
TEpHBI MOBBIIIEHHAs YacTOTa ayTOMMMYHHBIX 3a00JIeBaHUM, B YACTHOCTH HEUTPONEHUH, TPOM-
OoLUTONEHUH, apTpUTOB, HEPPUTOB U 1p. Kpome Toro, 3t OosibHBIE C OOJIbIIENH YaCTOTOM MOA-
BEP>KEHBI OHKOJIOTHYECKUM 3a00JI€BaHUAM, OCOOCHHO JTUM(OPETUKYIIIPHOTO IPOUCKOXKICHHSL.

Traoicénasn KomMOUHUPOBAHHAS UMMYHHASL HEOOCMAMOYHOCHb

HanOonee cepbé3noe 3a0oseBaHHe U3 TPYyNIbl KOMOMHUPOBAHHBIX A€()EKTOB - TsHKENas
KoMOMHMpoBaHHas UMMyHHas HepoctatouHocTh (TKWH), kotopas mposBiisercs B nepBbie Me-
csaubl xxu3Hu. Yactora TKUH cocrasnser 1,5 na 100.000 nacenenus. TKUH npexacrasnsier co-
0ol TpyIy reHeTUYEeCKH Pa3HOPOAHBIX 3a00JIeBaHUN, B OCHOBE KOTOPBIX JIEKUT HapylIEHUE
co3peBanust T-mMM(OIMTOB C MOJHBIM OTCYTCTBHEM UX (QYHKIMH. B 3aBUCHMOCTH OT reHeTHYe-
ckoro nedexra 3a0osieBaHre Hacieayercss X-CLEIJICHHO WM ayTOCOMHO-perieccuBHO. Kpure-
pusimu uarnosa it Bcex popm TKUH sBnstores runornasust 1uMponIHONW TKaHu, TuMdorne-
HUS, BbIpaskeHHOe cHIbkeHne CD3+ nuM@ounToB, 3HaYUTENbHOE CHIDKEHNE KOHIIEHTPAIUH ChI-
BOPOTOYHBIX MMMYHOIJIOOYJIMHOB, paHHee Hadajio TsDKENbIX MHpekuuit. B 3aBucumoctu ot
dopMbl 3a0o0neBaHus yucio B-mumdouutoB BapeupyeT oT HyJeBbIX (T-B-) 10 HOpMaibHBIX



3Hayenuit (T-B+), ogHako Bo Bcex cimyyasx ux (pyHKIus pesko HapymieHa. [Ipu HEKOTOpbIX
dopmax TKUH onpenensiercs HopmansHoe unciio HK mumdormros (HK+).

K TUNWYHBIM TPOSIBICHUSIM OTHOCSTCA 3aJepkKKa (PU3HMUECKOro pa3BUTHSA, XPOHUYECKAs
nuapesi, TsbkEnas MOJIOYHMLA U TPUOKOBBIC MOPaKEHUsS KOXKH, IPOrPECCUpYIOLIee NOpakeHHe
pECIMPATOPHOrO TPAKTa B BUJAE MHEBMOLMCTHBIX ITHEBMOHMM, BUPYCHBIX, OaKTEpUAJIbHBIX WH-
dekmuii, maeBMonus u cencuc. [Ipu BakuHanuu BLDK y Takux 60JbHBIX 4acTO BO3HHUKACT Me-
craas wiu cucremHast BLDK-undexuus. [Ipu pertrenorpadguu rpyaHoil KIETKH TaKUX OOJIBHBIX
JIOJKHO HACTOPa)KUBATh OTCYTCTBUE TEHU TUMYCA.

Cunopom J[u/locopoicu

B ocnoBe cunapoma JnJl>KOpaKu JIeXKUT AOCTATOYHO YacTash XpOMOCOMHas abeppauus -
nenerust 22q11.2, npuBonsiias K HapyUIeHUI0 (OPMHUPOBAHUSL OPTaHOB, MPOUCXOAIINX U3 3 U
4 xabepHOil ayru (TMMyca, NapallMTOBHIHON JKele3bl, KPYIMHBIX cocyAoB U ap.). ['eH, Hemo-
CPEJICTBEHHO OTBEYAIOIIMH 3a Pa3BUTHE JAHHOTO CUHAPOMA, HE n3BeCcTeH. CUHIPOM XapaKTepH-
3yeTcs UMMYHOIE(UIIMTOM Y TUIIMYHBIM MOPAKEHUEM PA3JIMYHBIX OPraHOB. 3a00JIeBaHUE Bapb-
UPYET 1O CHEKTPY U THKECTH KIMHUYECKUX npossieHuil. Hanbonee tsoxénas popma cunapoma
JuJ>xoppku XapaKTEepU3yeTCsl MOJIHBIM OTCYTCTBHEM TUMYCa M KaK CIEICTBUE - IOJHBIM OT-
cyrctBueM T-mum@onuToB U HeQyHKIIMOHANBHBIMU B-muMormramu. 3aboneBaHue mpoTeKaer
Tak ke, kak u BplmeonucanHas TKUWH, onnako yactora «mosHOro» cunapoma Ju-Jxopmxu
HeBenuka - 0,2 Ha 100.000 Hacenenus. ['opazo yaiie BCTpedaroTCss MEHEE TSKENbIE HAPYILIEHUS
MMMYHHTETA, TIPUBOJAIINE K Pa3BUTHIO PELIUIUBUPYIOIIUX CUHYCUTOB, OTUTOB, JIETOYHBIX HH-
¢dexunit. g cunapoma [ul>xop/pku Takke XapakTEpHbI ayTOMMMYHHBIE TPOSBICHUS (LIUTO-
IEHUH, PEBMATOUAHBIM apTpUT, TUPEOUINT) U OIMyX0JHu (Kak mpaBuiio, auMdomsl). K Heummy-
HOJIOTHYECKUM Je(heKTaM CHHIpOMa OTHOCATCS MOPOKH cepaua (terpana damio, CTeHO3 aopThI,
neperopojiounslie AedexTsl, truncus arteriosus), narosorus Héda (paciieruieHue, MoJICIN3UCTOe
pacuienieHie, pa3IBOCHUE YBYJIH), OCOOCHHOCTH JIUIIEBOTO CKeJeTa (HU3KO IMOCaKEHHBIE OTTO-
IBIPEHHBIE YIIH, aHTUMOHTOJIOUJIHBIN pa3pes3 Ii1a3), Mo3JHee Mpope3bIBaHUe U THITOMJIa3usl IMa-
71 3yOO0B, CKEJIETHbIE aHOMAJINU (aHOMAaJIMK TIO3BOHOYHHKA, HIDKHUX KOHEYHOCTEH), THITIOKATb-
LIEMUS, PEXKE - TATOJIOTUs MOYEK, COCYIOB CETUATKU, AU3TECHE3Us NEPENHEN KaMephl IJ1a3, HEB-
posoruueckasi marojorus (aTpodus KOpbl, THIIOIUIA3HUsS MO3KEYKa), OTCTABaHUE YMCTBEHHOTO
pasBUTHsL. DTU MPU3HAKU MOT'YT BCTpeuaThCs KaK M30JMPOBAHHO, TaK M B KOMOMHALMHU JIPYT C
IpyroM M UMMYHoJIorMuecKuMu nedextamu. JlabopaTopHo y OONBHBIX € cUHApoMOoM Jlu-
Jxopky BBIABISIETCS JIMM(OINEHUS pa3IMYHON CTENeHM CO CHIDKeHHeM T-nuMdonurTos, Ha-
pyLIEHUE UX MUTOTEHHOIO OTBETA, MOBBILIEHHOE WX HOpMajibHOE unciao B-nmumdoruTos, pas-
JMYHAas CTENEeHb CHI)KEHUS YPOBHS UIMMYHOTJI00YIMHOB.

Cunopom Buckomma-Onopuua

Cunapom Buckorra-Onnpuua (CBO) - 310 X-cuensieHHoe 3a0ojieBaHHe, XapaKTepU3yo-
nieecss KOMOMHUPOBAHHBIM UMMYHO/AE(QUIIMTOM B COYETaHUU C TPOMOOIIUTOIIEHUEN U SK3EMOM.
3abosneBaHue sBISETCS Pe3ylIbTaTOM MYyTallUM IeHa, Kojxupyromero 0enok WASP, koTopslit
IPUHUMAET Y4acTHe B IMOJIMMEPHU3aluu aKTHMHAa U (HOpMUPOBaHUU HUTOCKeneTa. OTCyTCTBHE
6enxka WASP B numdonuTax 1 TpoMOOIMTaX OONBbHBIX MPUBOJIUT K Pa3BUTHIO TPOMOOIMTOIIE-
HUU, HApyIIeHUIo pyHKInH T-KIETOK U peryssiui CUHTe3a aHTUTEN. J{uarno3 TUMUYHBIX GopM
CBO MOXHO TpeAnoNoXUTh y OOJBHBIX MY)KCKOTO MOJa IPU HAJTUYUU TPOMOOLIMTONEHUM C
YMEHbILIEHHEM pa3Mepa TPOMOOIIUTOB B COUETAHUU € SK3€MOM M 4aCTHIMU MH(PEKIIMOHHBIMU 3a-
0osieBaHUSAMH OaKTepHabHOU, peke - BUPYCHOW M TpHOKOBOM 3THonoruu. OIHAKO 4YacTo
BCTpevaroTcs JI€rkue (GopmMbl 3a00seBaHMs, MPOTEKAIOIINE ¢ TPOMOOIUMTONIEHUENH U reMopparu-
YEeCKUM CHHJIPOMOM DPa3HOW CTENEHU BBIPAKEHHOCTH, HO 0e3 BBIPAXKEHHOTO0 HWH(EKIHOHHOTO
CHUHpOMa /MU aJJIepruuecKoro aHaMmHesa.

JlaGopatopubie u3MeHenus npu CBO oTHocuTenbHO Hecneuu(UYHbI U TMPEACTABICHBI
auMmdoreHren, B OCHOBHOM 3a cuéT T-muM@onuToB, CHUKeHUEM (YHKIMOHAIbHON aKTUBHOCTH
T-KkJ1eToK, HOpMaJbHBIM HJIM CHM>KEHHBIM ypoBHeM IgQ, nossimieHHBIM ypoBHeM IgA u IgE un
CHIKEHHBIM [gM, HapylieHHOW MpoAyKLUEeH aHTUTEN, OCOOEHHO K MOJIMCAXapHIHbIM aHTHIe-



HaM. /{151 OKOHYATENbHOTO MOJATBEPKACHUS TUArHo3a SBISIETCS HEOOXOAUMBIM MOJEKYISIPHO-
TEHETUYECKOE UCCIIEIOBAHUE.

Knuanyeckue nposBieHus 3a00sieBaHUS KaK MPaBUIIO ICOIOTHPYIOT HA MIEPBOM TOY KH3-
HU. ['eMopparnyeckuii CHHIPOM B BHUJIE MEJIEHBI, HOCOBBIX KPOBOTE€UEHUH, KO)KHOW reMopparu-
YECKOH CBINHU Yallle BCEr0 UMEETCs Y BceX OOJbHBIX HA MOMEHT MOCTAaHOBKH JAMArHO3a. ATOIH-
YyecKue U MH(PEKIIMOHHBIE MTPOSIBIICHUS 3aBUCST OT TSHKECTH TeueHus 3a0oeBaHus. J{is O0IbHbBIX
CBO xapakTepHO pa3BHTHE ayTOMMMYHHBIX 3a00J€BaHUM, CpPeAM KOTOPBIX YacCTO BCTPEUAETCS
ayTOMMMYHHAasi aHEMUs, TJIOMepyJIoHeDPHUT, KOJIUT, UMMYHHAs HEUTporneHus. Y OOJBHBIX C
CBO moBBIIIEH PHUCK Pa3BUTHUS 3J0KAUYECTBEHHBIX HOBOOOPA30BAHHUU JTHMMQOPETHKYISIPHOTO
MIPOUCXOXKICHHUS.

Amaxkcus-menvancusxmasus

Artakcusi-tenbanrmdkTazus (A-T) (cuaapom Jlym-bap) - 3T0 cuUHApPOM C ayTOCOMHO-
pPELIECCUBHBIM THUIIOM HACJIEIOBAaHUS, XapaKTEPU3YIOIIMUNICA IPOrpECCUPYIOLIEN MO3KEUKOBOU
aTakcuel, MOsBJICHUEM MEJIKMX TelIbaHTMIKTa3Mil, 0COOEHHO Ha KOHBIOHKTHUBAX, U KOMOUHUPO-
BaHHBIM UMMYHOJIEUIIUTOM. MOJEKYIApHBIN OedeKT 3akioyaercs B MmyTtauu rena ATM, ko-
TUpPYIOIIEro 0eoK, y4acTBYIOIIMI B penapanuu AByxiienodednbix pa3psiBoB JIHK u perynsauuu
KJIETOYHOTO LIMKJIA.

XapakTepHoi nabopatopHoi Haxoakoi mpu A-T sBisercs moblieHHE anbgadeTonpo-
TenHa. IMMyHOJIOrH4ecKie N3MEHEHUs SBJISIOTCS HeclleUn(UUECKUMU U BKIIIOYAIOT CHU)KEHUE
KOJIMYeCTBA M (PYHKIMOHAIBHON aKTHUBHOCTU T-TUM(OIMTOB, WHBEPCHUIO COOTHOILICHUS
CD4+/CD8+, cumxkenune wim otcyrcerBue IgA, 1gG2, 1gG4 u IgE, pexxe BBISBISAIOTCS KOHIEH-
Tpauuy UMMYHOTJIO0YITUHOB, OJU3KKHE K HOpME, WIH JUCUMMYHOTJIOOYTHHEMHUSI B BUJIE PE3KOTO
camkenus IgA, IgG, IgE u 3nauntensHoro nossimenus IgM. Knunnueckue nposiBieHuss MOTyT
CYILIECTBEHHO OTIUYAThCA y pasHbIX OoybHBIX. [Iporpeccupyromas Mo3)edykoBas aTakCus U
TEJIbaHTMIKTA3UU TPUCYTCTBYET y BceX. CKIOHHOCTh K MHQEKIHUAM KOJeOIeTcss OT OYeHb BbI-
pakeHHOI 10 BechbMa yMepeHHOU. [IpakTruecku A Bcex OONbHBIX XapaKTepHa BbICOKAs YacTo-
Ta Pa3BUTHS 3JI0KAYECTBEHHBIX HOBOOOPA30BaHUIA.

Cunopom Hutimezen

Cunapom HuiimereH ortnnyaercs HATMYMEM Y OOJBHBIX XapakTepHOro (peHoTHra 1 MMMYy-
Hojeduuurta. B ocHoBe 3a0oneBaHus nexuT Myrtanus reHa NBS1, koxupyromero 6enok HuO-
PYH, KOTOPBIA INPUHMMAET Y4acTHE B BOCCTAHOBIECHUM JBYXHUTEBbIX pa3pbiBoB JIHK. [lms
O0ONBHBIX XapakTepHO HapyiieHne GyHKiud T-kinerok. KoHlEHTpaluu ChIBOPOTOYHBIX UMMY-
HOTJIOOYJTMHOB Y OOJIBHBIX ¢ CHHAPOMOM Huitmeren koiaebmoTcss OT CyOHOPMaIbHBIX 3HAYEHUN
1o aramMarioOynuHemun. KnnHudecku y OONbIIMHCTBA OOJNBHBIX OTMEYAIOTCS pa3TUYHbIC WH-
dekiuu, XxapakTepHble i KOMOMHUPOBAHHBIX /1e(DEKTOB MMMYHHUTETA. 3JI0KaYECTBEHHBIE HO-
BOOOpa30BaHMs BCTPEUAIOTCS C OUEHBb BBICOKON 4aCTOTOM.

AymoummyHusiil aumgonponughepamuensiii CUHOPOM

B ocHoBe ayroummyHHOro numdonpoaudeparusaoro curapoma (AJIIIC) nexar nepBuy-
HbIe JePEeKTHI anonTo3a JUMQOIMTOB, YTO MPUBOIUT K MOTEPE KOHTPOJIA HaJ mpoiudeparneit
TUM(OUIHBIX KJIETOK U HETAaTUBHOM cenekiuei mumM@pounToB. 3a00JeBaHNE UMEET MOJUT€HHYIO
IPUPOJY U CBSI3aHHO C HapylleHueM (QyHkuuu OenkoB Fas-omocpenoBaHHOrO MyTH amonTo3a.
Bce u3BecTHbIE Ha HACTOSIIUI MOMEHT Ae(eKThl HacIeoYyITCsl ayTOCOMHO-peliecCuBHO. Jluar-
HO3 AJIIIC MOXHO MPEeANONI0KUTh IPU HATUYUH Y OOJILHOTO MOJUKIOHATBHON THIIEPUMMYHOT-
700y TMHEMUH (TTOBBIIIEHBI OJIMH WM HECKOJBKO KJIACCOB CHIBOPOTOUYHBIX HIMMYHOTJIOOYJIMHOB),
BBIPAXXEHHOT'O YBEIMUYEHUS JTUMPOY3JI0B, FrenaTociuieHoMeraauu (Ipy UCKIIOYEHUH IPYTHUX, B T.
Y. OHKOJIOTUYECKUX, MPUUYUH JTUX CHUMIITOMOB). XapaKTepHBIM J1a0OpAaTOPHBIM MPU3HAKOM
AJITIC sinsiercss Hanuuue NBOMHBIX HeraTHBHBIX CD4-CD8- nmumdornuToB, B HOpME OTCYTCT-
ByIOIIUX B nepudepuueckoid kpoBu. OHAKO MOATBEPKACHUEM UArHO3a SBJISETCS BBIIBICHUE
nedexra amonrtos3a in vitro. OcHOBHEIMH KHHHUYeCKUMHU TiposBieHussMu AJITIC sBastoTes aum-
(aneHonaTus, renaTocIUICHOMETralus, ayTOMMMYHHBIE TEMOLIUTONIEHUH B BUJIE T€MOJIUTUYECKON
aQHEMHUH /WK arpaHyJolMTO3a W/WIK TPOMOOLMTONEHUH U IpYrHe ayTOMMMYHHbBIE pacCcTpOii-
cTBa (Hecnenu(pUUecKuil S3BEHHBIA KOJIUT, apTPUT, y3JI0BaTasi SpuUTeMa, CUAIOAIeHUT U Jp.). Y



OOJBIIMHCTBA OOJIBHBIX BBISBISIOTCS ayTOAHTUTENA K PA3TUYHBIM KIETKaM W TKaHSIM OpraHu3-
Ma.

Cunopom eunepummynocnooyiunemuu E

MonekynspHas npupojaa cuaapoma runepummynornodynunemuu E (runep-IgE-cunnpom)
JI0 HACTOSIILIET0 BpEMEHH HE U3ydeHa. TuIl Hacie0BaHMsl, BEPOSITHO, aQyTOCOMHO-IOMUHAHTHBIH.
['unep-1gE-cunpom xapaktepusyercs MOBTOPHBIMH (0OBIYHO CTA(UIOKOKKOBBIMU) aOCIIecCaMu
MOJKOKHOW KIJIETYATKH, JETKUX (MIPUBOAALINX K 00pa30BaHUIO ITHEBMOIIETIE), TAPEHXUMATO3HBIX
OpraHoB, a TAaK)K€ aHOMAJUSMHU CKejleTa, TpyObIMH uepTaMu Juia (THIEepPTeIOpU3M, HIUpOKas
IIEPEHOCHIIa), IEPMATUTOM, TIOBBIIIIEHHON CKIIOHHOCTBIO K IepesniomaM kKocteil. MmmyHonoruue-
CKUI MeXaHU3M 3a0oJieBaHus He BbIsicHEeH. [l 3a00seBaHus XapaKTepHbl 03MHOMDUINS, Kpaii-
HE BBICOKHUI ypOBeHb chiBOpoTouHOro IgE, Hapymenue xemorakcuca HeHTpoduios.

Jepexmol cucmemwvt hacoyumosa

JedexTsl mpoayKuu U QYHKIHH KIETOK (aroiuTapHON CHCTEMBI MPEApPaACcoiaraloT K
Pa3BUTHIO MHUOTEHHBIX U TPUOKOBBIX MH(PEKUUH, a TakKe K MHPEKIUSM, BHI3BAHHBIM BHYTpHU-
KJIETOYHBIMA MUKpooprann3Mmamu. K Hanbosnee yacTbiM BO3OYIUTENSIM y 3TUX OOJBHBIX OTHO-
catcsi Pseudomonas, Serratia marcescans, Staphylococcus aureus, a Takke TpuObl poja
Aspergillus u Candida. K atoii rpymme 3a0601eBaHil OTHOCSITCS TAKHE COCTOSIHHSI, KaK XpOHHYE-
ckas rpanynemarto3Has Oone3nb (XI'B), nedunur monexkyn anre3uu JUMQOLMTOB, CHUHIPOM
['pucuennu u ap. JI€rounsie nHPEKIMH OTMEYAIOTCS Y 9TUX OONBHBIX Hanbozee yacto. K npy-
TUM XapaKTepHbIM MH(EKIIMOHHBIM MPOSBICHUSIM OTHOCSTCS THONMHBINA TUMGbAICHUT, MOIKOXK-
HbI€ a0CIIECChl, OCTEOMUENNT U CETICHC.

JedexTsl cuctemsl GaronuTo3a He CBS3aHbI C MOBHIIICHHBIM PUCKOM pa3BUTHUS HEUH(EK-
LIMOHHOM MaTOJIOIMH, HAIIPUMEP OIyXO0JIEH WK ayTOMMMYHHBIX 3a00JI€BaHUM.

XpoHnuueckas epanynemamosnas 601e3Hb

XpoHuueckas rpanyiaemaro3Has 6osie3ns (XI'b) saBnsercs THIIUYHBIM 3a00J€BaHUEM JaH-
HOU rpynmnbl. BeisiBIIeHO YeThipe MONEKYISpHBIX nedekrta, nexanux B ocHoBe XI'b. B 3aBucu-
MOCTH OT T€HeTHdeckoro naedexra 3aboseBaHue HacileAyercs X-CUEIUIEHHO WM ayTOCOMHO-
penieccuBHo. Bce Monekymspubie nedekTbl BbI3bIBalOT auchyHkuuo depmenta HAJD-
OKCHJa3bl, YTO BEAET K HApPYILIEHUIO 00pa30BaHUsl KUCIOPOJIHBIX paJlKaloB B HelTpoduiax u
BHYTpUKJIeTOUHOro KwiuHra. s 6onbHbix XI'b xapakTepHbl MH(EKIMH, BbI3BaHHbIE B OC-
HOBHOM KaTaJla3a-MpoaylUPYIOIIMMU MUKPOOPTaHu3MaMHt (CTaUIOKOKKH, KAIIIEUHas Majloyuka,
CaJIbMOHENJIa, HOKapAus), C MOpaXeHUeM JETKUX, KOKU M TIOJJKOKHOW KJIeTYaTKH, TuMparuye-
CKHX Y3JIOB, IT€YEHH U ¢ (OPMUPOBAHUEM BOCHAIUTENBHBIX I'paHyseM U abcueccos. Y 10-17%
OOJIBHBIX OTMEYAIOTCs OOCTPYKIMSI MOYEBBIBOJSLIMX IMyTEH, SHTEPUTHl U KOJUTHL. boinbiryto
omacHoCTh 715 60nbHbIX ¢ XI'b npencraBndioT HH(EKIUK, BbI3BaHHbIE TPUOAMHU, OTIUYHBIMU OT
pona Candida (mampumep, acniepruiies). Jlnarnoz XI'b moarBepkaaetcst BHIABICHUEM CHIDKe-
HUS TOPOAYKIMHM TEPEKUCHBIX pPAJUKaIOB MpPU OIEHKE C TIOMOIIbIO METOAOB JIIOMHHOJ-
3aBucuMoi xemummomuHucieHinn 1 HCT-tecra, a Takke BbISBICHHEM XapaKTep HBIX MyTa-
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Heghexmul cucmemvl Komniemenma

JlepexThl cuctemMbl KOMIUIEMEHTa SIBJSIIOTCS HauOoisiee peakoil pazHoBuaHocTeio [TUIC
(1-3 %). Omnmcanbl HacieACTBEHHbIC Ae(DEKThI MPAKTHYSCKH BCEX KOMIIOHEHTOB KOMIUIEMEHTA.
HaunGonee gacto Bctpeuaercs nedurur C2 xommoHeHTa. JledekTsl paHHUX (Ppakiuii KoMruie-
meHTa (C1-C4) conpoBOXAat0TCs BHICOKOH 4acTOTOM ayTOMMMYHHBIX 3a00JIeBaHUll, B T. Y. CHC-
TEMHOUW KpacHOU BoidaHkH. [[edexTsl TepMuHanbHbIX KoMIoHEHTOB (C5-C9) mpeapacmnonaraioT
K Pa3BUTHIO TsDKENBIX MHQEKIHH, BbI3BAaHHBIX MpeacTaBuTensMu poaa Neisseria. Jledpunut C3
KOMIIOHEHTA YacTO MO KIMHUYECKUM MPOSBICHUSAM HanmoMuHaeT rymopanbHbie [TMJIC u conpo-
BOKIAETCS TSDKENBIMHM PELMIMBUPYIOIIMMU MH()EKIUAMU: THEBMOHUEH, MEHUHTUTOM, MEPUTO-
HuTOM. C Ipyroif CTOpOHBI, HEKOTOphle OosbHbIe ¢ Aeduuutom C2, C4, CY9 MoryT HE UMETh HU-
KAaKMX KJIMHUYECKHUX MPOSBICHUNA. YHHMBEPCAIbHON TEpAlUU 3TUX COCTOSHUN HE CYILIECTBYET,
OHA 3aBHCHUT OT KOHKPETHBIX KJIIMHUYECKUX MposBieHuN. OCOOHSIKOM B 3TOU rpymie 3abojieBa-
HUI CTOUT BPOXKJIEHHBIN aHTMOHEBPOTUYECKHH OTEK, BbI3BaHHbIN nedurmrom Cl-unrudburopa, B



OCHOBE KOTOPOTO JISKUT CHWKEHHE KOHIEHTpauuu u/unu GyHkuuu Cl-uHruéuropa - mpakTu-
YECKU €IMHCTBEHHO MHTHOUTOpA CUCTEMbI KOMIJIEMEHTA, a TaK)K€ KUHUH-KAJJTMKPEHMHOBOM CHC-
TeMbl. 3a00JI€BaHNE HACIEAYeTCS ayTOCOMHO-JOMUHAHTHO. YacToTa MHPEKIIMOHHBIX MPOSBIIE-
HUHN y 3TUX OOJIbHBIX MOXET ObITh HECKOJIBKO MOBBIIIEHA, OJJHAKO OCHOBHBIM CHUMIITOMOM 3a00-
JIEBAHUS SIBJISIFOTCS PELUAMBUPYIOIINE OTEKHM KOHEUHOCTEN, OpPIOLIHON IOJIOCTH, JIMLIA U TOpTa-
HU. OTEKM MOTYT BO3HUKATh CaMOIIPOU3BOJILHO, @ TAaK)K€ MPOBOLIMPOBATHCS CTPECCOM, MUHHU-
MaJbHON TpaBMOW, WHQEKIMelH. B marorenese oTéKOB JIGKUT 00pa30BaHUE Ba30AKTHBHBIX Be-
HIECTB, OTJIMYHBIX OT FMCTaMUHA, B CBA3HM C Ye€M Tepanus aHTUTUCTAMHHHBIMHU Ipernapatamu U
TIIFOKOKOPTUKOC-TEPOUIAMU TIPU ITOM COCTOSTHUH HE 3 (DEeKTHBHA.
OcHoBHbBIE MOAXO0/bI K TepPaNuu U BeJAeHUIO 00JIbHBIX ¢ EPBUYHBIMU UMMYHOe(H-
HHUTHBIMH COCTOSTHUSIMHU
OcHOBHBIMU 3a7a4amMu BeaeHus 00nbHbBIX ¢ [IMIC sBusroTcs:
® KOPPEKIHs UMEIOMIET0Cs MMMYHOJIOTHYECKOTo edeKTa,
® npoduIaKTUKA U/UIU aJIeKBaTHAs Tepanusi UH(PEKIIMOHHBIX IPOSBICHUH,
e paHHEe BBISBICHUE U Tepanusi HeUH(EKIIMOHHBIX POSBICHUM,
e comuanbHasg agantamnus gerei ¢ [IM/C.
Hecmotps Ha TO, 4T0 OOJIbHBIE C IEPBUYHBIMU UMMYHOJEHUIIUTOM MPOXOAT CHEIHATb-
HOe 00CIIeZIOBaHUE U TEPAIUIO B CHICIHATM3UPOBAHHBIX CTAllMOHAPAaX, OCHOBHAS POJIb B BHISBIIE-
HUU 3TUX COCTOSHUU NMPUHAAICKHUT BpayaM NMEPBUYHOTO 3BeHa. B cBs3u ¢ atum EBponeiickoe u
[Tanamepukanckoe obmecrtsa ummyHoepunutos (ESID, PAGID) npeanoxuinu Kcosib30BaTh
cnenyromue kpurepuu pucka [TN/C:
e yacThle 3a00JI€BaHUSI BEPXHUX JIbIXaTEIbHbBIX MTyTEH:
JIOLIKOJILHUKH: 9 U Ooiiee,
HMIKOJILHUKA: 5-6 U Ooutee,
B3pocIbie: 3-4 u 6oiee,
0oJiee IByX CHHYCUTOB B TOJ,
Oosee IByX MHEBMOHUII B rOJI,
MOBTOPHBIE TSHKENBIE KOXKHBIE THOWHBIE MTPOLIECCHI,
yIOpHasi MOJIOYHHIIA Y JIMII CTapIIe OJHOTO roja,
oTcyTcTBUE 3 (eKTa OT JIUTENbHOIN aHTHOAKTepUaIbHOM Tepanuy,
Oosee IBYX TSDKENBIX MH(EKIMOHHBIX MPOLECCOB (CENCUC, OCTEOMHUENTUT, MEHUH-
TUT U 1p.),
onmnopryHuctuyeckue nHpexkun (Pneumocystis carinii u 1p.),
® [IOBTOPHBIE TUAPEH,
e HaIWYMe B CEMEHHOM aHaMHE3e CMepTel B paHHEM BO3pacTe, ¢ KIMHUKON MH(pEK-
IIUOHHBIX 3a00JI€BaHUI WJIN BBIABICHHOTO MMMYHOAE()HUIIUTHOTO COCTOSIHUS.
[Tpu HaIMYMKM OJTHOTO MJIM HECKOJBKUX M3 3THUX IMPU3HAKOB OOJLHOMY MOKA3aHO MPOBE/E-
HUE HUMMYHOJIOTHYECKOT0 00CIeI0OBaHNs U KOHCYIbTALIUS CIIEHUATNCTa-UMMYHOJIOTa.

Ha cerogusmnuii eHp jeuyeHue NepBUYHBIX UMMYyHOAePUUUTHBIX cocTostHui (ITM/IC)
ABJIAETCS JOCTaTOYHO CJIOKHOMW 3aauyell HECMOTPS Ha TO, YTO YK€ UMEIOTCSI HEMAJIbIE yCIIEXH B
M3YYEHHUU IaToreHe3a pa3iNyHbIX (opM MMMYHOAE(DUIIUTOB, aKTUBHO PAa3BUBAIOTCA BBICOKO-
TEXHOJIOTUYHAsI METUIIMHA U (PapMaKOJIOrHUECcKasi IPOMBIIUIEHHOCTb.

EAvHCTBEHHBIMU STHOJIOTUYECKMMH BHJIAaMU TEpanuy MEPBHYHBIX MMMYHOAE(PUIIMTOB
SBIISIETCA TPAHCIUIAHTalMs reMonodTHueckux cTBojioBbiX kieTok (TI'CK) u rennas tepammusi.
Bce ocranbHble TepaneBTHUECKHUE BMEILIATENbCTBA SBISIOTCS CBOEr0 poJia CUMIITOMAaTHYECKUMU
U TI03BOJIIIOT JOCTHYb PAa3HOM CTENEHH KOPPEKLIUH HApYIIEHHOW MMMYHHOW (DYHKIMM B 3aBU-
cumoctu oT Buja [TMJIC u mocTymHOCTH onpenenéHHbBIX MPernapaToB sl KOHKPETHOTO OOJIBHO-
ro B KOHKpETHOM peruoHe. OJHaKO BO MHOTOM IIPOTHO3 MAIMEHTA OINPEAEISAETCS HE CTOJBKO
BUJIOM MMMYHOJIe(pUIINTA, CKOJIBKO BpEMEHEM, MPOMIEAININM OT MOSBJIECHUS CUMIITOMOB JIO0 MO-
CTaHOBKH JIMarHo3a U Hayvaja aJeKBaTHOM Tepanuu.

Tpancnnanmayus 2emMonodmMu4ecKux Cmeolo8biX K1emox



VY yacTu manueHToB (Hanmpumep, ¢ TsHKENOH KOMOMHUPOBAaHHON MMMYHHOW HEIOCTaTOY-
HOCTBIO, CUHApOMOM Buckorra-Onapuua) yna€rcs TOCTUTHYTh IOJTHOIO BOCCTAHOBICHHS HMM-
MYHOJIOTHYECKUX (PYHKIMI MOCIe MPOBEISHHs TPAHCIUIAHTAIIMA KOCTHOTO MO3Ta WJIM IeMOIIO-
ITUYECKHUX CTBOJIOBBIX KJIETOK.

K coxanenuto, Ha IyTH K yCIIEXy YaCTO BO3HUKAIOT HEMPEOA0IUMbIE TPYAHOCTH. TpaHc-
IUTaHTalKsg Majlo 3(QQEKTUBHA NPU MO3JHO JUArHOCTUPOBAHHBIX MMMYyHOAeduLUTaX, Koraa y
NAIMEHTOB YK€ UMEIOTCA TSKEIbIe XPOHUYECKHE MHPEKIIMOHHBIE, ayTOUMMYHHBIE HJIU 3JI0Ka-
YECTBEHHbIE NPOsABICHMS. J[pyroil KiroueBor 3ajauel, MIOMUMO PaHHEH MOCTAaHOBKHU JAUAarHos3a,
ABJIIETCS TOMCK JoHopa. Haubonee ycnemHo mnpoBoisaTcs TpaHcmiianTanuu ot HLA-
UJIEHTUYHBIX 370POBBIX CUOIMHIOB. [Ipy OTCYTCTBUM TaKOBBIX B HEKOTOPBIX CIIydasiX BO3MOKHA
Tpa"cmanTauust or HLA-4yacTMUHO COBMECTUMBIX POACTBEHHBIX JIOHOPOB MIJIM ITOMCK HEPOJCT-
BEHHOI'O JJOHOPA 4Y€pe3 PErucTpbl JOHOPOB. B mociennue roast U B Poccuu BBIIOIHAETCS OT-
pomHasi paboTa 1Mo CO3/1aHHI0 OaHKa JTaHHBIX JOHOPOB, OJTHAKO JIOJISI UCIOJIb3YEMbIX 3apyOexk-
HbIX 0aHKOB JJAHHBIX BCE €Il BbICOKaA. JlaXke NMpH HAIWYMKM YaCTUYHO WJIM IOJHOCTHIO COBMEC-
TUMOT'O JOHOpa HE HMCKIIOYEHBI THKENBIE OCIOXKHEHHUS, B T. 4. MH(PEKIMOHHBIE, CHIIKAIOIINE
IIPOLIEHT BBDKMBAEMOCTU. B oIpenenéHHOM NPOLEHTE Cly4acB MPOMCXOAUT JIMIIL YACTUYHOE
IPUKMBIICHUE JTOHOPCKUX KJIETOK, BO3MOXKHBI IIPOSIBJICHUSI OCTPON MJIM XPOHUYECKOW peakluu
«TPaHCIUIAHTAHT IIPOTHUB XO35SUHa.

I'ennas mepanus

B nocneanue roapl 00Jbi10e BHUMAHUE YIENSAETCS U3YYEHUIO U BHEJPEHUIO B KIMHUYE-
CKYIO MPAKTUKy '€HHO-MHKEHEPHBIX METOJIOB Tepanuu. B renom Bupyca, JUIIEHHOTO MATOI€H-
HOCTH, BCTpPaMBacTCs IOJHOLECHHBIA I'€H, MOBPEXKICHUE KOTOPOrO OTBETCTBEHHO 3a pa3BUTHE
UMMYHOJE(PHUIIMTHOTO COCTOSHUS y TaHHOTO MalenTa. B kieTkax O0JIBHOTO BUPYCHBIH BEKTOP
BCTPAaUBAETCA B I€HOM, U CTAHOBUTCS BO3MOKHBIM CHHTE3 IOJHOLIEHHOro Oenka. 3a py0exom
YK€ IOJIYYEHBI TOJOKUTENIbHBIE PE3yNIbTAaThl TEPAIIUU C MCIIOIb30BAaHUEM BUPYCHBIX BEKTOPOB
IpY JICUCHUH MALUEHTOB C TSHKEN0H KOMOMHMPOBAHHOM MMMYHHOM HEJOCTAaTOYHOCTHIO, XPOHHU-
YECKOM rpaHysieMaTo3Hou 00s1e3HbI0. MUPOBOIi MPaKTUKE HA CETrOAHSIIHUN JCHb YK€ U3BECTHO
OKOJIO TPEX NeCATKOB Takux nanueHToB. K coxanenunto, He i Beex [IM/IC onucanbl Moseky-
JsipHO-TeHeTHdeckue nedextsl (runep-IgE-cunnpom, OBUH, IgA-nedunmr), yTo M3HaYaIBHO
MCKJIIOYaeT BO3MOKHOCTh T€HHOM TepanuH.

[TockonbKy pajiMKaJbHO W3MEHMTH CYIIECTBYIOLIUN reHeTUYeCKud nedekT ynaércs na-
JIEKO HE BCerja, O4eHb Ba)KHOE 3HA4YCHHME MMeEeT Nojjepkuaromas tepanud. [lonasnsromee
OOJIBIIMHCTBO NAI[UEHTOB, CTPAJAIOUINX EPBUYHBIMU HUMMYHOJAEPUIUTAMH, HYK/1al0TCS B TIO-
JIEPKUBAIOLLEN Tepanuy Ha MPOTSKEHUH BCEH KU3HU.

Hecmotps Ha MHOrooOpasue knuHnyeckux npossiaenuit [IMJIC, oOmeit yepToii 11 mo-
JIABJIAIONIETO OOJBIIMHCTBA SBISAIOTCS TSXKENBIE PELUANBUPYIONINE HH(EKINU, YaCTO HOCSIIUE
(daTasbHBIN XapakTep, Ha 00pHOY C KOTOPHIMU IPEKE BCEr0 U HAIpaBlieHa MPOBOJUMAs Tepa-
nusl.

3amecmumenvras mepanus

JIaHHBINA BUJ Tepanuu MPOBOAUTCS MPU TYMOPAIbHBIX M KOMOMHUPOBAHHBIX UMMYHO/1€-
(UIUTHBIX COCTOSIHUSIX, COMTPOBOMKIAIOIINXCS KOJIMYECTBEHHBIM UM Ka4€CTBEHHBIM HapyIlIEHU-
€M aHTHUTEIONpOAYKIUH. Vcnonb3yroTes npenaparbl BHYTPUBEHHBIX HUMMYHOTJIOOYJIMHOB, CO-
nepxamue 1gG. Tepanust mpoBOAUTCS MOKU3HEHHO WIJIM HA 3Tarax MOJArOTOBKU K TPaHCIUIaHTa-
LUU.

PexomenayeMpIMu 103aMH SBJISIFOTCSL /1032 HackimeHust 1-1,5 r/kr, mopaepikuBarorias
no3a 0,4 r/kr xaxasie 3-4 nenenu. IIperpany3nonHblil ypoBeHb chiBopoTouHOro IgG momken
cocTaBlsiTh He MeHee 4 1/1. B HekoTophix ciydasx TpeOyroTcs Oosee BBICOKHME 03Bl U KpaT-
HOCTh BBEJCHUS Ul MOAJCPKAHUS BbIIICYKa3aHHONM KOHILIEHTPALMM B CBHIBOPOTKE OOJBHOTO.
[TpuHIMNIHaTbHOE 3HAYEHHE UMEET COOJII0/IEHUE HHTEPBAJIOB MEX/1y BBEICHUAMHU, TaK KaK «Ile-
PHOJ MOJIY>)KMU3HW) aHTUTEI, BXOASIINX B COCTaB MIPENApPaTOB, COCTABIISIET B OPraHU3ME UEIIOBE-
Ka 21-28 nHen.



B Mupe npumensiercst 6osiee 35 pa3nuyHBIX MpenaparoB s BHYTPUBEHHOTO BBEICHMS.
OHH M3roTaBIMBAIOTCS U3 IUIa3Mbl HECKOJIBKHUX THICSY JOHOPOB M MMEIOT IIUPOKUN CHEKTP OI-
COHU3UPYIONINX U MHAKTUBUPYIOIIUX AHTUTEN, C HECKOJIBKO OTJIMYHBIM MPOIIEHTOM COOTHOIIIE-
HUSA, B 3aBHCHUMOCTH OT SHJAEMHUYHOCTH PallOHOB IpOKHUBaHUS JOHOPOB. IIpu mpousBoacTtse
0co00e BHUMaHUE yenseTcs 00eCreueHUI0 MUHUMAIBHOTO COIeP KaHUs MTOJIMMEPOB U arpera-
toB IgG, IgA, a Takke KOMIUIEMEHTapHON aKTHBHOCTH, OTBETCTBEHHBIX 3a OOJILIIMHCTBO CHC-
TEMHBIX TTOOOYHBIX peakiuil. Takke CymecTBYIOT MHOTOCTYIIEHYAThIe CUCTEMBbl KOHTPOJISI, Ha-
[paBJIEHHbIE HA JIMMHUHALMIO UHQUIMPYIOMHUX areHToB. [loMrMo npenapaToB sl BHYTPUBEH-
HOTO BBEJICHUS B IMOCJICIHUE TOJIbI B 3apYyOEKHBIX CTPaHAX MPUMEHSIOTCS UMMYHOTTIOOYIIHHBI
JUIsl TIOAKOKHOTO BBEJICHMS, UMEIOIME CBOM IpeumylnecTBa. IIpexae Bcero - 3To oTcyTcTBHE
HEOOXOAMMOCTH BEHO3HOT'O JOCTYIA U BO3MOXKHOCTh MPOBEACHUS MPOLEAYPhl B JOMAIIHUX yC-
JIOBUSIX, YTO OCOOCHHO aKTyajdbHO B MEIUATPUUECKOM MpaKTUKE, a TAKKE CHUIKEHHE YacTOTHI
CUCTEMHBIX TOOOYHBIX peakiuii. MeHbIlass WHBA3MBHOCTH MPOLEAYPHI MO3BOJSIET MPOBOIUTH
OoJsee yacTeie nepenuBaHus (OJUH WIK HECKOJIBKO Pa3 B HEJENI0) MEHBIIMMHU J103aMH, YTO MOJ-
JEPKUBACT KOHIICHTPAIMIO CHIBOPOTOYHOTO MMMYHOTJIOOYIMHA HA 0oJiee MOCTOSTHHOM YPOBHE.
K HemocTaTkaMm Takux MpernapaToB OTHOCATCS HEBO3MOXKHOCTH OBICTPOrO BBEICHHS BBICOKHUX
7103 ¥ MEJUICHHOE HapacTaHue ypoBHs IgG B kpoBwu.

Hu onuH u3 uMmeromuxcst B HaCTosAIIEee BpEMsi HA MUPOBOM PBIHKE IPErnapaToB AJs MOJ-
KOKHOT0 BBeieHUs B Poccuiickoi Denepanny MoKa HE 3apEruCTPUPOBAH.

IIpomusoungpexyuonnas mepanus

K coxanenuro, naxke ajeKkBaTHasi 3aMECTUTENIbHAS Tepanusi HE BCEra CroCOOHa MPeoT-
BPaTHUTh Pa3BUTHE MOBTOPHBIX TSHKENBIX UH(EKIHNH y 1eTel, CTpaJaronuX NepBUYHbIMU JedeK-
TaMU UMMYHHOU cucTeMbl. JJOBOJIBHO YacTo MapajuiebHO Ha3HAdYaeTcs MpoduIakTuIecKas aH-
TUOaKTepuaIbHas /WK MPOTUBOTPUOKOBAs U MPOTUBOBUPYCHAsI Tepanusi. Bompocsl nmokazaHuit
K Ha3HAYCHUIO U JUIUTEITHLHOCTH MPOPUIAKTUYECKON TEeparnuu MPOJ0DKAIOT JTUCKYTUPOBATHCS,
TaKk KaK IpOAOJDKUTENbHAsE MPOTUBOMUKPOOHAs Teparvs COMpPOBOXKIAETCS MOOOYHBIMU 3 dek-
TaMU U TPUBOJUT K (OPMUPOBAHUIO PE3UCTEHTHOCTH MUKPOdIopel. OTHAKO OYCBUIHBIM SIBIISI-
eTcst To, yTo 0e3 He€ He ymaércs o0OMTHCH MpU MO3JHEH MOCTaHOBKE AMAarHo3a u chopMUpo-
BaBIIMXCA O4Yarax XpOHUYECKON HHEKIINH.

[Tpy MHPEKINOHHBIX MPOSIBICHUSIX Y UMMYHOKOMIIPOMETHPOBAHHBIX MAI[IEHTOB MMEET
CMBICJT TIPOBOJUTH TOBTOPHBIE MHUKPOOHOJOTUYECKUE HCCIEIOBAHUS C LETBI0 OMpEeaeICHUS
YYBCTBUTEIHHOCTH U BO3MOXKHON aHTHOMOTHKOPE3UCTEHTHOCTH. [IpH olieHKe pe3ynbTaToB Mo-
CEBOB HE cJeayeT 3a0bIBaTh, YTO YCIOBHO-TIATOT€HHAs (JIopa 4acTo SBISETCS MAaTOTCHHOW NSt
JIeTel ¢ MepBUYHBIMH UMMYHOAE(PUIIMTAMU M BBI3BIBAET Pa3BUTHE TSHKEIOro MHGEKIIMOHHOTO
mporecca.

CriekTp MPUYMHHO 3HAYMMBIX BO30YAMTENEH HECKOIBKO OTJIMYEH B 3aBUCUMOCTH OT TIO-
paxE€HHOTO 3BE€HA MMMYHHOUM cHCTeMbl. Tak, OOJIbHBbIE C MPEHMYIIECTBEHHBIM HapyIIEHUEM
MPOJYKIIMM aHTHUTEN CKIOHHBI K Pa3BUTHIO OAaKTepUANbHBIX MH(EKIWH, Yalle BhI3BAaHHBIX WH-
KarcyJIupOBaHHBIMH MUKpPOOpraHu3MamMu (ITHEBMOKOKKOM, CTa(QUIOKOKKOM, TeMO(UIbHON Ta-
JIOYKOH), a TakKe K Pa3BUTHIO MHUKOIUIa3MEHHBIX M ypearia3MeHHbIX HHpekuii. BupycHbie
nH(]EKIMK B OOJIBIIMHCTBE CITy4aeB MPOTEKAOT HE TSHKEIO, 32 MCKIIOYEHUEM YHTEPOBUPYCHBIX,
KOTOpBIE CIOCOOHBI BBI3BIBATH TSKENbBIE SHIIE(ATOMUETHUTHI, HAPUMEDP y MAI[UEHTOB C aram-
Marooynuemueit. C MpoPUIaKTUYECKON TETBI0 Yallle BCET0 WCIOJIB3YIOTCS TMOJTYCUHTETHYE-
CKH€ TIEHUIWUIMHBI, B T. 4. C KJIABYJIAaHOBOM KHCIOTOH, U 1iedanocnopuHbl. B ciydae MUKpooO-
HOM PE3UCTEHTHOCTH JIOMYCTUMO HCITOJIh30BaHUE (DTOPXUHOIOHOB.

[Tpy KOMOMHUPOBAHHBIX UMMYHOACPHUIIUTAX, COMTPOBOKIAAIOIINUXCS HapymeHueM T- u B-
KJIETOYHBIX (DYHKIIMI, TOMUMO OaKTEpHATBHBIX, CEPHESHYIO YIrPO3y MPEACTABISAIOT HHPEKIINH,
BbI3BaHHBbIE TpuOaMu (MIPEkKIe BCETO acHepriiui€3), BaKIIMHAIBHBIMU IITAMMAaMH MHKOOAKTe-
puii, Bupycamu (LIMB, Bupycamu repreca, aieHOBUPYCOM U JIp.) U ONIMOPTYHUCTUUECKUMHU BO3-
OynutensMu (THEBMOLIMCTAMU, KPUIITOCTIOPUAUSMHU, TOKCOIUIa3Mamu). [THeBMoONCTHAS MTHEB-
MOHUSI UHOT/Ia SIBJISIETCSI TEPBBIM MPU3HAKOM Pa3BUBIIETOCS UMMYHOASHUIIUTHOTO COCTOSHHS.
C mpodunakTUYecKol IeNbl0 MAlMeHTaM C KJIETOYHBIMH JedeKTaMu, IOMUMO aHTHUOMOTHUKOB



IIMPOKOTO CIIEKTPa, Ha3HAYAETCS KO-TPUMOKCA30J, 00NaJaromuidi aKTUBHOCTHIO B OTHOLICHHUU
ITHEBMOLUCT, ¥ IPOTUBOIPUOKOBBIE NTPENapaThl, HapUMep HHTPAKOHA30JI.

[MaruenTs! ¢ nedexramu GaromuTosa (HampuMep, ¢ XpOHUIECKOH TpaHyIeMaTo3Hoil 00-
JI€3HBIO) CTPAAAIOT OT MH(EKIMI, BEI3BAaHHBIX OakTepusi OakTepUs MU, NPOLYLUPYIOIIUMHU Ka-
tanazy (Staphylococcus aureus, Aspergillus, Escherichia coli, Serratia, Nocardia). C nensto
IpOQMIAKTUKU TAKXKE UCIIOJIb3YIOT TPUMETONPUM-CYIb(haMeTaKca30il i HHTPAKOHA30JI.

B citydasix BOSHUKHOBEHHS OCTPOTO HH(EKIIMOHHOTO 3a00sieBaHus Ha (hOHE TPOBOIUMON
IpopHIAKTUYECKON Tepanuy Yaile BCEro NPUXOIUTCS MPOBOAUTH CMEHY Tepaluu U npuderath
K MaKCHUMaJIbHBIM J103aM U JUIMTEIbHOMY NIPUEMY NIpENapaToB.

pyaue 6uovr mepanuu

[ToMrMO 3aMECTUTENBHON M MPOTUBOMH(MEKIIMOHHOW Tepanuy y MalUeHTOB C MEePBUY-
HbIMU UIMMYHOZAE(DULIUTAMHU CIIEyeT OTMETUTh 00Jiee peIkue METO/IbI JICUECHUS.

[Tpu TsOKETOM KOMOMHMPOBAHHOM MMMYHOJIE(DUIIUTE, CBA3aHHOM C JIE(PHUIIUTOM aJIeHO-
3WH-JIe3aMUHa3bl, IPOBOAUTCS 3aMecTuTeNbHas Tepanusa pepmentom PEG-ADA.

[Ipu HacIeICTBEHHOM aHTMOHEBPOTHYECKOM OTEKE, BO3HHMKamomeM mpu aepunure C-1
UHTUOUTOpPAa KOMIIOHEHTOB KOMITJIEMEHTA, IPOBOJAT JUIMTENBHYIO TEpPalUi0 aHAPOreHaMu U aH-
TU(HUOPUHONIUTUYECKUMU NIpeNapaTaMu, a OCTPbIe OTEKHU KUZHEYTPOXKAIOUIUX JIOKATIU3aLUN KY-
NUPYIOT BBEJICHUEM KpHOKoHLeHTpaTa C1-uHruduropa.

[TonnepsxuBaromias Tepanus KoJioHuecTumynupyoomumu paxropamu (G-KCP) nokazana
NpU TSOKETON BPOKAEHHON M MUKIMYECKOW HEHTPONEHUHU, a TAKKe MPU HEKOTOPBIX BPOXKIEH-
HBIX CHUHJIPOMAaX, COIPOBOXKJIAIOLIUXCSI CUHAPOM HEUTpoIeHuu, runep-IgM-cunapome, peTuky-
JIApHOM Jucrenesnu, cunapomax Yenunaka-Xuramwu, [lIBaxmana-/lalimonna, bapta, Koena.

[Tpu pa3BUTHU TSKETBIX, PE3UCTEHTHBIX K CTAHIAPTHOW Tepanuu MHPEKIHUN y OOTBHBIX
¢ pedextamu (aronuro3a HUCHOJIb3YeTCs NepeluBaHUe IPAHYJIOLUTAPHON Macchl OT JJOHOPOB,
ctumyanpoBaHHbIX G-KCO.

IIpu nmepenuBaHMM NpenapaToB KPOBU MaLMEHTaM C KOMOMHHMPOBAHHBIMU Je(eKTaMu
UCIOJIb3YIOTCSl TOJIBKO OOJIy4YEHHBIE IpenapaThl sl NPeJOTBPAIIECHUs IPUKUBICHUS HMMYHO-
JIOTMYECKU KOMIIETEHTHBIX JOHOPCKUX JUM(OIUTOB U Pa3BUTUS PEAKIIMU «TPAHCIIJIAHTAHT MpO-
TUB XO35IMHAY.

JleyeHne ayTOMMMYHHBIX U OHKOJIOTUYECKHUX 3a00JIEBaHUM, K KOTOPBIM CKJIOHHBI 00JIb-
Hbl€ ¢ KOMOMHUpPOBaHHBIMU (hopMaMu MMMYHOJe(PULUTOB (HarpuMmep, oOiell BapradenbHOI
MMMYHHON HEIOCTaTOYHOCTBIO, runep-IgM-cunapomomM, curapomMom Buckorra-Onzapuuya) u ¢
CHUHAPOMaMH XPOMOCOMHOH HECTaOMJIBHOCTH, KakK IMpaBWJIO IPOBOAMUTCA IO MHPUHATHIM IS
OOBIYHBIX OOJIBHBIX TPOTOKOJIAM.

Ipogpunaxmuueckas eaxyunayus oemeti ¢ NePEUYHbLIMU UMMYHOOEDuUYUMamu

B nocnennue roapl ObUT 3HAUUTETBHO COKPAIIEH CIMCOK MPOTUBONOKA3aHUM K BaKIIUHO-
npodunaktuke. bosbiioe KoIMuecTBO HEOOOCHOBAHHBIX «OTBOJOB 110 MEIUIIMHCKUM MOKa3aHU-
sM» ripuBeno B KoHLe 1980-x - Hayane 1990-x IT. K pocTy 3a00J1eBa€MOCTH paHee YIpaBisieMbl-
MU HH(pekusamy, B T. 4. ludrepueit, otmeuarorces ciydau nonuomuenura. [{ns gereit ¢ nedek-
TaMH MMMYHOJIOTUYECKOH 3aIlUThl OCOOCHHO Ba)KHO MPHUHATH BCE BO3MOXKHBIE MEpPHI JJISl CHU-
JKEHUS pUCKa pa3BUTHUs TOW WM UHOM MHpekunu. KoneuHo, 171 KaKJ0ro KOHKPETHOTO ciiydast
BbIpabaThIBAETCsl CBOSI CXeMa BaKLMHAIMM, BBIOOP ONTHMAIBHOTO BPEMEHH, BHJA BAKIMHBI U
KPaTHOCTH €€ BBEJICHUS.

JKusble BakiuHbI (KOpeBas, KpacHyIIHasl, MapOTUTHAs, OpajbHAas MOJUOMHUENINTHAs) a0-
COJIFOTHO TIpoTHBOIOKa3anbl BceM marueHTam ¢ [IMJIC. C 6ombiioil 0CTOPOKHOCTHIO UCTIOJTh-
3YIOT JKUBbI€ BaKIIMHBI U Y KOHTAKTHBIX C HUMH JIUI] B CBSI3U C BBICOKMM PHCKOM Pa3BUTHA 3a00-
JIeBaHMS, BBI3BAHHOTO BaKIIMHHBIM MITaMMOM. OmNpaBJaHHBIM SIBISETCS NPUMEHEHHE MHOTHMU
CTpaHaMM YOUTON MOJTMOMHUENIUTHON BaKIUHBI 111 0053aTEIbHONW BaKIIMHONIPO(UIAKTUKY JeTer
MEPBBIX MECALIEB KU3HU, KOTIa e1lI€ MOXKET He ObITh YETKUX MPU3HAKOB UMMYHOIEPUIIUTA.

CocCTOsIHMSIMH, 3aCTaBJISIONIMMH yMaTh O BO3MOXHOCTH IMEPBUYHOTO MMMYHOE(PHUIINTA
U TpeOYIOIMMU OTCPOYKH BBEIEHUS OpajlbHOW MOJMOMHETUTHOW BaKIUHBI O BepUUKALNU
JMarHo3a, sIBJISIOTCA:



. nepeHecéHHoe TxkENoe (0COOEHHO PeMIMBUPYIOIIEE) THOMHOE 3a00IEBaHUE;

. HAJIMYHME PacCIpOCTPAHEHHOTO KaHAMI03a TOJOCTH PTa WM IPYTUX CIU3HUCTHIX,
KOXH,

. yIIOpHAasi 3K3eMa;

. TPOMOOIIUTOIICHHUS;

. NapanpoKTUT, aHOPEKTAJIbHBII CBHIIL;

. HAJIMYUE B CEMbE OOJTLHOTO MMMYHOIS(DUIIUTOM.

Taxxe cepbE3HbIE OCIONKHEHHS Y UMMYHOAE(UIIMTHBIX J€Tel BOSHUKAIOT MPH BaKIIMHA-
unu BIDK. K HUM OTHOCATCS OCTEUTHI U KpalHE TSHKENO MOANAIOLIMNCS TEpANUU IeHepaanu3o-
BaHHbIA BIK-uT, Bo3HUKAarOMKE Y OOJBHBIX C TSHKEI0M KOMOMHHMPOBAHHOW MMMYHHOH HEIOC-
TaTOYHOCTbHIO, XPOHUUECKON I'paHyJIeMaTO3HON O0JIE3HBIO0 U HEKOTOPBIX APYTHUX.

BIDK He crnenyer BBOAMTH HOBOPOXKIEHHBIM, B CEMbE KOTOPBIX €CTh JIETH C JIHOOBIMU
NpU3HAKAMU UMMYHOJE(HUINTA WIK CIydau CMEpTe B paHHEM BO3pacTe OT MH(EKIMOHHOM Ia-
TOJIOTUH.

BBenenue MHAKTUBUPOBAHHBIX, T€HHO-MH)KEHEPHBIX BAaKIMH M aHATOKCUHOB, MpPEay-
CMOTPEHHBIX HallUOHAIBHBIM KaJleHAapEM, HE MTPOTUBOINOKA3aHO U, KaK IMPAaBUIIO, HE COITPOBOX-
JlaeTcsi HeOIAroNPUATHBIMU MOCTBAKIIMHAIBLHBIMU COOBITUSIMHU, OJTHAKO Y TTAIIMEHTOB, CKIIOHHBIX
K ayTOUMMYHHBIM MPOSIBJICHUSIM, MOXKET BbI3BaTh JeOI0T 3a001€BaHUS.

BaknuHanuu mpoTHB MTHEBMOKOKKOB, MCHHHTOKOKKOB U TeMO(DHIILHOM IMaJIOYKH, HE BXO-
JSIIKME B HAIIEH cTpaHe B 00s3aTeIbHbINA KalleHAaph, MPEACTABIISIIOTCS ONPaBAaHHBIMU Y JETEH ¢
BpPOXKIEHHBIMHU Jie)eKTaMi MMMYHHOH cucTeMbl. Kak yke oTMeuanoch paHee, OCOOCHHO BOC-
MPUUMYHUBHI K MH(EKIHIM, BbI3bIBAEMBIM HHKATICYTMPOBAHHBIMU OAKTEPHUSIMHU, JIETU C aHATOMH-
YecKOM WM (PYHKIIMOHAIILHOW acIuieHuel. BaxkHa BakiuHanus repej miaHoBOM CIUIEHIKTOMHU-
eil (Harpumep, y OOJIBHBIX C CHHAPOMOM BuckoTra-Onapuya), 4To mpuBeaET K 3aBEJOMO JIy4-
meMy (OopMHUPOBAHUIO IMMYHHOTO OTBETA, YeM ITOCIIE HeE.

B uenom ke, BakMHanus IpOTUB J1I000# MH(DEKINH y MalMeHTOB ¢ NePBUYHBIMU (HOp-
MaMU UMMYHOJE(HUITUTOB YaCTO HE IPUBOTUT K POPMHUPOBAHUIO IOCTATOYHO CTOMKOTO UMMYH-
HOTO OTBETA, IMOATOMY KEJIATEIbHO OINPEAEICHUE TUTPOB AHTUTE] MO OKOHYAHUM MEPBUYHON

CCPUHN BaAKIIMHAIIUU U, B CJIy4ac H€O6XOILI/IMOCTI/I, BBCACHUEC JOITIOJJHUTCIIBbHBIX 103.

Tabéauna 5. OcHoBHBIE BO30YAMTEJH U MOAXO0ABI K Tepanuu HHPeKnuoHHBIX nposaBaeHuii MNJC

I'pynna uMmmyHoe-
¢unuTOB

Haubonee yactoie BO30yauTeau

TepaneBaneCKne nmoaxoabl

TI'ymopanvhuie oeghexmot

Hnxancynuposannvie 6axmepuu (Str.pneumoniae,
Staph.aureus, H.influenzae, N.meningitidis);
P.aeruginosa, Campilobacter spp., snmeposupycei,
pomasupycei, G.lamblia, Cryptosporidium spp.,
Pneumocystis carinii, Ureaplasma urealyticum,
Mycoplasma pneumoniae

BrytpuBenssiii ummyHor100ymUH (800-100 MI/KT)
[IpoBenenue mocesa 10 Hayana a/0 Tepanuu
Xupyprudeckuii qpeHax adbcreccoB

. AHTHMHKpOOHas Tepanus ¢ y4€TOM YyBCTBHTEIb-
HOCTH (II0 BO3MOYKHOCTH)

pwhPE

Knemounvie
U KOMOUHUPOBAHHbLE
Odeghexmul

Hnrxancynuposannvie 6axmepuu (Str. pneumoniae
Staph. aureus, H.influenzae), gaxyremamausnvie
snympuxnemounsvie opaanuzmol (Myc.tuberculosis,
opyeue suowi Mycobacterium, Lysteria
monocytogenes); E.coli, P.aeruginosa,
Enterobacter spp.; Klebsiella spp.; Serratia
marcescens; Salmonella spp., Nocardia spp.;
Pneumocystis carinii, eupycer (LIMB, BIII', 5B,
pomasupycol, a0eHosupycul, sumeposupycwi, PC-
8UpYyC, UPYC KOPU, 8UPYC NApAspUnna), npocmeli-
wue (Toxoplasma gondii, Cryptosporidium spp.);
2pubwt (Candida spp., Cryptococcus neoformans,
Histoplasma capsulatum)

1. IIpoBenenue nocesa 10 Hayana a/6 Tepanuu

2. Xupyprudeckuii IpeHax adcreccoB

3. AHTHMHKpPOOHAS TEparus C y4eTOM 4yBCTBHTEIb-
HOCTH (110 BO3MOYKHOCTH)

4. PaHHee NpUMEHEHHE POTHBOBUPYCHBIX Mpernapa-
TOB

5. B03MOHO IPUMEHEHHE MECTHBIX M HeaJIcopOu-
PYEMBIX aHTHMHUKPOOHBIX MpenapaTon

6. 3ampeleHne BaKIHHALMN KUBBIMH BaKIIHHAMH

7. TIpodunakTHYeCKOE TPUMEHEHHE TPHMETOTIPUMA-
cynbamerakcosona s npodunaktiky P. carinii)

Jleghexmol ghacoyumosa

Staph. aureus, E. coli, Aspergillus spp., Salmonella
spp., Klebsiella spp., Serratia marcescens, Pseu-
domonas spp., Enterobacter spp., Proteus spp.,
Nocardia spp., Proteus spp., Candida spp., P.
carinii, Mycobacterium spp., Actinomyces spp.

1. Ipodunaxrika HHGEKIUH TyTEM MaKCUMaIbHOM
MMMYHH3AIMU U UCKITIOYEHHUS] KOHTAKTOB C HCTOYHH-
KaMH WHPEKIHU

2. Tlpodumaktiueckas aHTHOAKTEpUATIbHAS TePAITUs
3. TlpoBexnenme nocepa 10 Havana a/6 Teparun

4. PanHee Ha3HaueHHE a/0 W MPOTUBOTPUOKOBOH IMa-
PIHTEpAITBHON Tepanuu

5. Xupypruueckast pe3eKIys 04aroB HHPEKInu

Jepexmur cucmemor
Komniemenma

Hunxancynuposannvle 6axmepuu (Str. pneumoniae
Staph. aureus, H. influenzae), Neiseria spp.

1. Bakuuuanus
2. Ilpum HEekoTOPHIX popMax - paHHSA aHTHOAKTEPH-
aJIpHasl Tepanusi




KJIWHUYECKHA PA3EOP BOJIBHOI'O

3aiauu KJIMHUYECKOro pa3oopa:

1. leMoHCTpanusi METOAMKH OMPOCa M OCMOTpa OOJBHBIX C aJUIEPTUYECKUMHU 3a00seBa-
HUSIMH.

2. KoHTpoJib HABBIKOB OCMOTpPa ¥ OIpOca OOIBHBIX C aJNIEPTHUECKUMU 3a00I€BaHUSIMH.

3. JleMoHCTpaIysi METOJUKY MOCTAHOBKU JMAarHo3a ajuleprojlorn4eckoro 3abosieBaHus Ha
OCHOBAHMU JAHHBIX OIPOCA, OCMOTpPA U 00CIETOBAHUSI MAI[UCHTA.

4. JleMoHCTpalusi METOJUKU COCTABJICHHUS IJIaHA HEOTJIOKHBIX MEPONPUATHH Npu aHapu-
JAKTHYECKOM MIOKE, TOCIEAYIOIIETO aIeProJOrHiecKoro o0CIeJOBaHNUs U TAKTHKH BEICHHS
6onbHOr0. KnuHuueckuil pa3dop mpoBOAMTCS NpernojaBaTeieM WIM CTYAEHTaMH IOJ HEIo-
CPeACTBEHHBIM PYKOBOJICTBOM TIpenojaBareis. B xone 3ansaTus pa3ouparorcst HanboJiee THITHY-
HbI€ W/MJIM CII0KHBIE C TUarHOCTUYECKOM W/Win J1e4eOHON TOUKM 3pEHHUs Cllydau ajjieprosoru-
4yeckux 3a0oneBaHuii. B 3akioueHne KIMHUYECKOro pa3bopa cienyer chopMyIupoBaTh CTPYK-
TYPUPOBAHHBIM OKOHYATEJIbHBIA WM [IPEIBAPUTEIIBbHBIM IMAarHO3 U COCTaBUTH ILIaH 00Cie10Ba-
HUS U JICYCHUS NalreHTa. Pe3ynbraTel paboThl PUKCHUPYIOTCS B THEBHUKE KypaIHH.

PEHIEHUE KJIMHUYECKHUX 3AJIAY

Kiaunnuyeckas 3agaya 1

Manpuuk A., 16 ner. PebeHok oT TpeTheil OepeMeHHOCTH, MPOTEKaBIIeH ¢ TOH3ULIO(a-
punrurom Bo |l TpumecTpe, cpouHBIX poOB ¢ 00BUTHEM IyNOBUHOM, Maccoi 2500, poctom 50
cM. dusnyeckoe U HEPBHO-TICUXMUYECKOE Pa3BUTHE COOTBETCTBOBANO Bo3pacty. [Ipodunakruye-
CKHe TPUBUBKY T10 KaJIEHAApIo, 0e3 OCIoKHEHH. B paHHeM Bo3pacTe — MpOSBICHUS aTOIHYe-
ckoro nepmaturta. CeMelHbIi aHaMHE3 He OTATOILEH, cTapiire OpaThs (ABOE) 310POBBHI.

Knuandeckuii 1e0r0T 3a00eBaHUs — MPUMEPHO B BO3pacTe 6 JIeT, KOTr/ia ObUTH OTMEUYCHBI
peLUIUBUPYIOLIUE 0OCTPYKTUBHBIE OPOHXUTSHI, C TEHICHIMEN K 3aTsHKHOMY TeueHHto. B Bo3pac-
Te 6 JIeT — CTAallMOHApHOE JICYEHHE 10 TIOBOY ABYXCTOPOHHEH MOJIMCETMEHTAPHON MTHEBMOHUH,
OCJIOKHEHHOM IUIEBPUTOM. B CBSI3U C TAXKECTHIO COCTOSIHUS IMPOBOJMIACH MACCUBHAsI aHTHOAK-
TepuaNbHas TEpamus, BBEICHHE CBEXKE3aMOPOKCHHOH IUIa3Mbl. BeimucaH C yiaydmeHHeM co-
CTOSIHUS, HO PEHTTE€HOJIOIMYECKH — COXpaHsulach BocnanuTesnbHas uHGuibTpanus. [Ipogomkan
0ECITOKOUTH Kalllelb C OTACJICHUEM THOWHOW MOKPOTHI, IEPUOJINIECKH — IOABEMBI TEMIIEPATYy-
pbl. CIycTsl roJ1 BBIIOJIHEHA JUArHOCTUYECKasi OPOHXOCKOMHMSI, OTMEUEH THOMHBIN SHI00pOHXUT,
10CJIe KOTOPOH B TEUEHHWE JIBYX MECAIEB IMAIMEHT IMOJIydal aHTHOMOTHUKU HIMPOKOTO CIEKTpa
NefcTBUS, MyKOJTUTUKH. [Ipu MpoBeeHNN KOHTPOJIBHBIX OpPOHXOCKOMUI 0OHapyskeH aedopMu-
pyroIHii OpOHXUT ¢ OPOHX0IKTa3aMu. B 3TOM e Bpemsi — 0TMEYaJICsi apTPUT MPABOTO KOJIEHHO-
ro cycraBa. B nanpHeiilieM B Te4eHHE MOCIENYIOIIEro rojia HaOIOCHUH NallueHT roCIuTalu-
3UPOBAJICS TPIIKIBI IO TIOBOTY IBYXCTOPOHHUX ITHEBMOHUH, OJIHA U3 KOTOPBIX C apTPUTOM 000-
UX KOJICHHBIX CYCTaBOB. B MeXrocmuTanbHbIM MEpHOJ OTMEYAIUCh CUMITOMBI XPOHHYECKOH
WHTOKCUKAIINH, HAPACTAIN SIBIICHUS CEpACYHO-JIETOYHONH HEIOCTATOYHOCTH, MPUCOCIHMHUIICH
CHUMIITOMBI XpPOHHUYECKOTO CUHYCHTA.

Bomnpocs! k 3axa4e

1. Chopmynupyiite nmpeaBapUTEIbHbIA JUArHO3.

2. KakoBbl MEXaHU3MBI Pa3BUTHUS TaHHOTO 3a00JI€BaHUs?

3. Ilepeuncnure TMarHOCTUYECKUE KPUTEPUU JAHHOTO 3a00JI€BaHUS.

4. IIpenmnonaraemoe o0cieoBaHUE?

5. TakTHKa JaIBHENIIIETO BEACHUS?

6. [Iporuos?

KYPAILIUSA BOJIBHBIX CTYAEHTAMUA

3agaum Kypauum:

1. ®opMupoBaHHEe HaBbIKA ONPOCa U OCMOTPa OOIBHBIX C AJNIEPTUYECKUMU PEAKIIUSIMH.

2. opMupoBaHHe HaBbIKA MOCTAHOBKU MPEIBAPUTEIHHOTO JUArHO3a aJUIEPTHUECKUX 3a-
0oJIeBaHMI HA OCHOBAHUHU JAHHBIX OMIPOCa U OCMOTpa MaI[MEHTa.

3. ®opMupoBaHUE HABBIKA COCTABIICHUS TJIaHA OOCIIEIOBAHUS U JICUCHUS UCXO/S U3 MPe/-



BapUTEIBHOI'O INArHo3a.

Kyparust 6071bHBIX SBISETCS CaMOCTOATEILHON paboTol cTyneHTa. B xoxe 3aHsTus rpyn-
bl U3 2-3 CTYAEHTOB COBMECTHO KYPHUPYIOT 1-2 OOJIbHBIX € pa3IUYHBIMHU AJJIEProJIOTHYECKIMHU
3a00JI€BaHUSAMH, KOJUIETHAIbHO (OPMYJIUPYIOT CTPYKTYPUPOBAHHBIN MpeABAPUTEIbHBIN auar-
HO3 U COCTABIISIIOT IUIaH 00CJeIOBaHUs M JICUEHUs manuenTta. Pe3ynbraTsl paboThl JOKIIaIbIBa-
I0TCS BCel TpyImne, 00CyKIatoTcs U GUKCUPYIOTCS B THEBHUKE KypalHH.



TECTbBI PEUTUHI-KOHTPOJISI 3SHAHUM CTYJIEHTOB
1. HauGoJsee moJIHBIM U TOYHBIM OTIPEICTICHUEM TOHATHS "UMMYHOAEUIIUT" SBIISICTCS:
a) U3MEHEHUS B CUCTEME HMMYHMTETA, O0YCIIOBIICHHBIE
KOJINYECTBEHHBIM J1€(DPUIIITOM UMMYHOKOMIIETEHTHBIX KJIETOK;
0) U3MEHEHNUs B CUCTEME HMMYHMTETA
B Pe3yJIbTaTe HApYIIECHUs 3TAlOB CO3peBaHUs, TU(PepeHIIUPOBKH,
(YHKIMOHATHHON aKTUBHOCTHU M YHMCIIa KJIETOK,
YUYacCTBYIOLIMX B UMMYHOJIOTHYECKOM OTBETE;
B) U3MEHEHUS B CUCTEME IMMYHMTETA
B pe3yJIbTaTe HapyIIeHUs! PYHKIMOHAIBHON aKTUBHOCTH KJIETOK,
YYacCTBYIOIIMX B UMMYHOJIOTHYECKOM OTBETE;
I') U3MEHEHUS B CCTEME MEXKJIETOUHBIX B3aUMOACHCTBUI;
1) I3BMEHEHHS HecTIen(pUIeCKOil peaKTHBHOCTH UMMYHHBIX KIIETOK.
2. K 0c00eHHOCTSIM NIEpBUYHOI0 UMMYHOI€(UIIMTA OTHOCATCS:
a) U3MEHEHUS B CUCTEME IMMYHMTETA,
IPOSIBJISIFOILIMECS B IIEPBbIE MECSLIbI M FOJIbI )KU3HHU;
0) U3MEHEHUs B CUCTEME HMMYHMTETA,
pa3BUBILIMECS B pe3yJibTaTe OaKTepHaIbHBIX U BUPYCHBIX MH(EKIIHIA;
B) U3MEHEHHUS B CUCTEME IMMYHUTETA, I€TEPMUHUPOBAHHBIE T€HETUYECKHU;
I') OTCYTCTBUE U3MEHEHUI CO CTOPOHBI UMMYHHOW CHUCTEMBI.
3. K 0c00eHHOCTSIM BTOPUYHOTO HMMYHOA€(DUITUTA OTHOCSTCS:
a) U3MEHEHUS B CUCTEME UMMYHUTETA, 1ETEPMUHUPOBAHHbIE T€HETUYECKH;
0) U3MEHEHNUs B CUCTEME HMMYHMTETA, MPOSIBIISIIOIIMECS B TIOOOM BO3pacTe;
B) U3MEHEHUS B CUCTEME HMMYHUTETA, pa3BUBIINECS B PE3YJIbTaTe
Pa3IMYHbIX BUJOB M1aTOJIOTUH WM BHELIHUX BO3JCHCTBUII;
I') U3MEHEHUs B CICTEME HMMYHUTETa, HanboJee 4acTo COYeTaIoLINecs
C TeJIbMUHTHBIMH, OaKTEPHAIHHBIMU U BUPYCHBIMH HH(EKIUSIMH,
JeCTBUEM JICKAPCTBEHHBIX U XUMHUECKUX BEIIECTB, 00JyUCHHEM.
4. CpotictBamu 1gG aHTHTEN SBIISIOTCA:
a) BO3MOXKHOCTb ITPOXOKJICHUS Yepe3 IUIALeHTY;
0) HEBO3MOXKHOCTh MPOXO0K/IEHUS Yepe3 IUIALIECHTY;
B) BO3MO>KHOCTb YaCTUYHOT'O MTPOX0XKJICHHS Yepe3 TUIALeHTY;
') HEBO3MOXKHOCTh YaCTUYHOI'O IPOXOXKACHUS Yepe3 MIIAlCHTY.
5. 'uneprinoOynuHeMust A xapakTepHa:
a) IS aTOIHH,
0) /1715 BOCHATUTENBHBIX MTPOLIECCOB HA CIIM3UCTHIX 000JI0UKAX;
B) JUIs aHa(UIIAKCUU;
I') AJ1s1 TICUXOMATOJIOTMYECKUX COCTOSHUH.
6. [ToBbllieHre ypoBHS UMMYHOTTI00yIMHAa M XapakTepHo Js:
a) HaJU4us OCTPOro MH(MEKIMOHHOTO MPOoLecca;
0) HaTMYMsl XPOHUYECKOTO BOCTIATICHUS;
B) aTOIUU;
I') TeJIbMUHTO3a.
7. CeneKkTUBHBIN AePUIUT UMMYHOTJIO0YIMHA A MOXKET CONPOBOXKIATh:
a) aTonuyeckoe 3a00eBaHue;
0) remnaruThi;
B) QHTUUTHI,
I) AepMaTOPUTUH;
1) TICUXO3BI.
8. CHmkeHue (haroUTapHON aKTUBHOCTU HEUTPODUIIOB OoJiee XapaKTEPHO JUIS:
a) vacteix OPBU;
0) OpoHXHATHLHON ACTMBI;



B) aTE€POCKIIEPO3a;

r)dedonarTuii;

1) BUTHJINTO.

9. CHmxeHue NpoayKLUUU UHTEp(EepOHa XapaKTEpHO AJIS:

a) BUPYCHBIX HH(EKIUH;

0) aronuu;

B) OakTepuanbHbIX HH(EKIHIA;

T') BEpHO a), B);

1) HUYETO U3 IEPEUUCICHHOTO.

10. /11 BHYTpUKIJIETOUHBIX HHPEKIUI XapaKTepHO HAIMYKEe UMMYHHOI'O OTBETA I10:

a) Thl-tuny;

0) Th-2 tumy;

B) Th3-Tumy;

r) Th4-tumny;

1) Th5-tuny.

11. K Bo30yauTensiM BHYTPHUKIETOYHBIX UH(EKIMI OTHOCSAT:

a) 30JIOTHCTBIN CTa(hUIOKOKK;

0) MUKOIUIa3MYy;

B) CUHETHOMHYIO MaJ0YKY;

T') IPOTEH;

1) KMILIEYHYIO MaJIOUKY.

12. Kucnopoa-3aBUCHMbIE MEXaHU3MbI OAKTEPULIUIHOCTH (PArolUTOB MOTYT OBITH ONpeaese-

HBI TIPY MCCIICIOBAHUU:

a) JIIOMHUHOJI-3aBUCHUMOM XeMUIIIOMUHELIEHIINH;

6) B HCT-tecre;

B) Ipu omnpeaencHuu % paronurosa;

I') BEpHO a), 0);

1) HUYETO U3 MEePEUUCIIEHHOTO.

13. Kucnopoa-He3aBUCHUMbBIE MEXaHM3MBI OAaKTEPULIUIAHOCTH MOTYT OBITH ONpE/ICICHBI B

TECTE:

a) HCT;

0) ompezaeneHue YpOBHS MUETIONEPOKCHIA3HL;

B) ONpEJEICHUH JTU30COMAIbHOIO HHIEKCA;

I') olpeieieHne UHeKCca aKTHBaIUH;

1) OTIpe/IeIeHNe HHEKCa TOKCHYHOCTH.

14. Kucnopoza-3aBucuMble MEXaHU3Mbl OAKTEPULIUAHOCTH UTPAIOT OOJIBIIYIO POJIb MPH:

a) XpOHUYECKOM rpaHysIeMaTO3HOU 00JIe3HH;

6) cunpome [u-/xopxu;

B) TUIIOTaMMaryio0yJIMHEMHH;

r) runep-1gE-cunapome;

n) CKB.

15. 3nauenne ummyHorpammel npu BTopuasbsix MJIC:

a) OCHOBHAsI POJIb B TOCTAHOBKE THArH03a;

0)roMoraeT B JMarHOCTUKE OCHOBHOTO 3a00JIeBaHMS;

B) SIBIISICTCSI BAYXHBIM HCCJIEIOBAHNEM TPH KOHTPOJIE aIEKBATHON TEPAITHH;

I') BCE OTBETHI BEPHBI;

1) HUYETo U3 NepeYrCIEHHOTO.

16. IMMyHOKOppHUTHpYIOILask TEPAIINS:

a) IPOBOJIUTCSI CAMOCTOSTENBHO;

0) B KOMILJIEKCE C Tepanueil OCHOBHOTO 3a00JI€BaHMS;

B) HE MMPOBOIUTCS;

I') ABJSIETCS. OCHOBHBIM METOJIOM JICUCHHUS.



17. Ilpu arammarinoOynuHeMun 3()(HEeKTUBHBIM SBIISAETCS:
a) IPUMEHEHHE UMMYHOCTUMYJISITOPOB;

0) npuMEeHEeHHEe TOHOPCKOT0 HIMMYHOTTIO0YJIHHA;

B) IPUMEHEHHUE MHUEIIONHIa;

') BEpHO a), 0).

18. IIpu neyennn BUY-unbeKImn ”MMYHOKOPPUTHUPYIOIINE TTPENapaThl SBIISFOTCS:
a) OCHOBHBIM BUJIOM TE€paIHH;

0) BcroMorareiabHbIM BUJIOM TEpaIuy;

B) HE IIPUMEHSIIOTCS;

T') MaTOr€HETUYECKOMN TepaIrnei.

19. T P-mnaraocTiuka HeoOXoguMa JJIst:

a) BbISBJICHHS HH(EKIIMOHHO MaTOJIOTUH;

0) B HAYYHBIX HCCJIEOBAHUSAX;

B) BEpHO a) U 0);

') HUYEro U3 NepeurucIeHHOTO.

20. MonekynspHOi OCHOBOI HACNEACTBEHHOMN MATOJOTHH SIBISIOTCS 1e(EKThI:
a) Ha pubocoMax KJIETKH;

0) Ha MUTOXOHJIPUSX KJICTKU;

B) Ha mozekyne PHK;

r) Ha monekyne JIHK;

1) HUYETO U3 IEePEeYrCIEHHOrO.



9TAJIOHBI OTBETOB
OTBeTbl HA TECTHI HCXOAHOI0 YPOBHS

1.B. 6.a
2.B. 7.a
3.I. 8.a
4.a. 9.1
5.0. 10.a

OTBeThl HA KIIMHUYECKYI0 3a1a4y 1

1. ITepBruHOE UMMYHOJE(PHUIIUTHOE COCTOSIHUE: X-CIETUICHHAs araMMario0yIHHEMUsl.

2. Oro TspKéNnoe 3a00JIeBaHUE C CEJIEKTUBHBIM Ae(ULIUTOM MPOAYKUUHN aHTUTeNl. [ eHeTu-
yeckue Ae(eKThl MPUBOAAT K HAPYIICHUIO Pa3IMYHBIX ITaroB co3peBanus B-mumdonuros. 3a-
OoneBanue Haciexyercs kak X-cueniaeHHo (bosiesnp bpyToHa), Tak M ayTOCOMHO-PELIECCUBHO.
X-cleruieHHOe 3a00JIeBaHNE BCTPEYACTCS y MAIbYMKOB M XapaKTEpU3YeTCs OTCYTCTBHEM WIIH
pPE3KUM CHIDKEHHEeM uucia B-kierok B mepudepuueckoil KpoBU WIM B JTUM(POUIAHON TKaHH,
BCJICJICTBHE YeTO JIMM(pATHUECKUE y3JIbl Y HUX HEOOJBIINX Pa3MEpOB, & MUHIAIHHBI OTCYTCTBY-
I0T.

3. Kputepusimu uartosa sBJIsS€TCS CHMKEHHME KOHILIEHTpaluu cbiBopoTodyHoro IgG me-
Hee 2 /1 npu oTcyTeTBUH IgA, IgM u nupkynupyronmx B-mumdonutos.

4. ImmyHosiornueckoe o0cie1oBaHle, FTeHETUUECKOe KOHCYJIbTUPOBaHUE — i Bepupu-
KallU{ IMar"o3a, JOMOJIHUTEIbHO JUISl YTOUHEHHUS TSUKECTH MOBPEXKAEHUS BHYTPEHHUX OPIaHOB!
CKT, MPT, y3komnonocnass MPT cycraBoB, Y3U cyctaBoB, cuuHTHrpad s JETKUX, YHIOCKOIHU-
4ecKoe UccieJoBaHue OpoHXO0B, 12-1.K., 6aK.oCceBhI 3eBa, HOCA U T.JI.

5. Tloxu3HeHHas 3aMecTUTENbHAs Tepanus NpenapaTaMyu BHYTPUBEHHBIX UMMYHOTJI00Y-
JMHOB, Npo(uiIakTUYecKas aHTHOAKTepUanbHas, IPOTUBOrPUOKOBAst U POTUBOBUPYCHAs Tepa-
s (IPY HAJTMYUK XPOHUYECKUX 09aroB MHQEKIHiA).

6. Ilpu paHHel AMAarHOCTHKE U paHHEM Hauajle 3aMEeCTUTENIbHOW Tepanuu IporHo3 Ona-
ronpusTHbeIA. [lpu no3aHel 1MarHoCTUKE U Pa3BUTUHM OYAroB XpPOHUUECKON MHPEKINN — 3HAYU-
TEJIBHO XYXKe, U onpezenseTcs 00beMOM MOoNaKeHHsI OPraHoB.

OTBeThI Ha TECTHI peﬁTHHF-KOHTPOJIﬂ
11.6.
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