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NUMMYHOHIHATOJIOI'MYECKHUE ITPOLHECCHI

1. AKTYyaJbHOCTH TeMbI

MmmyHHast cucteMa HaXxoAWTCS B (YHKLIMOHAJIBHOM €IMHCTBE C HEPBHOM, PHIOKPUHHON U
JPYTHMH CHCTEMaMU MAaKpOOpraHusma. Pa3BUTHE MMMYHHBIX pacCTPOMCTB, BbIpaXkarolleecs B
M3MEHEHHM 3HAYeHWH HMMMYHHBIX IapaMeTpoB OT YpPOBHS (DYHKIMOHAIBHON HOPMBI, SIBIISETCS
INPUYMHON MM CJIEACTBUEM pa3IMYHBIX MATOJIOIMYECKHX MPOLECCOB, (AKTOPOM YTSDKEIEHHS UX
TEUeHHUs. YCTpaHEeHHE TMONOOHBIX HapyIIEHUH MOBBIIACT 3(P(EKTUBHOCTh TPAIUIMOHHOTO
JIeYeHHsI, CHOCOOCTBYET BBI3JIOPOBICHUIO WM JOCTHIKEHHIO IPOJODKUTEILHOW PEMHUCCHU
3abosneBanus. Pa3znen Hayku, HAXOISIICHCS HA CTHIKE MMMYHOJIOTUM M KIMHUYECKUX JUCLUIUINH,
UCCIIEAYIOIIUN TaTOJOIMI0 MMMYHHOM CHUCTEMbl M 3a00JI€BaHMs, BO3HUKAIOLIME B pe3yibTare
UMMYHHBIX ~ peakuuii  (ayTOoMMMYyHHBIE W auleprudeckue  OOJe3HH),  Ha3bIBAETCS
MMMYHOIIATOJIOTUEN.

2. llestu 3anATHSA

1. VI3y4nTh STHOJOTHIO W MATOT€HE3 MEPBUYHBIX M BTOPUYHBIX (POpPM MMMYHOIIEPUITUTHBIX
cocrostamit (MJIC).

2. PaccMOTpeTh MEXaHM3MBI B3aMMOJCHCTBUS BHpyca UMMYyHoAedunuTa denoseka (BUY) c
MMMYHHOH crcTeMoH U 3Tanbl craHoBlIeHUs BUY-undexum.

3. U3yunTh CTaHOBIIEHME M pa3BUTHE OCO00H KayeCTBEHHO W3MEHEHHOH (hOpMBI
MMMYHOJIOTHYECKOI0 PEarnpoBaHus — aJUIEPTHUH.

4. PaccMOTpeTh MEXaHM3Mbl OTMEHBI €CTECTBEHHON MMMYHOJIOTMYECKON TOJIEPAaHTHOCTH Kak
(dakTopa MHUIMALMK CAMOINOBPEXKACHUS TKaHEW opraHuzMa 3(QQEeKTOPHBIMH MOMYIALUIMU
MMMYHHOH CUCTEMBI.

5. M3yunTh 3THOJIOTHUIO, TATOT€HE3 U MPUHLUIIBI JUATHOCTUKY ayTOUMMYHHBIX 3a00J1€BaHUN
Ha IpuMepe cucTeMHoM kpacHoi Bomuanku (CKB).

3. 3amauu 3aHATHA

1. 3HaTh OCHOBHBIE KIIMHUKO-AMArHOCTHUeCKue Kpurepun cnenuduyecknx NJIC, cBa3aHHBIX
C TOpaXEHHWEM KIETOYHOTO M TYMOPaJbHOTO 3BEHBEB MMMYHHOW CHCTEMBI, a TaKXKe
KOMOWHUPOBaHHBIX ()OPM UMMYHOJIOTHYECKOI HEJJOCTATOYHOCTH.

2. YMeTh MHTEPHpPETHpPOBaTh Ae(PEKTH (PYHKIUH (aromuToB, MPHBOISIINE K OCIAOJICHUIO
MMMYHHOM 3aIlUTBHI.

3. 3natb npossrerns UJIC npu HeAOCTaTOYHOCTH CHCTEMBI KOMITJIEMEHTA.

4. 3Hate sTHONOrHIO U maroreHe3 BUY-undexunu, KIMHUUECKUE MPOSBICHUS CHHIpOMaA
npruobpereHHoro UMMyHoiepunuTa yenoseka (CII/).

5. 3HaTh OCHOBHBIE NPUHIMIBI JuarHoctuku u aeuenus UJIC.

6. PaccMoTpeTs qHaNeKTHYECKYIO B3aUMOCBS3b MEKIY UMMYHUTETOM U aJUIEpTHEl Kak IBYX
CTOPOH OJHOTO MPOLECCa, OCHOBAHHOTO HA MMMYHOJIOTHYECKON pEaKTUBHOCTH.

7. OxapakTepr30BaTh HOMEHKJIATYPY aJNIEPTeHOB.

8.Oxapakrepu3oBaTh  OOLIMI  HAaToreHe3  aUIEPrUYEeCKUX  peakiuuid 1Mo  CTaAuaM
(dbopmMupoBaHus.

9. 3uats |, I, I, IV, Tune! annepruueckux peakiuii mo kiaccudukanmu Jxemna u Kymo6ca,
YMETb O0BSICHUTh MEXaHU3MBI UX (OPMHUPOBAHUSI.

10. 3HaTh OCHOBHBIC MPUHIMIIBI JTUATHOCTUKU, MPOPUIAKTHUKU M JICUCHUS aJUIEPTUYECKUX
3a00JIeBaHUH.

11. 3HaTh OCHOBHBIC NMPHUUYMHBI OTMEHBI €CTECTBEHHON MMMYHOJIOTHYECKOH TOJEPAaHTHOCTH,
MaTOreHe3 ayTOMMMYHHBIX 3a00JICBaHUH.

4. OcHOBHBIE Y4eOHbI€ BONPOCHI (IJIAH)
1. HacneacrBennble W mpuobpeTeHHble UMMyHOAehuuThl (M/1): mpuYuHBI, MEXaHU3MBI
dhopmupoBanus u nposisnenus N/I.



2. TlpuHIMIBI JMATHOCTUKY U UMMYyHOTeparnuu N1,

3. Aumeprus: ompenereHrUe MOHATHS, STHOJOTHA, KiIacCU(UKAIUS, CTAAUU AIJIEPrHYECKUX
peaKkuuid.

4. Annepruueckux peakuui | Thma: maToreHe3 U OCHOBHBIE KIIMHUYECKUE ITPOSBICHUS

5. Amnepruyeckux peakuuit || Tuna: marorenes v KIMHUYECKUE MPOSIBICHHUSL.

6. Amnepruyeckue peakuuu |1l Tumna: marorenes u KIMHUYECKUE MTPOSIBICHUS.

7. Annepruyeckux peakuuit |V Tumna: natoreses u KIMHUYECKUE TPOSBICHHUS.

8. AyromMmmyHHBIE 3a00JCBaHUS: OINpEACICHUE IMOHATUS, KiIaccHu(PHUKalUs, MEXaHU3MBbI
HapyLICHUS] IMMYHHOU TOJIEPAHTHOCTH U BOZHUKHOBEHUSI UMMYHHOM ayTOarpeccuu.

IIpu nmoaroroBke K TemMe NMOBTOPHUTH CJeIyIOIIMe BONMPOCHI U3 CMEKHBIX TUCHUILIUH €
1eJIbI0 Han(oJ1ee MOJTHOT0 YCBOCHUSI MaTepuaJa:

— cTpoeHue U (YHKUMM HMMYHHOH CHCTEMBI, BHJbl HMMYHUTETa; XapaKTEpUCTUKA
MMMYHOKOMIIETEHTHBIX ~ KJIETOK,  MEXaHM3Mbl ~ MMMYHHOIO  OTBETa;  XapaKTepUCTHUKA
MMMYHOJIOTHYECKON TOJIEPAHTHOCTH; CTPYKTYPY HUMMYHOTJIOOYIMHOB U UX (DU3UKO-XUMHYECKHE
XapaKTEPUCTHKH (KYPC MUKPOOUOLOSUU, BUPYCOIOSUU U UMMYHOTIO2UL);

— CTPOGHHME MHUKPOIMPKYISITOPHOTO  pycia Kak  MOPQOJIOTHYECKOH  CTPYKTYpBI
reMaToNapeHXUMaTO3HBIX ~ 0apbepoB; A(G(HEKTOpHBIE KICTKH WMMYHHOHW CHCTEMBI  (KypcC
2UCMOJI02UL, YUMOTLO2UU U IMOPUOTOSUN).

5. BenomoraresibHbIe MATEPHAJIbI 110 TeEMe

CTainu HMMYHHOTO OTBETa
DHJOUNTO3, MPOIICCCHHT H MPE3CHTAINS aHTHTeHA
PacrniosHaBanue aHTUreHa
CurHabHas TPAHCIYKIUS ¥ aKTHBAIHS JTUM(OITUTOB
KrnonaneHas sxcniancust TuM(pOIUTOB
Co3speBanue 3¢ GHeKTOPHBIX TUMEGOIIUTOB U KJIETOK MaMsITH
DddexTopHas aKTUBHOCTD

ocarwhE

Cmpykmypa umMmyHo2100y1uH06 U XAPAKMEPUCMUKA UX CE0UCME
O PexTopHBPIMU MOJIEKYJIaMH T'YMOPAJIbHOIO UMMYHHOT'O OTBETA SIBIISIIOTCA UMMYHO2I00VIUHbL
M G A EuD.

1gG cocTouT W3 NETKMX M TSHKETBIX IeneH, KOTopele 00pasyroT Tpu (parmenra: na Fab
(anTUTEHCBS3BIBAIONME CcaiiThl) W ofauH Fc BeimonHsoomui Hecnenudpudeckue 3G heKTopHbIe
¢bynkuun. lenn ykmagpiBaroTCsl TaKUM 00pa3oM, YTO BO3HHUKAIOT «KIYOKHW» — moMmeHsl. Cyiile-
CTBYIOT KOHCTaHTHBIE W BapualenbHbIe AOMeHBI. [umnepBapuabenbHble 007aCTH BapuaOETbHBIX
JTOMEHOB (OPMHPYIOT aHTUTEHCBsI3bIBatomue catel. Mexay Fab- u Fc-dbparmentamu Tsxenbix
1enei uMeeTcs mapHupHas 006J1acThb, oOecreunBaroas THOKOCTh MOJIEKYJIbl aHTUTENA.

B ceiBopoTKE KpoBHM uenoBeka conmepkuTcs okoiio 75% IgG ot ob1mero yucia UMMYHOTJIO-
OynmuHOB. IgG crocoOHBI MPOHUKATH B TKAHU, Yepe3 IUIAIICHTY, CBA3BIBATH KOMIUIEMEHT U aKTUBHU-
pOBaTh €ro Mo ajJbTePHATHBHOMY IyTH. Y 4YenoBeka uMeercs 4 noaknacca IgG, pasznuyarommxcs
MOCJIeI0BATEIbHOCTHI0O AMUHOKHUCIIOT B TSXKEJIOM LIETIH.

Fab-cbparmeHT

INerkan
Lenb

Fc-chparment
Taxenas uenb —»

Pucynok 1 — Crpykrypa IgG



IgM B CBIBOPOTKE KPOBHU CYIIECTBYIOT B BUJIE TIEHTAMEPOB (5 MOHOMEPHBIX CYyOBEAMHUIL).
B Buie MoHOMEpa SIBISIIOTCSI OCHOBHBIMU PELENITOPAMH JIJIsl pACIIO3HABAHUSI AHTUTEHOB Ha MOBEPX-
Hoctu 3penbix B-mumdonuros. Cocrapinsitor 5-10% Bcex UMMYHOTIOO0YIUHOB. SIBISIOTCS MEPBBI-
MU aHTUTEJIAMU HOBOPOXKJIEHHBIX, HE MPOHUKAIOT Yepe3 IaneHTy. OHU MOSBISIOTCS B KPOBH B
Hayajie UIMMYHHOT'O OTBeTa U 3aTeM 3amematrcs 1gG. CBA3bIBalOT KOMILJIEMEHT U aKTUBUPYIOT €r0
10 KJIACCUYECKOMY ITyTH.

IgA cymiecTByeT B IBYX (hopmMax — CBHIBOPOTOYHOM M ceKpeTopHOU. ChIBOpOTOUHBIN [gA
CYIIECTBYET B BHJIE MOHOMEPOB WK ITUMEpOB. CEeKpEeTOPHBII UMMYHOTTIOOYIMH A TMPEACTaBISET
coboit gumep IgA - sIgA, cocTosmuii U3 2-X COCIMHEHHBIX MEXIy cOo00# Moiekyn IgA u TimKo-
npoTenHa, Ha3zpiBaeMoro cekperopHbiM kommnoHeHTOM (CK). CK oOpasyercss B amMTeNIHaIbHBIX
KJIETKax W IMpeaoxpaHseT Moyiekyny IgA ot pacmierienusi. IgA comepxatcs B cekperax (CIioHE,
cine3noit xkunkoctu, cekperax JXKT u MouenonoBoro Tpakra, CIM3UCTON HOCA U TPYTHOM Keles),
r7ie MpeA0TBpallaeT IPOHUKHOBEHUE aHTUIE€HA C BHEIIHMX MOBEPXHOCTEH B TKaHU. B chIBOpoTKe
Ha jomo IgA mpuxomutcst 7-15% ot 00111ero KoJu4ecTBa CBIBOPOTOYHBIX MMMYHOTTIOOYJTHHOB.

IgE mpucyTcTByeT B CHIBOPOTKE B BHJIE MOHOMEpA, UMEEeT Hambosee HU3KYK KOHIIEHTpa-
o — okoiio 0,003%. HakammnBaeTcst MpenMyIIeCTBEHHO B CIU3HUCTHIX 000JI0YKAX U KOXKeE, T
yepe3 Fc-pparmenT duxcupyercs Ha MOBEPXHOCTU TYYHBIX KIETOK, 0a30(HIOB M D03HMHO(DUIOB.
[Ipu cBs3piBanuu antureHa ¢ IgE npoucxoaut aerpanynsius KI€TOK U BEIOPOC B KPOBb OHOJIOTH-
YEeCKU aKTHBHBIX BEIIECTB. YYAacTBYET B 3alIUTE MPOTUB IeIbMHUHTOB U MPOCTEHUIIINX, YCTAHOBIECHO
MOBBIIICHUE CHIBOPOTOYHOM KOHIICHTPAIIMH TAK)KE MPU AJUIEPTUUECKUX COCTOSHUSIX.

IgD skcnpeccupyroTcst Ha MOBEpXHOCTHONW MeMOpane B-nmumdonutoB. YuacTByroT B op-
MUPOBaHUU aHTUTEeHpacto3Haroniero B-kinerounoro perentopa (BCR). Conepikanue B CHIBOPOTKE
He npesbiiaet 1%. He ¢pukcupyer KOMIUIEMEHT, HE TPOXOIUT Yepe3 IIIAleHTy, He 00aaeT Tpol-
HOCTBIO K TKaHSM.

ADDPUHHOCTh — creneHb KOMIUIEMEHTAPHOCTH AKTUBHOIO IIEHTpa HMMYHOIJIOOYJIHMHA
SIUTOIY AaHTUI'EHA.
ABHJTHOCTH — TpOYHOCTh CBSI3bIBaHMS BCEH MOJIEKYJbl MMMYHOIJIOO0YJIMHA C QHTHICHOM.

Bospacraer ¢ yBenuueHHeM KOJMYECTBA AKTHUBHBIX IICHTPOB B MOJIEKYJE€ HMMYHOTJIOOYIIMHA.
HauGonpmield aBumHocThio oOmamaer IgM, Tak kak sBisercs meHTamepoM ©  umeer 10
AQHTUTCHCBS3BIBAIONIUX IICHTPOB.

I'eHeTH4ecknii KOHTPOJIb HMMYHHOI'O OTBETa
Cuina IMMYHHOTO OTBETa peryaupyercs MHAUBUIyadbHbIM HabopoMm HLA-reHoB (6-1 xpomo-
COMa y 4yesioBeKa), OEJIKOBbIE MPOIYKThl KOTOPBIX CIIOCOOHBI C pa3HOM 3(PPEKTUBHOCTHIO 3arpyKaTh
pa3IMYHbIE AHTUTCHHBIE TIEITHIBI.

KanbpeTukynuH

TanasuH

HLA | HLA Il

Pucynok 2 — Crpykrypa 0enxoB rucrocopmectumoct (HLA I u HLA II) n maneponos.



Monekyna HLA I coctout u3 a-1ienu (Tpu 1omMeHa) U P2-MukporiiooynuHa (P 2-mr). Mosnekyna
HLA II comepxut ABe menu: o ¥ 3 Mo aBa JoMeHa B Kakaoi. [llanepoHbl KalbpeTHKYIUH, Talla3wH,
li-tiens mpeacTaBIsioT co00 OEIKH, OTBETCTBEHHBIC 3a MPABHIBHYIO YKIAIKY OEIKOBBIX MOJIEKYIL.

HATOJIOTMYECKHUE ®OPbl UYMMYHOTI'EHHOM PEAKTUBHOCTHU

VIMMyYHHBII OTBET HA AHTUT'€H OMCYHICHIEYem

UMMYHHas cucrema HecocmosmenvbHa | — UMMYHHasi CUCTeMa nepecmpoeHa TOocie
BCJIE/ICTBUE €€ HapylLIeHMs (HAcCJIeICTBEHHOrO, | IEPBUYHOTO BO3JICUCTBUS aHTUTEHA
MPUOOPETEHHOT0) UIIH UCTOLLECHUS (cHM>KEHA YYBCTBUTEJIBHOCTh K aHTUTEHY)
— aHTUI'EH HedocmyneH UMMYHHOU CHUCTEME
NUMMYHOJAEOUIINT NMMYHHASA TOJTEPAHTHOCTD

VIMMyHHBIN OTBET Ha AaHTUTEH Ype3mepeH (C SIBICHUSIMHU MTOBPEKICHHS TKAHEeH )

— UWMMYHHas CHCTEMa MEpecTpOoeHa Iocje | MIMMYHHAs CHCTeMa OMIMOIAch 13-3a:
MEPBUYHOTO BO3ACMCTBUSA aHTUTEeHA (TIOBBIIICHA | — €€ Ae(PEKTHOCTU (MyTaIlM, HApYIICHHs B
YYBCTBUTEIHLHOCTh K AaHTUTEHY) CHCTEME ayTOPETyJISIIUH HIMMYHHOTO OTBETA,
— KOJIMYECTBO aHTUTEHA CIIUIIKOM OO0JIbIIIOE nedeKT anonro3a)
— WMMYHHas CHCTE€Ma HCHBITBIBACT AC(PUINT | — aHTUTEHHOHM HACHTHYHOCTH «CBOETO» U
BpeMEeHH ISl  (OPMHUPOBAHUS  aJEKBATHOTO | «IYXKOTO0»
OTBETA —  CpblBAa  €CTECTBEHHOM  HMMMYHHOU
TOJICPAHTHOCTH (K Sy TKaHEH)
! !
AJUIEPT'USA AYTOUMMYHHAS MATOJIOI'US

HNEPBUYHBIE NMMYHOIE®UIUTDbI — 3a0oneBanus o0ycioBieHHbIE JePEeKTaMU B
OTJIEIbHOM T€HE WM LENbIX KJIacTepax T'€HOB, OTBETCTBEHHBIX 3a CHHTE3 OEJIKOBBIX MOJEKYJ
MMMYHHOH CHUCTEMBI, YTO NPHUBOJUT K HAPYLIEHUIO Pa3BUTHSA U CO3PEBAHUS KIETOK MMMYHHOHN
CHCTEMBI.

Ji1st IepBUYHBIX MMMYHOAE(PULIUTOB XapaKTEPHBI CIEAYIONINE KIMHUYECKUE MTPOSBICHHUS:

— peuuauBUpPYIOLINE UH(EKIUH, IIJI0XO MOAJAIOUINECS JICUEHUIO
— YIOpHbIE ONMOPTYHUCTHYECKUE UH(EKIINH, IECTPYKTUBHbBIE THEBMOHUH, a0CLIECChI
— OTCTaBaHUE B Pa3BUTHM y MIIAJICHIIEB B COYETaHUU C MH(PEKIMOHHON anuapeeit
— nuM@oaZeHonaTusl, renaTocnaeHOMEeralius, apTpuT, CKIEPOJEPMUs], TEPMATOMUO3UT U JIpyrue
ayTOMMMYHHBIE 3200JI€BaHUs
Kanaccnpukanusi nepBHYHBIX HMMYHOAe(PUIMTOB
Ilo ypoenio Hapywenus u 1okaiuzayuu oegexma:
1. Henoctato4HoCTh TUM(OUTHON CUCTEMBI:

»  B-knerounoro 3BeHa umMmmyHutera u AT

»  T-kneTo4HoTro 3B€Ha MMMYHHUTETA

»  KomOmHHMpOBaHHAs HEJOCTATOYHOCTh 000X 3BEHHEB
2. lledexTsl haromurosa
3. ledexTrl (hakTOpOB KOMILIEMEHTA.

4. KoMOuHMpOBaHHBIE UMMYHOAE(PHUIUTHI, BKIIOYAIOIINE HEJOCTaATOYHOCTh HECKOIBKUX 3BEHBEB
MMMYHHOH CUCTEMBI U CTBOJIOBBIX KJIETOK

HNIC ¢ HenocTaTo4HOCTHI0 B-K/1€TOYHOr0 3BeHAa HMMYHHUTETA U AHTHTEJI
Pa3BuBaroTcsi BCiEICTBUE HECTOCOOHOCTH B-KieTok mpoaynupoBaTh UMMYHOTJIOOYJIMHBI,
XapaKTEepU3yOTCs
— MOSIBJICHUEM CUMIITOMOB B BO3pacte 7—9 mecsiieB, mocie MCYEe3HOBEHUSI MaTepUHCKUX AT



— MOBTOPHBIMU MH(EKIIMOHHBIMH 3200JI€BaHUSIMU, BBI3BAHHBIMH MHKATICYJIUPOBAaHHBIMU OaK-
TEPUSIMH

— XPOHUYECKUMU o4YaraMu MHQEKUUU (CUHYCUTBI, OPOHXUTHI, THEBMOHUM ), THOMHBIMU JIUM-
dbanernramu, aberieccamu

— MEHUHTUTaMH, CENTHUIEMUENH, OCTEOMUEIUTOM, BO3HUKAIOIIUMHU B PE3yJIbTaTe T'€MaTOTeH-
HOT'O pacIpOCTPaHEHUs NaTOreHa

— penkoi 3a0051eBaeMOCThI0 TPUOKOBBIMU U BUPYCHBIMU MH(MEKIHUSIMHU (32 UCKITIOYEHHUE YHTE-
poBupyca)

— BBDKMBAEMOCTBIO JI0 3pPEJIOr0 BO3pacTa MpH aIeKBaTHOM JICUCHUU

— TIOBBINICHHAS YacTOTa AJUICPTHUSCKUX M AyTOMMMYHHBIX 3a00JIeBaHHIA

— runorasus nepudepruueckux TuM(paTHYecKuX y3JI0B U Hazo(apeHreaabHoN TUMGOUIHOM
TKaHM (XapakTepHo st cuHapoMa bpyTtona)

— mumdounanas runepiiaszus (renatocruieHoMeranus npu OBU)

Cuopom bpymona
(cyenniennas ¢ noiom azammaznooyiunemus y oemetl)

Tun nacnedosanus u yacmoma «KJIaCCHUECKOW» POPMBI — PEIICCCUBHBIN, CIEIIJICHHBIN ¢ X-
Xpomocomoii. 3a0oieBanre Hab0gaeTCs TOJIbKO y ManmburkoB. Yacrotoii 1 : 50 000.

l'enemuueckuii  Oeghexkm u  namoeenes. Jedextnpii r1en (Xq 22) kogupyer
[UTOIIA3MATHYECKYI0  TUpO3MHKKMHA3y B-xietok (BtK). B pesynprate nedekra HapyiieHO
npeBpalieHue mnpe-B-kineTok B 3penbie B-kiaeTku.

Knunuuecxkue nposesnenus. 3aboneBanue nposiBiIseTcs ¢ 7-8 Mec. KU3HHU (TaKk Kak HAuYWHAET
paspymarbest |gG momywaemsiit o matepu). Ilpu 3TomM 3a0o0feBaHUU CHUKEHA PE3HCTEHTHOCTD
opraHu3Ma K CTa(QUIOKOKKY, CTPENTOKOKKY, NTHEBMOKOKKY, a TaKXke K HEKOTOPBIM
IpaMOTPUIIATENIBHBIM ~ MHUKpOOpraHu3MaM  (KUIIEYHOH  mMallouke, cajJbMOHEIUIaM, MpPOTEIo,
kiebcueie), vacto HaOnofaroTcss TIpuOKOBbIE 3a00J€BaHUS, a TaKKe Mapa3uTapHbIe
(MHEBMOLIMCTHBIE) THEBMOHUU. J[eTH uacmo OONEI0T pelyIMBUPYIOIIMMHU THEBMOHUSAMHU, OTUTOM,
CHHYCHTOM, KOHBIOKTHBUTOM, ITHEBMOHHEH, NHOJEPMHUEH, KOTOpPhIE HEPEOKO MPHUBOAAT K
pa3BuTHIO cericuca. Huskast conpoTHUBISEMOCTh K OaKTepHaTbHBIM MH(PEKIUSIM HE COUETAeTCs CO
CHIDKEHHEM PE3UCTEHTHOCTH K BHpycam. HekoTopwle BUpyCHBIE 3a0oieBaHusi (KpacHyxa, KOpb,
BUPYCHBII TemaTuT) y HUX MpOTeKaloT Jake Jierdye, 4yem Yy JeTed C CcOoXpaHEeHHOU
MMMYHOJIOTHYECKOW PEaKTHBHOCTHIO.

Huaenocmuxa. Obmee conepxanue gG B kpoBu pedbeHka cocranisger MmeHee 2 1/1. Oco6eHHO
pe3ko cHuxkeHo conepxkanue IgG u IgA. Ilpu aHTUreHHOW CTUMYJSUMU (HAaIpuUMep, MpU
BakuuHaimu AKJIC) oTcyTcTBYeT HapacTaHHE TUTPOB COOTBETCTBYIOIIMX aHTHTeN. ITokaszaremnw,
XapaKTepU3YIOIIUE KIETOUYHBI WMMYHUTET, HE OTJIMYAIOTCS OT TaKOBBIX B HopMme. OTME4YeHO
YMEHBIIIEHUE WM OTCYTCTBHE JHUM(OLMTOB M IUIA3MOIMTOB B KOCTHOM MO3r€, MOCJIEIHHE He
cozepkarcsi B JMM(aTHUECKUX y3llaX M ceneseHke. [IporHo3 mo cpaBHenuio ¢ apyrumu UJIC
OTHOCUTENIbHO ~ OnaronpusTHbIM. IlanmeHTsl  00bIYHO — jmocThraloT  Bo3pacta 20 JerT.
[TpoAOKUTETFHOCTD JKU3HU BO MHOTOM 3aBHCHT OT TSDKEJO NMPOTEKAIOIINX BHPYCHBIX HH(EKIHN
(monmoMMenuTa, SHTEPOBUPYCHAsI), a TakXke OT JUMGOPETUKYIAPHBIX omyxoieil (okono 6 %
CITy4aeB).

Cenexmuenuwlit oegpuyum 1gA

Yacmoma. SlBnsercs camoii uyacTtod (opMoil aHOMaTMM UMMYHHOM  CHUCTEMBI.
W3ommpoBannsiii gedumut IgA y eBpomneiickiux HapoaoB BeTpedaercs ¢ yactoroi 1Ha 100 — 700
KUTEIIEH.

I'enemuueckuii degpexm u namoeene3. IlpuurHbI NATOJIOTUU HE U3BECTHHI [laTorenernyeckoit
OCHOBOHM SIBJIIETCSl HAapyIIEHHWE TMPOLECCOB TepMUHaNbHOU auddepenunpoBku B-kieTok.
CymrectBeHHBIM (pakTopoMm siBiisiercss ymeHbiienne CD40 wHa B-nmumdonmrax, 49TOo CHHXKAET
BO3MOKHOCTH UX KoonepupoBanus ¢ T-xennepamu u AIIK B nnunmanuu cuntesa IgA.



Knunuueckue nposinenusi. OCHOBHBIMH KIIMHUYECKUMH TPOSIBICHUSIMU CEJIEKTHUBHOTO
nedunuta IgA SBISIOTCS pelUIUBUPYIOIINE 3200JIeBaHIS BEPXHUX U HIDKHUX JBIXaTEIbHBIX ITyTeH
n KKT (uenuakus, HecnieriehnueCKUii I3BEHHBINA KOJIUT, 00s1e3Hb KpoHa).

Juaenocmuxa — HuU3KUi cbiBopoTouHBId IgA (0 5 Mr/mi) B AMHAMHUKE MPU HOMAJIBHOM
CONlep’)KaHUU  Jpyrux uMMyHoOrnooymuuoB. KommuectBo T- u  B-kimetok B HOpme.
[IponudeparuBHas aKTUBHOCTb B-KJIETOK B OTBET Ha MOJIMCAXapU/Ibl, KaK IPABUIIO, CHUKEHA.

OBH/T
(0Owuii 6apuabenvHovll UMMYHOOepuyum)

[IpencraBnsier co00il TOTaNbHBIA ACPUIMT AHTUTEN, XapPAKTEPUIYIOUIUICS CTOMKHM
CHIDKEHHEM CyMMapHOW KOHIEHTPallud UMMYHOTJIOOYJIMHOB B CBIBOPOTKE KPOBH.

Yacmoma: B onynsuuu Berpeyaercs ¢ yactoroit 1: 25 000 yenosexk.

T'enemuyeckuii deghexm u namoeenes. JlehpextabiMu pu 3Tol marosioruu spisroTes 1COS —
MOJIEKYJIa CEeMEHCTBA MMMYHOTJIOOYIWHIIOMOOHBIX KOCTUMYJsATOopoB T-kimerok m Oemoxk CD19
Y4YaCTBYIOIIMMA B aTUTeH3aBUCUMOM akTuBanuu B-nmumdormros. 3adonesanue cremieno ¢ HLA -B8
u HLA -DR3. OcHOBHBIM (h)aKTOPOM IaTOTCHE3a CYMTACTCS HAPYLICHUE B3aMMOJCHCTBHS MEXKIY
T- u B- knneTkamMu — HapylIaeTcs akTUBAlMs U aHTUTeH3aBUCUMOi nuddepenimpoBku B kinetok u
MEPEKITIOYCHUSI CHHTE3a MMMYHOTJIOOyJTMHOB.

Knunuueckue nposenenus. PexyppeHTHble OakTepuaabHble MHPEKIUU BEPXHUX U HIKHUX
JIBIXaTENbHBIX IyTEH, TSDKENask AUapest, MOT'yT pa3BUBATHCS AyTOMMMYHHBIE 3a00JI€BaHUSI.

Luacnocmuxa. CHuxeHHe CpIBOPOTOUYHOM KoHueHTpauuu IgA, IgG, IgM. Yucino B-
TUM(OLIMTOB HE U3MEHEHO WJIM HECKOJIBKO CHIKEHO. CHIKEHA CIIOCOOHOCTH K BBIPAOOTKE aHTUTEI
B OTBET Ha UMMYHHU3AIIHIO.

Jeguyum cyorxnaccos 19G

NmmyHonehuuT pa3BUBaeTCs IpU HAPYIICHWH MPOAYKIUHU Jr00oro cyOkiacca. Ilpu stom
KOMIIEHCATOPHO YBEJIMUMBACTCS CUHTE3 JPYTruX CyOKIaccoB, a CyMMapHoe koianuecTBo 1gG moxer
OCTaBaThCs B HOPME.

Haubonee wacrto Berpewaercs cenekTuBHbIM gepuuut 1gGs. OH MoXeT mpoTeKaTh
oeccumnromuo. Jlepumur 19gG2 MokeT OBITH CENEKTUBHBIM HJIIM COYETaThbC C JPYTUMHU
nepuuutamu. XapakTepHbIM NPU3HAKOM SIBISETCS CHMKEHHE pPE3HCTEHTHOCTH IalMeHTOB K
OakTepHadbHBIM  HH(EKIHSAM, TOPAKAIOIUM  TPEHMYIIECTBEHHO PECIUPATOPHBIA  TPaKT.
OpnnoBpemennsiit gepumur 1gG2 u 1gGs uMeeT BBICOKYIO CTEMEHb aCCOLMALMU C FOBEHUIHHBIM
nuaberoMm, uAMONATHYECKON TpomOouuroneHuuyeckoil nypnypoil, CKB u aronmueckoit
natonoruet. [l cenektuBHoro aeduumra 1gG1 XapakTepHa BbICOKas 4acTOTa PeCHHPATOPHBIX
MHDEKIHH.

T'unep-1gM cunopom

Tun wnacneoosanus. B 70% ciydaeB HacleayeTcsi MO CIEIUICHHOMY C X-XpPOMOCOMOM
pEIeCCUBHOMY THITY.

I'enemuueckuii decpexm u namoeenes. B ocHoBe 3a0oiieBanus JexuT nedekt rema CDA0-
nuranga Ha T-mum@oruTax, 4To HapylIlaeT WX B3aMMOJCHCTBHE ¢ B-kineTkamu — Hapymiaetcs
nepexitoueHue ¢ cuare3a |gM Ha oOpazoBaHHe IPYyrux UMMYHOTJIOOYJIIMHOB.

Knunuuecxue nposignenus. PenuauBupyroiue MHOreHHbIE HHPEKITUH.

Jluaenocmuxa.  Twnepnponykmuss IgM, Ha  QoHE CHIKEHHS JPYrUX  KIJIACCOB
ummyHornooynuHos 19G, IgA.

NJC ¢ HeAoCTATOYHOCTHIO KJIE€TOYHBIX HMMYHHBIX pPeaKIui.
OCHOBHBIMHU KJIMHHUYECKUMH MPOSABICHUSAMU A€PEKTOB KIIETOUHOTO UMMYHUTETA SIBJISIOTCS
— MOSIBJICHUE CUMIITOMOB B PaHHEM I'PYyIHOM Bo3pacte (4—5 mecs1eB)
— MOBTOpPHbIE MHPEKIIMOHHBIE 3a00JIeBaHMs], BEI3bIBAEMbIE BUPYCaMU, TpHOaMu, MUKOOAKTEpUSIMU



— nH(MEKIMOHHBIC 3a00JI€BaHNS, BBI3BIBAEMbBIC OTIMOPTYHUCTHICCKUMUA MUKPOOPTaHU3MaAMHU

— ¢atanbHble MTHPEKIMOHHBIC 3a00JICBaHUs, PA3BUBAIOIIUECS B PE3yJbTaTe BaKIMHAIIUU KHUBBIMU
BUPYCHBIMM BaKIIMHaMH Wiy niocie BBeaeHus: bIK

— 0OJIE3Hb «TPAHCIIAHTAT MPOTHB XO35MHA» B Pe3yJbTaTe TpaHC(y3UHU MPenapaToB KPOBHU, COMEP-
XKaX JUMQOIIUTHI, WM BHYTPHYTPOOHOM TonagaHuu JTUMQPOIIMTOB MaTepH

— YBEJIMYEHHUE PUCKA MAJIUTHU3AIUN

Cunopom Hezenogha
(anumgoyumos, rumpoyumapras ouceenezus, panyy3CKuLl mun UMMyHooeuyuma)

Tun nacnedoeanusi. AyrocOMHO-pPELIECCUBHBIM.

I'enemuueckuii depexm u namozernes. CyliecTBOBaHUE KOHKPETHOT'O T€HETUYECKOTO edekTa
OpU JAaHHOM CHUHApPOME HeE [0Ka3aHO. XapaKTepU3yeTcsi OTCYTCTBHEM KIETOYHBIX pPEaKIHUi
MMMYHOJIOTHYECKON 3amuThl. [IpM MmaTonoroaHaTOMHMYEeCKOM HCCIEeIOBAaHUM OOHAPYKUBAIOTCS
TUTIOIDIA3Us WK aTpOousi BUITOYKOBOM KeJe3bl U TMM(ATHISCKUX Y3JIOB.

Knunuueckue nposenenus. IlposiBisieTcss B mepBble HEAEIU M MECSIBI KU3HU. OTMEUaroTCs
3a/IepKKa pa3BUTHS peOCHKA, 3aTSHKHOM CENTHYECKUU MPOILECC ¢ THOWHBIMU O4YaraMu B KOXKE,
JerKuX W JpyruxX oOpraHax, HepeaKko pasBuBaercs rpuOkoBbiii cemncuc. [loBblieHa
YYBCTBUTEIBHOCTh K IpubaM W BHUPYCHbIM HMH(GEKIUAM, Bbi3biBacMbiM Herpes simplex u Herpes
varicella zoster. B 6onbInnHCTBE cilydacs 3a007€BaHUE UMEET JICTAIbHBINA HCXOI.

Huaenocmuxa. TUnUYHa KOJMYECTBEHHAsh W KadyeCTBEHHAs HEIOCTATOYHOCTH T-TUMQOIUTOB
IIpY HOPMAIBHOM COZAEpKAaHUH UMMYHOTJIOOYIMHOB B IU1a3Me KpoBU. B mepudepuueckoit kpoBu
OTIpeieNIAeTCsl KpallHe HHU3KOE COJep)KaHhe JTUMQOIUTOB, 3HAYUTEIBHOEC YMEHBbIICHHE dncia T-
KJIETOK, 1pu 3ToM cootHomenre CD4/CD8" coxpansiercs B mpezenax HOPMBL. Pe3ko yraerena
peakuust  Onacrrpancopmarnuu  aumdonutoB (PBTJI), cmab6o Beipaxkena peakmus [3T.
Copep:xaHrie IMMYHOTJIOOYJIMHOB BCEX KIJIACCOB B MepudepruuecKkoil KpOBH B IpeeIax HOPMbI UITH
HE3HAYUTEJIbHO CHUKEHO, CIIOCOOHOCTh K 00Pa30BaHUIO AaHTUTEI COXpPaHEHa.

Cunapom [u JT:xopaxu
(cunopom anomounozo kapmana)

Yacmoma. 1:400 — 1:6000.

I'enemuueckuii Oegpexkm u namocenes. Y OOJBIINHCTBA NallMEHTOB B JIOKyce 22011.2
oOHapyxenbl Mukponenenuu JHK. K pasBututo cunapoma Takke NPUBOASIT U MyTallMiM T'€HOB
xpomocoMsl 11p13. 3aboneBanue 00yclOBIEHO HapyleHHeM 3MOpHOHaIbHON AU depeHInpoBKU
snuTenus B obmactd 3-ro U 4-TO TJIOTOYHOTO KapMaHOB, UYTO MPHUBOJUT K BPOXKIAECHHOMY
OTCYTCTBHIO BHJIOYKOBOM JKE€JIE€3bl W MAPAIIUTOBUAHBIX HKEJIE3 WIM AaHOMAJIMSAM HX CTPOCHUS.
NMMyHOZEDUIUT NpU 3TOM CHHAPOME CBSI3aH C OTCYTCTBMEM WM TUIOIJIa3ued THUMYyca, T.C.
CY’KEHHEM IIaliapMa co3peBanust T-TuM(pOoLNTOB, U ObIBAET PAa3IMUHON CTETIEHHU TSXKECTH.

Knunuueckue nposinenus. TunuuyHbple 4epThl JUIA: TUIEPTEIOPU3M, AHTUMOHTOJIOMJIHBIN
paspe3 TIJIa3HbIX ILEJEeW, MHUKPOTHATHS, HU3KO pAcIOJIOXKEHHBIE YyIIA. Y HOBOPOXKACHHBIX
OTMEYAIOTCSl TUIOKAJIbIMEMHUUECKHUE CYIOpOTH. B HEKOTOpBIX CiydasX OMHMCAHbI paclleIuIeHHe
A3bIYKa, BPOXKACHHBIE MOPOKHU CepALla U KPYIHBIX COCYI0B (0OLIHiA apTepHaibHbIA CTBOJ, IBOMHAsS
Jyra aopThl, I€KCTpakapAusi, HEMPaBUIbHOE OTXOXAEHHUE BEH U T.J.), aTpe3usl MUILIEBO/Ia, arjia3us
IIMUTOBUJIHOW ’KeJe3 (aTupeo3, TUIOTUPEO3), HePpoKalblUHO3. JleTm oTcTatoT B 0OIIeM
¢uznueckom pa3BuTuu. OCOOEHHO BBIPA)KEHHBIE AaHOMAJIMU HE COBMECTHMBI € JKHU3HbIO. Ecnu netn
MEPeKUBAIOT TMEPHUOJ HOBOPOXKIEHHOCTH, OHM CTPaJalOT OT T€HEPaTM30BAHHBIX HH(EKIHA —
Ha0JI01al0TCA XPOHUUECKUE PUHUTHI, THEBMOHMHU, abcliecchl, TpubKkoBas uH@pekusa. OTMeyaroTcs
c11aboCTh, OTCYTCTBUE amnmeTuTa. CMepTh MOXKET HACTYIUTh BHE3AIHO B MEPBbIE JIBA I'0J1a )KU3HH.

Jluacnocmuxa. BUOXUMUYECKH BBISBISIOTCS TUIOKalbLMeMus | runepdocdaremus,
MMMYHOJIOTHYECKUMH METOJIaMH — HapylleHue TpaHchopMauuu JUMEGOIMUTOB IO BIUSHHEM
OI'A 1 aHTUTEHOB (CHMKEHA (PYHKIIMOHAIbHAS aKTUBHOCTH JTUM(OILMTOB), CHUKEHHE KOJIMYECTBA
T-knerok (Habmogaercs y 1/5 manuenton). Hapymienus ryMopaibHOro HMMYHUTETA OTCYTCTBYIOT
(YpOBEHb HMMMYHOTJIOOYIMHOB MOXET OBbITh CHH)KEH WWJIM HOPMaJbHBIM NPU TOBBIIIEHHOM



KonmdecTBe B-KkieTok), B psne cirydaeB Habmomaercs noseimenne ypoBHs IgE. [Ipuunnamu storo
SBJICHUSI MOTYT OBITh OTCYTCTBHE PETYJSATOPHBIX T-KJIETOK M HapylleHHEe MeXaHHW3Ma oOpaTHOU
CBSI3M IIPH MEPEKIIIOYCHUH CuHTe3a Ig.

KomOunupoBanusie T- u B-kierounble uMMYHOAepUUINTHI
I'pynna MMMYHOOE(PHUIMTOB XapakTepu3yromuxcs nepunurom u aneprueil T-mum@oruTos,
OTCYTCTBHEM aHTUTEJILHOTO OTBETa IPU HOPMAaJIbHOM (MHOTJa) coiep:kaHuu B-kieTok B kposu. B
KIMHUYECKOW KapTUHE BBISABIAIOTCS OCTAHOBKA PAa3BUTHUSA M POCTA, HEYKPOTUMBIA MOHOC, PBOTA,
o0IIMpPHAs MOJIOYHMLIA.

Cunopom Buckomma-Onopuua

Tun nacnedosanus. PeneccuBHoe X-cLeIUIEHHOE 3a00JI€BaHuUE.

I'enemuyeckuii deghexm u namoeenes. JlehekTHbIN TeH JToKamu3yeTcs B 11 xpomocome u 00y-
CIIaBIIMBAET aHOMAIIbHYIO 3Kcmpeccuto moiekynsl CD43 na tpomOomurax u ymmMdorurax. Uto
MIPUBOJIUT K HApPYIIEHUIO Mpollecca co3peBaHus U B3aumoaerictsusa T- u B-numdoruros, nepeasu-
KeHus W akTuBanuu T-muMm@ountos. Takke CIeICTBHEM MYTALMH SIBISICTCS HApYLIEHUE aAre3uH,
arperauuu, ocBoooxaenust AJI® tpomOonuTamu.

Knunuuecxkue nposenenus. IIposBisieTcsi KIaCCUYECKON TpHAAON: TPOMOOIIUTONICHUEH, dK3e-
MOI1, BO3BpaTHBIMU WH(DEKIHSIMH,

Huaenocmuxa. JlebumuroMm M HapylieHHeM TNpoiudepaTHBHOIO oTBeTa T-TuMQOIHUTOB,
CHIDKeHHeM ypoBHs IgM npu yBenuuenuu conepkanus u IgE B cbIBOpoTKe KpOBH.

Cunopom/lyu-bapp
(HacneocmeeHHas amaxKcus-menean2uodIKmasusl)

Tun nacnedosanus u wacmoma. AyrocomHo-peneccuBHsii, 1: 500 000 — 1: 1 000 000.

I'enemuueckuii deghexm u namoeenes. Jledpexruoim sipnsiercss red ATM kaptupoBaHHbIif B 11
xpomocoMme. Ero mpoaykToM siBiisiercst 6enok ATM ydacTByrOmuil B KOHTPOJIE KIETOUYHOTO POCTa,
pacniozHaBanuu mnoBpexaeHHo JIHK u ee pemapaumun. B ocHoBe martomorum nexuT nedext
penapanuy ¥ KOHeuHoH nuddepeHpoBku T-1mumMpounuTOoB.

Knunuueckue nposenenus. llpu3HaKku: aTakcusi, TEJICAHTHOIKTA3UH, PEIHUIUBUPYIOIINE
MHGEKIMN BEpXHUX JAbIXaTeNbHBIX MyTeH, yMeHblIeHne win orcyrctBue IgA. Ilarorenernueckas
B3aMMOCBSI3b OTHX TMPOSBICHWN He scHA. 3a0oiieBaHHE HAYMHACTCS B pAHHEM JIETCTBE U
NPOSIBJISIETCS. B TEPBYIO OdYepelb MO3XKEUKoBOW arakcueil. OTMedaroTcs KayaHHE TOJIOBBI U
TYJIOBHII[A, HApPYIIEHHE MOXOJKH, TPEMOpP M XOpeoaTeTo3. XapaKTepHbIM HM3MEHEHHEM TJia3
SBJISIIOTCSL HapyllleHUe JBM)KEHUS IJIa3HOro s0ioka M Kocorjasue. B Bo3spacte or 2 no 6 jer
MOSIBIISIFOTCS TEJIEAHTMOIKTA3UN HA KOHBIOHKTHBE W OTKPBITHIX YY9acTKaX Teja, CIM3UCTON MSATKOTO
U TBepaoro Heba. BakHbIM TNpPHU3HAKOM SIBJISIOTCS XPOHHWYECKHE pEeCNUpaToOpHble HHOEKIUU
(cMHYCHUTBI U TTHEBMOHUH). Y OOJBHBIX YACTO Pa3BUBAIOTCS 3JI0KAYECTBEHHBIE HOBOOOPA30BaHMSI,
npuyeM B 10-30% nopakaetrcs mMMQOpeTUKyIspHas cUCTEMA.

Juaenocmuxa. KomudecTBO M aKTHBHOCTh HUPKYJIUPYIOMIMX T-KIIETOK PE3KO CHUKEHBI. Y
70% manueHTOB UMEETCs] HeJOCTaTOUHOCTh IgA, y HekoTopbix u aedurut 19G2 u 19Ga.

TKHU/1
(msdicenviil KOMOUHUPOBAHHBIU UMMYHOOeduyum)

OTo rereporeHHas rpymma 3aboneBaHuil. B OombpimmHcTBe cinydaeB TKUJ[ 3akanumBaercs
JIETAJIbHBIM HCXOJAOM B pAaHHEM JIETCKOM BO3pAacT€ BBUAY pPa3BUTUA T'€HEPAIM30BAHHBIX
ONIMOPTYHUCTHYECKUX HWH(MeKnuii (Bo30yauTeIM — WHEBMOLMCTHI, BUpYC Tepreca, [[MB,
KaHIHUIbl, aICHOBUPYCHI, BUpYC DminTeitna—bapp).

OCHOBHBIMU KIIMHUYECKUMH KPUTEPUSIMU MO3BOISIFOIUME 3anoao3puTh TKU /I sBnstoTcs:

— TSDKEJIbIE, YacTo JeTaNbHbIe MHPEKIINN, HAUMHAs ¢ Mepruoa HOBOPOKACHHOCTH, y MAIlIEHTOB
pa3BHUBaETCA 3aTsHKHAS AUapes, THEBMOHUS, CETICUC

— XapaKTepHO WHDUIIMPOBAHNE MAJIOBUPYJIEHTHBIMU MUKPOOPTaHU3MaMH
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— TOSBIEHHME C POXIEHUS KOXHOM CBhIMM B BUAE DPUTPOJAEPMUU, OOYCIOBICHHOM
MaTEPUHCKUMH JTUMPOIIMTAMHU, TIOCTYIMUBIIUMU K IOy BO BpeMs OEpeMEHHOCTH
— OTCTaBaHUE peOeHKa B POCTE U Macce

Tun wnacneoosanusi u yacmoma. CHEIUICHHBIH ¢ X-XpPOMOCOMOM, ayTOCOMHO-PEIMCCHBHBIN.
Yacrora Bcrpeuaemoctu TKUJL ot 1: 5000 000 mo 2—4 nwa 100 000. TKU cocraBusier 40% ot
BCEX MEPBUYHBIX UMMYHO1€(DUILIUTOB.

T'enemuueckuii dehexm u namozenes:

— X-cuemnennslii TKUJ[ o0ycioBieH Myranueid reHa Y-IENH PELeNnTOpPOB I ITUTOKHHOB.
Benencreue storo Hapymeno B3aumonevicrsue WJI-7 u ero peuenropa, B pe3yiabTaTe CTBOJIOBBIC
KJIETKA HE TOJYy4aroT CHUTHajibl HeoOXoaumble ais AuddepeHIupoBKH U co3peBaHus T- u B-
TUMQOIIUTOB.

— Aytocomuo-peneccuBHbiii TKU ]I oOycnoBnen myranueit rena ADA (aneHo3nHIe3aMuHa3a),
JAK3 (curnanbHas TMPO3MHKHHA3a, IEpearollas CUTHAJ C LUTOKMHOBBIX peuentopos), IL-7RA
(o-mems IL-7), RAG] u RAG2 (pekomOMHAa3bl — O€IKH peaH:KUpPOBKH TeHoB 1Q), Artemis
(pepment penaparnuu JIHK mocne peanxupoBku), CD45 (TpaHcMeMOpaHHBIN OCIIOK JICHKOIMTOB
oOnanaromuii  cBoMcTBaMH TUPO3UH(OCHOPHUIA3bl, PEryIupyeT CUTHAIBHYIO TPAHCAYKIHUIO B
TUM(OIUTAX).

Knunuuecxue nposenenus. ManudectupyeT B epBble MECSIIBI KU3HU C 33JIEPKKHU TPUOaBKU
Macchl Tella, aHOPEKCHUHU, OTCTABaHWU B Pa3BUTHU. Pa3BuBaeTcs 3aTsokHas Auapes, MHOEKIUs KOXH
U CIIM3HUCTHIX, TSKEIbIE MTOPAKEHUSI BEPXHUX M HWKHUX JbIXaTeNbHBIX MyTel. UMMyHH3a1us TaKuX
JeTell CTaHJapTHBIMH JKUBBIMH BaKIIMHAMHU (ITOJIMOMHUENHT, TYOEpKyJie3) MOXKET HPHUBECTH K
Mporpeccupyronieil HHPEKIUH ¢ JTeTaTbHBIM HCXOIOM.

Huaenocmuxa. Camwxkeno xonmuectBo CD4™ u CD8" numdormros. Ha pentreHorpamme
TPYAHON KIETKW BBISBISETCS TUIOIUIA3Usl WJIM OTCYTCTBHE TEHH THUMYyca. [ HMCTOIOrHYECKU
OoOHapy>KUBaeTCs OTCYTCTBHE B THMyce JTUMQOUIHBIX KiIeTok U Tener ['accans. Jlumpartnyeckue
y37bl U MHUHJQIWHBl MAaJCHbKUE WJIM OTCYTCTBYIOT. JIMM{QouIHBIE LEHTPHl U 3apOAbIIIECBbIC
(OJUTUKYITBI HE BBISBIISFOTCSL.

IlepBrYyHasi HEAOCTATOYHOCTH (PArOLMTOB
OCHOBHBIMU KJIMHUYECKUMH MPOSIBICHUSIMHU Ae(ekTa HEUTPO(DUIIOB SIBIISIOTCS PELMIUBUPYIOIINE
OaxkTepraibHble U TPUOKOBbIE MHPEKIIUU C TOPAKEHUEM KOKU U BHYTPEHHUX OPTaHOB.

OcHoBHbIE NPUYMHBI 1 MEXAaHU3MbI HE3ABEPIICHHOI'0 (])arounT03a

1. Yuenvwenue xonuuecmea pazoyumog:

a) HacJeJCTBEHHBbIE (OPMBI: CHHIKEHHE TPAaHYJOLMTOIN033a NPUBOAALIEe K HEUTPONECHMHU;
TUIMOIUIa3Usl CEJIE3EHKH BCIIEJCTBUE KOTOPOM pa3BUBAETCSI MOHOIIUTOIICHUSI.

0) BpoXcHHAsA (AyTOMMMYHHAas1) HEUTPOIIEHHUS.

B) IpHOOpeTeHHas HeUTponeHus (MpH 3a00JIeBaHUSIX CO CIJIECHOMEraueil).

2. Heaghgpexmuenuiii zpanynoyumonod3 (kauecmeeHnnule U3MeHEeHUs Hellmpopunos):

a) HapylIeHUs TMOABWXKHOCTH (aronuroB (HapymeHuss oOpaTuMOW MOIMMEpHU3aAIHU
COKpPAaTUTENBHOTO Oelika (haroliuToB — akTUHA). [Ipumep: CUHAPOM «WICHUBBIX JIEHKOIIUTOB)

— HacleJCTBeHHas Gpopma;

— npuobpetenHas popma (pu T ceiBopotouHoro IQE, | sHeprum win | tAMO® B ki1eTkax).
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0) HapymeHus oOpazoBaHus (arosm3ocoM (HacIeACTBEHHBINH JedeKT oOpa3oBaHUs
JIM30COMAJIBHBIX TPaHYJl — WX CIUSHHUE — TUTAHTCKUE rpaHyisl). [Ipumep: cunapom Yemamaka—
Xwuracu

B) HapylIeHNE HMHAKTHBAIIMH U Pa3pyIICHUS 00BEKTOB (haroiurosa:

— HACJICJICTBEHHBIN NePUITUT KUCIOPOA3aBUCUMOTO MeXaHu3Ma Oaktepunuanoctu (| HAJD-
OKCH/Ia3bl U/WJIH MUEJIONIEPOKCH I3kl B paronuTax). /lpumep: XpOHUYECKUH TPaHyIeMaTo3

— HACJICICTBEHHBIM JE(UIMT KHUCIOPOIHE3aBUCUMOTO MeXaHU3Ma OaKTepUIIMIHOCTH (|
TU301MMa, JTaKToPepprHa, KATHOHHBIX OSIKOB B (paromurax).

3. Hapywenue pacno3nasanus 00vekmos pazoyumosa:

— HACJIeICTBEHHBIN nedunuT/aed ekt pernentopos (aromura

— TpUOOpPETEeHHBIA NEHUIIUT ONCOHMHOB U XEMOATTPAKTAHTOB (TsDKEbIe OOJE3HU TMEYCHH,
WHTOKCHKAITUHU H JIP.)

4. Hapywienus Hellpo2opMOHAIbHOU peynayuu hazoyumosa:
— aJpeHaIMH (B MAJIBIX J03aX) COCOOEH MOBBICUTH AKTUBHOCTH (haroIurosa,
— aleTWJIXOJIUH U TIIOKOKOPTUKOUBI CHIDKAIOT aKTUBHOCTH (haronuTosa.

Cunopom Yeouaka-Xuzacu

Tun nacnedosanus u wvacmoma. Hacinenyercsa 1o ayrocoOMHO-pPELIECCUBHOMY THILY.

I'enemuueckuii 0oeghexm u namozerne3. Myranus rea nepeMerieHust JM30COM B JIOKYC ITPUBO-
aut k Hapymenuto LYST (lysosomal traffiling regulator) u mosiBneHnto ruraHTCKux HO (DYHKITHO-
HaJIbHO HE aKTUBHBIX TPaHyJl, HapyIIAaeTCs MPOLECC MOCTYIUIEHUS MUEIIONEPOKCUIA3b] B BAKYOJIH,
XapakTepeH ciadblii OTBET HEUTPOPUIOB HA XEMOTAKUUYECKHE CTUMYJIBI.

Knunuueckue nposenenus. I'enarocriieHoMeranus, anbOMHU3M KOXH, BOJIOC, Ia3, porodo-
Ous, mumdoaaeHonaTus, OpOHXUTHI, THEBMOHHUH, a0CIIECChl B KOXKE€ M KJIETYAaTKE, PETHKYIISIPHBIC
3710Kau€CTBEHHBIE JIUM(OMBI

Jluacnocmuxa. I'paHyJIOLUTONEHMS, HapyIIEHUE XEMOTaKcuca HeUTpo@uiioB, (aromurosa.
CHumxeno konnuectBo EK-kineTok u nx QyHKIMOHATIBHAS aKTUBHOCTb.

Xponuueckas zpanynemamosnan 60ne3ny

Tun nacnedosanus u yacmoma. Hanboinee yacto BcTpeuaeTcs: X-crerieHHas ¢popma (0K0Io
70%). UactoTa BcTpedaemocTH okozo 1: 200 000.

I'enemuueckuii deghekm u namoeene3. Myrtanusi OAHOTO U3 T'€HOB, OTBETCTBEHHBIX 33 CUHTE3
HAJI®-H. Benencreue storo nedexra (GarouuTsl NalMeHTOB HE CIIOCOOHBI MPOIYLUPOBATh CyIie-
POKCHIHBIN paiiKall U MEPEKUCh BOAOPOAa — OTCYTCTBHE KHCIOPOA3aBUCHMBIX MEXaHU3MOB OaK-
TEPULUAHOCTU. B pe3ynbraTte MUKpOOPraHU3Mbl BHYTPH (ParoliuTOB OCTAIOTCS KHU3HECTIOCOOHBIMH,
MEPCUCTHPYIOT BHYTPUKIETOUHO, BHI3BIBAIOT HIMMYHHBIH OTBET ¢ (hopMuUpoBaHHEM rpanyiem. I 'pa-
HyJeMbl MOTYT HapywmaTh (YHKIMIO OPraHOB B KOTOPBIX pacHojararoTcs (3aaepikkKa Mo4H, 00-
CTPYKLUS KUIIECYHUKA).

Knunuueckue nposaenenus. DK3eMaTO3HBIA AEpMATUT, THOWHBIE TIOPAKEHHS KOXKH, aOCLecChl
B Pa3IMYHBIX OpraHaX, TemaToCIUICHOMETaus, JTUM(aaeHUTh, OPOHXOITHEBMOHUH, EPMATHTEHI,
nauapest, TpuOoKoBast HHPEKIHSL.

Juacnocmuxa. OTCYTCTBUE WIN PE3KOE YTHETEHUE KWJUIMHTA (DarolluTUPOBAHHBIX OakTepuit
u rpuboB, orpunatensHsle U cHkeHHble HCT-Tect (daronutsl OOJBHBIX KpacuTelb HE BOCCTa-
HABJIMBAIOT), XEMIJTIOMUHECIISHITHS ITOCIIe (haromnTo3a YacTUIl 3MMa3aHa WiIH JIaTeKca, XeMOTaKCHC
HelTpoduos.

Hacneocmeennvle degpekmul monexyn adzezuu
(LAD —Leucocyte Adhesion Deficiency)
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Tun nacnedosanus u yacmoma. Ayrocomuo-peneccuBHbiii, 1 : 1 000 000. Onmcano menee
100 cnywaeB. Beimensitor crnenyromue BapuaHTel LAD B 3aBHCHMOCTH OT BHJa A€PEKTHBIX
monekys: LAD I, LAD II, LAD IllI.

Tenemuueckuii degpexm u namoecenes. Anomanuu penentopoB aaresun CD11 / CD18
(MHTErpUHbI) TPUBOJUT K HAPYIICHUIO MUTPALMU JIEHKOIMTOB M3 KPOBEHOCHBIX COCYIOB B 30HY
BOCTIAJICHHUS.

Knunuueckue nposenenus. XapakTepHoil 0COOCHHOCTBIO SIBJISIETCS OTCYTCTBHE THOS, IJIOXO
32)KUBAIOIINE PaHbI, PEIUAUBHPYIOIINE OaKTepUaIbHbIe HHPEKINH.

Jluaenocmuxa. MaccuBHBIA HEUTPODHIIbHBIN JIGHKOIIMTO3, HAPYIIEHHUE IKCIIPECCUU MOJICKYJT
aare3uy Ha HEUTpoduIax.

HacaeacrBeHHo 00yc/i0BIeHHBIE Ae()eKThl KOMILIEMEHTAa CHCTEeMbI

JledekTbl cucTeMbl KOMIUIEMEHTA ONMCAaHbl MPAaKTUYECKU A Bcex ee kommnoHeHToB (Clq,
C1r, C1s, C2-C9, nmponepauna). OHU mOApa3AeisOTCA Ha Je(QHUIUTH paHHUX KOMIIOHEHTOB KJIac-
CHYECKOTO IyTH aKTUBALUU KOMIUIEMEHTA U JePULUUTHI TO3JHUX KOMIIOHEHTOB KOMILJIEeMeHTa. [le-
(eKTBI CHCTEMBI KOMILUIEMEHTA SBIISIOTCS ayTOCOMHO-PEIIECCUBHBIMU KpOMe X-CIICTUICHHOTO Jie-
¢unura nponepanHa. COnpoBOXKAAIOTCS CHUKEHUEM NPOTUBOMH(EKIMOHHON PE3UCTEHTHOCTH U
pa3BUTHEM MMMYHOKOMIUIEKCHBIX OOJIE3HEW B CBSI3M C HAPYLIEHUEM 3JIUMHUHAIMKM LUPKYJIUPYIO-
IIMX UMMYHHBIX KOMIUIEKCOB. Takxe K JaHHOW rpymiie HapyleHUH OTHOCATCS Ae(ULNTHI HHTUOU-
TOPOB KOMIUIEMEHTA (HAaIIpHUMep, ayTOCOMHO-TOMHHAHTHBIN nepunut Cl-uHruduTopa).
Tabmuua 1 — KiuHuyeckue MposiBICHUS HEIOCTaTOYHOCTH OT/ENbHBIX KOMIIOHEHTOB CHCTEMBbI
komruieMmenTa ( E. . CokoinoBy, 1998)

Haszeanue Knunuueckue nposagnenusn
KOMNnOHeHma
Cl CKB, riomepysnoHedpuT, BACKYJIHUTHI, UMMYHOJIOTHYECKAsi HEJJOCTATOYHOCTh
C2 CKB, nepMaTuthbl, II10MepyJIOHEPPUT, FeMOpparu4eckuii BaCKyJIuT
C3 PeunnuBupytoniye 0akrepuaibHble HHPEKIUU (THEBMOHUS, MEHUHTUTBI, OTUTHI,
CHUHYCHTBI), CETICUC
C4 CKB
C5 CKB, rinomepynoHedpHT, BaCKYJIUTHI, OTMOSCHIBAIOLINN JTUIIAH, TOHO- U MEHHH-
TOKOKKOBBIH CETICHC, DK3eMa
Cé6 Cunzapom PeliHo, TOHO- 1 MEHUHTOKOKKOBBIN CETICHC
C7 Cunpapowm PeiiHo, HH(EKIIMN MOYEBBIBOSIINX MTyTeH, MEHUHTUT, CEIICHC
C8 CKB, craduiokoKKOBbIe HH(EKIINH, TOHOKOKKOBbIE HH(EKIINH, CENICUC
C9 PeunuBupyromas auxopaaka
Wurubutop C1 | HacnencTBeHHbI aHTHOHEBPOTUYECKUN OTEK
Wuruburop C1 | PeumauBupyronyie KOKKOBble HHPEKIH
Wurnburop C1 | PenuauBupyromuii 0TeK, KpanuBHULIA

Hacnedcmeennwlii ancuonegpomuyecKuii omex

Tun nacnedoganus. AyToCOMHO-TOMHUHAHTHBIN.

I'enemuueckuii deghexkm u namoeenes. Henocrarounocts Cl-MHruOuTOpa KOMIUIEMEHTA MPU-
BOJIUT K HEBO3MOKHOCTH OJIOKMPOBAHUS KJIACCHUECKOTO MyTh aKTHBAIIMU KOMILJIEMEHTa— aKTH-
Ballisl KOMILJIEMEHTA B pe3yJIbTaTe TPAaBMbI, (PU3NYECKOTO MepeHaNpsuKeHns U Ap.—00pa3oBaHUe
kuHuHa C2 ¥ OpaJiuKMHUHA — TOBBIIIEHUE MPOHHUIIAEMOCTH CTEHOK MOCTKANUIISIPHBIX BEHYI
—BBIXO/] IJIa3MbI B TKAHU — OTEK.

Knunuuecxue nposenenus. 1lepnoaudecky BOZHUKAIOINWNA ONPaHUYEHHbBIN OTEK KOXH, CIIU3H-
CTBIX 000J109eK 6€3 MPU3HAKOB BOCIIAJICHHUS.

Huaenocmuxa. Onpenenenue konuuectsa Cl-uHruduropa.

OcHosnble npuHIUNbI Jeyenust 1J1C
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1. VYcrpaneHue cMMNTOMOB KIMHUYECKUX CHHIPOMOB, B TOM YHCJIE HH(EKIIMOHHBIX
2. Koppekius caMoro uMmMyHo1e(pUIITA
3. Ilpodmnakruka pennanBOB U OCIOKHEHUI HMMYyHOAEDUIIUTA

BTOPUYHBIE HWMMYHOIE®UIUTBI — 3a0oneBanus QopMUpYIOIIHECS B
MOCTHATATHHOM TIEPUOJC BCIICICTBUE D3HJO- W DK30TCHHBIX BO3JCHCTBHI HAa HOPMAIBLHYIO
UMMYHHYIO CHCTEMY, HE UMEIOT HACJICICTBEHHOM MTPUPOIBI

OcHo6Hble NpUYUHBL PA36UMUA 6MOPUYHBIX UMMYHOOePUUUMO8
1. [IpoTo30iiHbIE U TIIMCTHBIE MHBA3UHU (TOKCOILIA3MO3, JICHIIIMAHNO03, TPUXUHEILIIE3)
2. bakrepuanpHas napekuus (Tyoepkynes, cTapuIOKOKKOBas, THEBMOKOKKOBass HH()E KITUs)
3. BupycHble ocTpble U epcucTupyommue nHpeKnun (Kopb, KpacHyxa, reprec, BeTpsiHas oCIa,
xpoHuueckuit rematut B, BUY)
4. HapymeHnue nutanus: OeJIKOBO-KaJOpUiiHAsl HEAOCTaTOYHOCTh, UCTOICHHE, TOTEps OenKa
4yepe3 KUIIEYHUK U MOYKH.
5. 3noxayecTBeHHBIE HOBOOOpa30BaHMS, 0COOEHHO TUMPOTPOIUPEepaTUBHBIE
6. AyTOMMMYHHBIE 3a00JICBaHUS
7. CocTostHUS, TPUBOASIINE K TOTEPE MMMYHOKOMIIETCHTHBIX KJIETOK U UMMYHOTJIOOYJTMHOB
(kpoBoTeuenue, Tumpoppes)
8. DK30TeHHBIC U YHJOTCHHBIE MHTOKCUKAIIUN (MMMYHOIETIPECCAHTHI, KOPTUKOCTEPOHIBI,
HApKOTHKH )
9. UmmyHOMEDHUIHUTHI TTOCIIE BO3ACHCTBHS (U3UUIECKUX (HaKTOPOB (MOHU3UPYIOIIAS PATHAIs)
10. Hapymienue HEHPOTyMOpPaIbHON PETyIISIIUT
11. UmMmMyHOAEPHUIIUT CTAPUECKOTO BO3paCTa

JleuuT HEKOTOPBIX SJIEMEHTOB IMHTAaHUS MOXKET IPHBECTH K PAa3BUTHIO HEKOTOPHIX
BTOpUYHBbIX 1/I:

— HEJI0CTATOK JKeJie3a HapyaeT (haroiuTHPYIONIYIO CIIOCOOHOCTh HEUTPOPHUIIOB,

— HEJIOCTaTOK BUTaMHUHA A — CHIKAET YUCIIO HEKOTOPBIX CyOonmymsiuil TuMQOIUTOB;

— HEJIOCTaTOK BUTaMUHA Be 1 (oMeBOi KUCIOTHI HApYIIAET KICTOYHBI IMMYHUTET,

— HENOCTaTOK IIMHKA CHWYKAeT COOTHOIICHHE T-XenmepoB U  IIUTOTOKCHYECKHX
TUM(}OIIUTOB.

Kuaacenpukanusi BTOpUYHBIX HMMYHOAe(PUIIMTOB:
ITo Tuny:
— HapymeHus T-KJIE€TOYHOro 3BE€Ha
— HapyLEHUs TyMOPaJIbHOIO
— HapyueHus 3pPeKToOpHbIX (HaKTOPOB
— KOMOMHHUPOBaHHbBIE 1€(DEKThI

ITo Teyenuro:
— octpeiit J1
— xponuyecku /|
ITo pacipocTpaHeHHOCTH
— NJ1 ¢ npeuMyI1ieCTBEHHBIM MOPaKEHUEM MECTHBIX UMMYHHBIX MEXaHU3MOB (CIU3UCTOM, KO-
KU U 1p.), T.H. «MecTHbI» U/I;
— cucrtemubii /1.
ITo TAAKecTH: TETKUI; CPEAHETIKEIBIN; TSHKEIBIMN.

BUY-undexuus

3aboneBanue Brepsbie onrcano B 1981 r. B CIIIA, xoraa 5 MoJIOAbIX MYXYUH CKOHYAIIUCH OT
MHEBMOHUH. [Ipy 3TOM B X KpOBH MpakTHdecku oTcyTcTBoBaimm CD4+ mumdorutsl. Bo30ynuTens
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BUY-undexnuu 6p11 OoTKpHIT B 1983 1. omHOBpeMeHHO AByMs uccienoBatensimu — P. [Mammo
(CLIA) u JI. Montanbe (Opanuus).

Omuonozus BUY unghexyuu

Bupyc ummynonedpunura genoreka (BUY —1, BUY —2). BUY —1 saBasgeTcs 0OCHOBHBIM
Bo3Oyautenem BUY-undexuuu. Pacnpocrpanen B CeBepnoit u FHOxHoit Amepuke, EBpore,
A3sum, LlenTpansnoii, FOxnoi#t, Boctounoit Adpuke. BUU — 2 — meHee BUPYJICHTHBIN BUPYC.
Pacnpoctpanen B 3anagHoii Adpuxe.

BUY otHOCUTCS K CEMEUCTBY PETPOBUPYCOB, MOJACEMEUCTBY JICHTUBUPYCOB. Bupyc ume-
et renomHyro PHK u depment obparnas TpanckpunTasa (peBeprasa), KOTopas Mocjae MPOHH K-
HOBEHHS BHUpYyCa B KJIETKy-MuineHb obecrneunBaeT cunte3 JIHK mo marpune Bupycnoii PHK;
BUPYCHBIN (pepMEHT MHTETpa3a KaTaauzupyeT uHTerpanuto Bupycuoi JIHK B renom uenoseka

Kusnennwiii yukn eupyca cocmoum u3 4 0CHOGHBIX cmaouil:
1. apcopOuus NPOHUKHOBEHUE BUPYCA B KIIETKY;
2. BeicBOOOXIeHNe BupycHoit PHK, cuHTe3 mo Helt omHOHUTYATOM, a moToM aByHmTdaTon JJHK
npoBupyca (o0paTHasi TPAaHCKPUILMS) U MHTErpalys MpOBUPYCa C MOMOILBIO MHTErPa3bl B T€HOM
KJIETKU XO35IMHa; B TAKOM COCTOSIHUU I'€HOM BHpYyca MOKET II€pelaBaThCsl HEOIPEIEIIEHHO J0JT0 B
KJICTOYHBIX [TOKOJIEHUSX, 00YCIOBIMBAs JUIUTEIBHOE JIATEHTHOE TeYEHUE NHPEKINH;
3. TIPOM3BOJICTBO HOBBIX BHPHUOHOB, KOT/Ia 3aITyCKAeTCs TPAHCKPHIILIMS T€HOB MPOBUPYCA, CHHTE3
PHK, Tpancnsaus u popmupoBaHrue BUPYCHBIX OEJIKOB;
4. cbopka, co3peBaHHE U BEICBOOOXK/IEHHUE BHOBb 00Pa30BaHHBIX BUPYCOB. DTOT MPOIECC MPOUCXO-
JUT CHOPaJIUYECKU TOJIBKO B HEKOTOPBIX 3apaXKEHHBIX KIIETKaX.

P ] T
O6patHas TpaHCKpUIITasa ‘{f ii! f}\\

E

~

Junvanas MeMépaHa GP41 GP120

Pucynok 1 — Crpoenne Bupyca HMMYHOAe(HIIUTA YeJI0BEKA

Tabmuma 2 — 'ensr u 0eaxn BUY-1

I'en benok Dynkyuu

env gp120 Hapy>xHblii Oenok, obecrieunBaeT CBA3bIBaHUE C KI€TKaMU-MUIIeHIMHU. JIuran-
161 — Moutekynia CD4, ranakTo3miepaMuIbl, pelenTophl U MMTOKHHOB

gp4l O0GecneynBaeT HHTEPHAITHM3AIIMIO BUPHOHA B KJIETKY
gag p24 CocraBisier 000710UKy A]Ipa BUpyca (HyKJIeoKarcuia)
pl7 CocraBisieT MaTPUKCHOE BEIIECTBO BUPYCa
P9 Cas3an ¢ renoMHoit PHK
p7 To xe
pol p66 OOparHas TpaHCKpHITa3a
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p31 WuTerpaza
p10 [Iporeaza (pacmieruisier OOJbITHME OEIKOBBIE TPAHCIATHI Ha Je(UHUTHBHBIC
0eJIku BUpyca)
tat pl4 AKTHBHUpPYET TPAHCKPUIILHIO C BUPYCHBIX T'€HOB, CTAOMJIM3UPYET BUPYCHYIO
MPHK, ycunuBaer tpancusuuio ¢ BupycHo MPHK
rev p19 Heobxoaum a1t skcipeccun 0€IKOB 000JI09KH
nef p27 [TpenmosioKUTEeTFHO MOJKET YCUITMBATh M HHTUOMPOBATH PEIUIMKAIINIO BUPYCa
vif p23 HeoOxoauM /715l BBIX0/1a HOBOTO MOKOJICHHUSI BUPYCa U3 KIETKHU MUIICHH

I'pynnuvt pucka BUH-ungpexyuu
— TOMO- ¥ OMCEeKCYalIbHBIC, T€TEPOCEKCYaIbI
— HapKOMaHbl, HCTIOJIb3YIOIINE BHYTPUBEHHO HAPKOTUKH
— PEUMITUEHTHI KPOBH, €€ KOMIIOHEHTOB, TPAHCIUIAHTUPYEMBIX OPTaHOB;
— MEIUIMHCKIE paO0OTHUKH, KOHTAKTHPYIOUINE C TPOIYKTAMH KPOBH H )KHJIKOCTSIMHU OpT-Ma
— 0oabHBIC TeMODUIHECH

Ilamoczenes

CBs3BIBAsACH C KJICTKAMU-MUIICHSIMH BUPYC OJOKMPYET CBOMM TIHKOmpoTeuaomM gpl20
peuentopbl CJ[4 — yckopeHHE amomnTo3a M HapylleHUE peryiasTopHbIX ¢(yHkiuil T-xenmeps
—YMEHBUICHUE KOJUYECTBA KJIETOK-MHUIIECHEH — CHUXEHHE IUTOTOKCHYECKOW AKTHUBHOCTH T-
KWUIEpOB — TMosiBiIeHHue omnnoptyHuctuueckux uHpexnuit u CIIN/-MHAUKATOPHBIX OIMyXOJeH.
MutieHsaMu SBISIIOTCS IPEUMYIIECTBEHHO KieTku Hecymue C/l4 penentopsl: T-xenmepsl, 1eH -
puTHBIE TUM(OIUTHI, MOHOIIUTHI/MaKpodaru, 303MHOQPUIIBI, THMOLUTHI, HEHPOHBI, MUKPOTIHAIIb-
HBIE KJIETKH.

Bropeim oObekToM mis Bo3aeiictBus BUY mocie mmmyHHOU cuctembl sBisiercs [THC.
[Ipennonaratot, yto BUYU He oka3piBaeT mpsiMOro LUTONATOT€HHOTo 3(dexTa, a HapylIeHue Hx
GyHKIUH CBA3aHHO HEMpoTOKcHYeckuM neiicTBueM gpP120 u mosiBJIEHHEM ayTOAHTUTEN MPOTUB
AHTUTE€HOB MO3IrOBOM TKAaHH.

B meuenuu BUY-unghexkyuu evioenatom ciedyroujue cmaouu

Accucmnmomuas — octpasi HHPEKIUs, TPOSBISIONIAsICS TPUMIIONOI00HBIMI CUMIITOMAMH C
HeJIOMaraHueM, MBIIIIEYHBIMUA O0JIsIMU, apUHTUTOM camopa3pemiaercs. [lanee Hacrymaer B Oec-
CUMITOMHBIN Meproj 1/ uiu 6ecCUMIITOMHAsI TeHepain3oBaHHas TuMdaneHonatus. Jnurens-
HOCTh CTaAuu BapbupyeT oT 3 1o 10-12 ner.

Cmaoua CIIH/]-accoyuuposannozo cumnmomokomniexca (npe-CIIN]l, panHss cumnroma-
TUYECKasl CTajusi) — CHUXKeHue Macchl Tena Ha 10% u Oonee, muxopajika Ha MPOTSIKEHUH 3
MecsieB U Oonee, HeOObsICHUMAasT XpoHUUeckas auapest 6omee 1 Mecsil. Bropuunble 3abo0neBaHus:
PEeUUIUBUPYIONINNA KaHIUI03; JTEUKOIUIAKUS s3bIKa, JIOKATU30BaHHAas Gopma capkoMbl Kamomw;
JEroYHbI TyOepkyne3; mepudepuueckas HEUpOMaTHs; TKETble PEIUIUBUPYIONINE OaKTepH-
anbHble HHGeKMH. [ IpoIomKHUTeIbHOCTD CTauu OT 3 10 7 JIieT.

Cmaous CITH/]a (no3aHsise, CAMIITOMHAs)) — T€pPMHUHANIbHAs cTaaus pa3Butus BUY-undexiuu.
Hauwnnaercs, xorma yucino CD4-numdonnroB nmagaet Hke 200 KIETOK HA MUKPOJHTP TIIa3MBbI.
XapakTepusyercst THKEIbIMU, TeHEPATU30BAHHBIMU, YTPOKAIOIINMHE KU3HU WHOEKIUSIMH U 37T0Ka-
YECTBEHHBIMH HOBoOOpazoBanusmu. BO3 onpenmenuna »5tu 3a0oneBanust kak CIIN/I-
uHAUKaTopHBIE. [lopaxkeHHst OpraHOB U CUCTEM HOCST HEOOPAaTUMBIN XapakTep.

Ilpunyunvr mepanuu BUY-ungexyuu
1. BeicokoaktuBHas anTuperpoBupycHas xumuorepanus — HAART (highly active antiretrovi-
ral therapy).
2. XuMHOTepanus 3JI0Ka4eCTBEHHBIX HOBOOOPa30BaHUil U CrielM(DUIESCKOE JICUCHHE BTOPUIHBIX
3a00JIeBaHUH.
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3. IlaroreHernyeckas Tepamnus, HalnpaBjeHa Ha KOPPEKLUIO UMMYHOJIOIMYECKONW HEI0CTaTou-
HOCTH — HUCIOJIb30BAaHUE UMMYHOTPOITHBIX CPEICTB (IIpernaparbl nHTephepoHa), CTUMYIIs-
TOPOB 3PUTPOII033A IIPU AHEMUSX, 3AMECTUTEIILHON Tepanui UMMYHOIJIO0yJIMHAMH.

Hpunyunot npopunaxmuxu BUY-ungpexyuu
¢ Bruisiienne BUY-uHGUUIMPOBaHHBIX JMII CPEAU YIPOKAEMbIX KOHTHUHI'€HTOB (JIMIa, KOHTAK-
TUPYIOIIKE C HH(UIMPOBAHHBIMH, IPOCTUTYTKH, HAPKOMAaHBI, IO03PUTENIbHbIE OOJIBHBIE).
e [Ipenynpexnenune HHGUUUPOBAHUS MEIULIMHCKOIO MHCTPYMEHTApHUs, JIEKapCTB, NpenapaToB
KpOBH.
e [Iponaranyia 3HaHu#l 1o npeaynpexacHuio 3apaxenuss BUY npu 1mosoBeIX KOHTakTax (uc-
KJIIOYEHUE CIIy4alHbIX CBs3ed, MPUMEHEHHE CPEJCTB MHAMBHUIYalIbHON 3alllUThI, Ipe3epBaTU-
BbI).
e [Ipenynpexaenue 3apaxeHus: MEIpPaOOTHUKOB MPH KOHTAKTE ¢ OOJIBHBIMU M UX OMOJIOTHYE-
CKUMM JKUAKOCTSIMU (KPOBb, CEKPETHI, 3KCCYaThl, MOYa U T.1I.).

PoJib anonTo3a B HMMYHONATOJIOTHH

CormacHO COBPEMEHHBIM TPEJCTABJICHUSM pPAa3BUTHE AyTOMMMYHHBIX 3a00JICBAaHHIA MOKET
OBITh PE3yJbTATOM MPUHIIMITUAIBHBIX HEIOCTATKOB alloNTO3a — FeHETUYECKU 3alpOrpaMMHUPOBaH-
HOM 2JIMMHUHAIMY ayTOPEaKTUBHBIX JIMMdoruToB. HanmpoTus, anonto3 MHAYIHPOBAHHBIA HETATHB-
HBIMU BO3JICHCTBHSIMU CITY)KUT MPHUYUHON MMMYHOAC(DUIIUTOB. AIONTO3 «II0 YMOJYAHHUIO» Pa3BH-
BaeTCs B TEX CIIydasx, Koraa JUM(OIUT MOTyJdaeT JUIIb OJWH U3 JBYX CHTHAIOB, HEOOXOIUMBIX
JUIS y4acThs B UMMYHHOM OTBETe: CHUTHaji otOopa (audQepeHurnpoBKH) WK CUTHAN Mpoiudepa-
AU,

Knaccugukauusa peaxyuii 2unepuyecmeumenvrocmu no /Pcenny u Kymocy

Tun peakyuu (UMMYHHO2O I AymoummyHnwle 3a601e6a-
N0BpeNCOeHs) P HUsL

I ATonuueckas OpoHXHaJIbHas acTMa, all-
JIEPru4ecKre pUHUTHI, KOHBIOHKTUBUTHI,

(pearuHOBBIN, aHAPUITAKTH- . HE PA3BUBAIOTCA
weckui) aHa(pUIIaKTUYECKUH TIOK, aJuleprudyecKas
KpanuBHUIA, 0TeK KBHHKE
JlexapcTBeHHAst TPOMOOIIMTOIIEHUYECKAst
I MypIrypa, aluIepruyecKuil JIeKapCTBEHHBIN Muactenus rpaBuc,
(IIMTOTOKCUYECKUHN WITH arpaHy’solNTO3, TEMOTPAHCPY3HOHHBIE | AyTOMMMYHHas T€MOJIUTH-
LHUTOJIUTHYECKHI) peaKkiy, BO3HUKAIOIIUE BCIIEICTBUE YyecKas aHeMUs

HECOBMECTUMOCTH I'pyl KPOBU

CucremHas KpacCHasd BOJI-
YaHKa, CHCTCMHBIC BACKY-
JINTBI

OK30reHHBIN ajiepr WYECKUI aJIBBCOJIUT,

1T (MMM yHOKOMIIJIEKCHBIN
( i ) CBIBOPOTOUHAst 00JIe3Hb, heHOMEH ApTIoca

Anneprusi, GOpMHUPYIOMIAsCS TPH HEKOTO-
PBIX HH(EKIHMOHHBIX 3a00JIeBaHUIX (TY-
Oepkynes, nenpa, Opyuenies, cuduimc),
IJIEPrUYeCKUil KOHTaKTHBIN 1epMaTHT,

peaKIys OTTOPKECHHUsI TPAaHCIIIAaHTATa

v
(KJIETOYHOOTIOCPEIOBAaHHBIN )

PeBmaTounHbIN apTpUT,
paccestHHbIN CKIIEPO3

VMMyYHHBII THII CAaXapHOTO
\ } HE PA3BUBAIOTCS nuadera, ayTOMMMYHHBIE
(aHTHpPELIENTTOPHBIN ) 3a00J1€BaHUs ATOBUTHOM

JKCIIC3HhI, FI/IHO(I)I/Ba

AJUIEPTUSI — »TO0 TMNOBOM MMMYHOIIATOJIOTUYECKUHM MPOLECC, Pa3BUBAIOLIMICS MPHU
KOHTAaKTE€ C AaHTUTE€HOM (TalTeHOM) U COIPOBOXKIAIOLIUICS MOBPEKICHUEM CTPYKTYphl U (PyHKINU
COOCTBEHHBIX KJIETOK, TKAaHEH U OPTaHOB.
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IMaToreneTnyeckasi KiaccupuKanusa ajJieprudyeckux peakuui (no Jowcenny u Kymocy)
Annepeuueckue peakuyuu I muna (peacunosvie, anaguiakmuuecxue)

ATOIINSA — renerndecku 00yCIIOBIEHHbBIN (HACIEICTBEHHBIN) BapUaHT HEMEJICHHOMN al-
JIEPTUUYECKON peakiuu, oObIYHO 3aBUCUMOM oT Hanmmuus IgE-antuten. (Hanpumep, aTonmueckuit

JIepMaTUT, aTONMHWYEeCKass OpoHXHWalbHAas acTtMa). M3BecTHO, YTO MOJUIMHO3BI ACCOIMUPOBAHBI C
HLA-A1, B8; aronuueckuii nepmatut — ¢ HLA-B35.

|. Ummynonocuueckas cmaous. B xone ceHCMOMIM3AUU MPOUCXOIUT B3aUMOJICHCTBUE CIEAYIO-
UX KJIETOK: ACHIAPUTHBIX, T-TuMpOUUTOB-XeImnepoB 2-ro tuna U B-mumdonnTtos. B pesynbrare
B-nmumdonuTtel mpeBpamarTcs B IiiazMaTudeckue kieTku W cuHTesupyioT IgE u I1gGs. mmy-
HOTJIOOYNTMHBI (PUKCHPYIOTCS Ha KJIETKAaX-MUIICHSAX (TKaHeBble 0a30(mibl U 0a30(uibl KpOBH).
[Ipy MOBTOPHOM MPOHUKHOBEHHH aHTUTEHA B OPraHU3M OH cBsi3biBaeTcs ¢ IgE, ¢ukcupoBanHOM Ha
ATHX KJIETKaX, BBI3BIBAS MX JCTPAHYIISIIHIO.

Il. Ilamoxumuueckas cmaous. TydHble KJIEeTKH (TKaHEBble 0a30(pHUIIbI) — 3TO KJIETKU COCIUHH-
TenbHOM TKaHu. OHM OOHAPY)KUBAIOTCS MPEUMYIIIECTBEHHO B KOXKE, JBIXaTEIbHBIX MYTSIX, IO XOIY
KPOBEHOCHBIX COCYJIOB U HEPBHBIX BOJOKOH. ['paHyIbl Ty4HBIX KJIETOK U 06a30(huiioB KpoBH cojiep-
KaT MEAMaTOPBl: THCTaMUH, renapuH, GakTop xemoTtakcuca 303uHopmIoB (PXDI), pakTop Xemo-
takcuca HelTpopuiaoB (OXH). DPdeKTsl 3TUX MeTUATOPOB XaPAKTEPU3YIOT CTaAUI0 OMOXHUMUYE-
CKUX peakuuid. MenuaTopsl ajieprudeckux peakuuit [ tuna npeacrasiensl B Tabnuue 1.

Tabmuma 1 — Menuatopsl ajuieprudeckoi peaknuu | tuma u ux addexrol (no E./J].ITonvobepey,
2009)

MezmaTopr buoaornyeckas aKkTHBHOCTD

IlepBuynbIe
1. Ilpedcywecmeyrowue:

HeiictBys uepe3 Hi perentopbl NpUBOAUT K MOBBILIEHUIO MPOHHUIIAE-
MOCTH COCY/IOB, PacIIMPEHUI0 apTEepUON U MPEeKanwIsIpoB, COKpallle-
HUE TJIAJAKOW MYCKYJaTypbl, YBEIHMUEHHUIO CEKpeluu ciu3u. Boszmeii-
cTBUE Ha H2 IpUBOIUT K MPOTHUBONOJIOKHOMY 3D (DEKTY.

I'ucramun

dakTop XxeMoTakcuca
r03uHOpuIIOB (PXI-A)
dakTop XxemMoTakcuca
HelTpodpuinos (DXH-A)
bazodunpHbIil KamMKpe-
UH

XeMOTaKCHC BOBI/IHO(l)I/IJ'IOB

XemoTakcuc HelHTpoduion

OO6pazoBanue OpaAMKMHIHA U3 KHHUHOTEHA

FCHapI/IH AHTHKOAr YIISAHT, aHTUKOMIIJICMCHTApHAA aKTUBHOCTDb

2. Buosv cunmesupyemvie:

CoxkpalieHrue INIagKONM MYCKYJIaTypbl, MOBBILIEHHUE IPOHUIAEMOCTH
COCYJIOB
Jleikorpuen By XeMoTakcuc HeHTpopHIIOB U 303UHO(UIOB

Jleitkotpuensl Cs4 u Dy

CoxkpaltieHne riIagkoi MyCKyIaTyphl, CHIDKEHHE A
ITpocrarnanaun Dy paid 2l YCKyIaTyphl, i

@PakTop aKTUBALNUU Arperarusi TpOMOOIIMTOB, BEICBOOOXK/IEHHE MEIUATOPOB M3 TPOMOOIH-
tpombo1mToB (PAT) TOB, COKpAILlEHUE TTIaJAKOW MYCKYJIaTyphl
Tpombokcan A2 CoxkpailieHre raaKkol MycKyIaTyphl, arperaiusi TpOMOOIIMTOB
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Bropuunbie

CokpamieHue TIaJKod MYCKYJaTypbl, MOBBILIEHHE ITPOHUIIAEMOCTH
HpOCTaI‘HaHI[I/IH Pza COCy1O0B, CTUMYJIAHA BBICBO60)KI[€HI/I$I MCIUATOPOB U3 TYYHBIX KIJIC-
TOK

Paccrnabnenue riagkoil MycKyJaaTypbl OPOHXOB, TOPMOXKEHHE BBICBO-
00K JICHHSI MEIMATOPOB U3 TYYHBIX KJIETOK

bpanukunun u neiikoku-  (IIoBblIeHHE NPOHULIAEMOCTH COCYJIOB, PACIIMPEHHUE apTepUo U Ipe-
HHH KalnJIsIpoOB, COKpaliCHUC I‘JIElI[KOﬁ MYCKYJAaTypbl, CTUMYJIAIHUA XCMO-
Takcuca HeHTpo(duIoB, MOHOLIUTOB, J03UHOPHIIOB

CoxkpalieHrue INIaJKOH MYCKYJlaTypbl, IOBBIIIEHHE MPOHHUIIAEMOCTH
CepoToHuH COCYJIOB, CIIa3M COCYJOB IIOYEK, Cep/lLa, MO3ra, JIETKUX, PacCIIUupEeHNe
COCYHOB CKCJICTHBIX MBIIII]

[Ipocrarnangun E2

JInzocomanbHbie (hepMeH-
TBHI TPAHYJIOIUTOB U OKCHU- |[loBpexaeHue KIeTok
JTAHTBI

1. Ilamogusuonocuueckas cmaous

B pesynbrare neicTBHS MEIMATOPOB MOBBIMIACTCS MPOHHUIIAEMOCTHh COCYIOB MUKPOIMPKY-
JSTOPHOTO PYCIIa, YTO COMPOBOXKIACTCS Pa3BUTHEM OTEKA U CEPO3HOro BocmalieHus. [Ipu mokanu-
3aIMU MMPOIIeCcCa Ha CIM3UCTRIX 000I0YKaX BO3HUKAET THIIEPCEKpenrsl. B opraHax IbIXaHUsl pa3BU-
BaeTCsi OPOHXOCIA3M, OTEK CTEHKH OPOHXHOJ M THIIEPCEKPEIHsS MOKPOThI — PE3KOe 3aTpyIHCHUE
neixaHus. Bee aTr 3 (eKThl KIIMHUYECKHU MPOSIBIISIFOTCS] B BUJIE MIPUCTYIIOB OPOHXHATBEHON aCTMBI,
PUHUTA, KOHBIOHKTUBUTA, KPAIIMBHHUILIBI, KOXKHOTO 3y/1a, MECTHOTO OTeKa, Auapeu u ap. OueHp ya-
cto | T ayyiepruu CONpOBOXKIACTCS YBEIMICHHEM KOJMYECTBA Y03MHO(DUIOB B KPOBU, MOKPOTE,
CEpO3HOM 3KCCyaTe, Tak KaK OJHUM U3 MeIuaTopoB siBisierca OXI.

Annepeuueckue peakyuu Il muna (yumomoxcuueckue)

|. Ummynonozuueckas cmaousa ITpuunHON HUTOTOKCUYECKUX PEAKIUM SIBISIETCS BOZHUKHOBEHHE B
OpraHu3Me KJIETOK ¢ U3MEHEHHBIMH KOMIIOHEHTaMH LIUTOIIa3MaTndeckoit MmeMmOpansl. [losiBieHue
ayToaJlJIEpreHoB 3alycKaeT Mnpolecc ceHcnomnmsanuu (BoipadoTka ayroanturen [gG- u IgM). Onu
00J1a71at0T COCOOHOCTHIO (PUKCUPOBATH KOMIUIEMEHT U BBI3bIBATh €0 aKkTHBalMI0. YacTe aHTUTEN
o0JazaeT oncoHu3uUpyrowWuMu CBOMCTBaMHU (YCHUIUBAIOT (HarouTo3) U 0OBIYHO HEe GUKCHPYET KOM-
IIJIEMEHT.

Il. Ilamoxumuueckas cmadus — cragus BBIACIEHUS MeAMATOPOB. MenuaTopel U UX 3(PPEeKThI
NpeJCTaBJIeHbI B TaOIUIE 2.

Beigenstor 3 Tumna peanuzanuu 3TON CTaIuu:

Komnnemenm3zasucumurii yumonu3s. Kommexcel AI'+AT, ¢puxkcupoBaHHbIe Ha TOBEPXHOCTH
M3MEHEHHOM KJIETKH, IPUCOEANHSIIOT U aKTUBUPYIOT KOMILIEMEHT (110 Ki1accuyeckomy mytH). Ko-
HEYHBIM HTAIOM TON aKTHBALIUU SBJIAETCS 00pa30BaHKUE MEIMATOPOB — KOMITIOHEHTOB KOMILIE-
MeHnTa: C4B2a3B; C3a; CS5a; C567; C5678; C56789, nu3npyroniux KIeTKH.

Dazoyumos. DukcupoBaHHBIE HA U3MEHEHHBIX KileTKax opranusma IgG, IgM u C3B-
KOMITOHEHTHI KOMIJIEMEHTA OKa3bIBalOT ONICOHU3UPYIOIEE AEHCTBUE, T.€. CIOCOOCTBYIOT CBA3BIBA-
HUIO (aroluToOB ¢ MOBEPXHOCTHIO KIETOK-MUIIEHEH U X aKTUBAIlMH. AKTUBUPOBAHHbIE (DaroIuThI
MOTJIOMIAIOT KJIETKU-MUILEHU U pa3pylIatoT UX MPU MOMOILIH JIM30COMATIBHBIX ()EPMEHTOB.

Anmumeno3zagucuman KiemouHas YUmomoKcuyHocms. Peanusyercs 1myTeM NpucoeInHe-
HUs KiIeTku-kmiepa Kk Fe-¢pparmenty anturen knaccoB IgG u IgM mokpbIBaronmx M3MeHEHHbIE
KJICTKU-MUIIEHU C TMOCIEIYIOIUM UX JTM3UCOM C MOMOIIBIO TIep(HOPUHOB U MPOAYKIUU aKTUBHBIX
MeTaboIMTOB KUCIOPOAa. AHTUTENA CIYKAaT «MOCTUKOM» MEXIY KJIETKOH-MUIIEHbIO U 3 deKTop-
HoM kieTkoi. K addextopubiM K-kineTkam OTHOCAT rpaHynouuTsl, Makpodaru, Tpomoorutsl, NK-
KJIETKH.
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Tabmuia 2 — MeauaTtops! anneprudeckux peakuuii I tuna (no E. /]I onvobepey, 2009)

Menuatopsl Buosornyeckass akKTUBHOCTEL

1. AktuBupoBanHbIe KOMIIO- |VIMMyHHOE mpuinnanue K ¢aronuraM (MMMYHOAIT€pEeHLHUs), yCHU-
HeHTHI KomiuieMeHTa C4B2a3B |neHue (haronuTosa, SK301IMTO3 TPaHy HEUTPpOodHIIOB

XeMOTaKkcUC HEUTPOPUIOB, S03MNHOPUIOB U MOHOILIUTOB, OCBOOOXK-
JICHUE JTM30COMAIIBbHBIX (PEPMEHTOB M3 HEUTPO(DHIOB, CTUMYIISIIHS
C3a-,C5a-anadunaTokCuHBl  |BBICBOOOXKJICHHS TMCTAMHHA W3 TYYHBIX KJIETOK, MOBBIIIEHUE IPO-
HUIIAEMOCTH COCYJIOB, HEIOCPEICTBEHHOE ICHCTBHE Ha TJIaIKYIO
MYCKYJATypy ¥ MEUKPOLMPKYJISIIUIO

C567 CeneKTUBHBIN XeMOTaKCUC HEUTPO(DUIIOB

C5678 MeieHHOE TIOBPEXKICHHE KIETOYHBIX MeMOpaH, BBICBOOOXKICHHE
JM30COMAJIbHBIX (DEPMEHTOB

BbICTpOG MOBPECKACHUC KIICTOYHBIX MCM6paH, BBICBO60)KI[CHI/I€ JIn-

C56789
30COMAJIBHBIX (hepMEHTOB

2. OxcupanTtsel: Oz — cyme-
POKCUJIHBIN aHUOH -pafuKkan |(MHunmupoBaHue MEPEeKUCHOTO OKHUCIICHHS JIUIUOB, MTOBPEKICHUE
OH —ruapoKCUIIbHBIN paJid- |KJIETOYHBIX MeMOpaH

Kaj

3. JIuzocomanbHbie (hepmenTsI |[IoBpekaeHNE ONICOHN3UPOBAHHBIX KIETOK

. Ilamoguzuonocuueckan cmaous. IloBpexaeHue KIETKU: B MEMOpaHe 00pa3yrOTCs IUITUHIPU-
YEeCKHE TIOPhl — OCMOTHYECKUI TOK (BXOJl B KJIETKY BOJIbI) — THOEIbh KJIETOK — yJAJICHUE ITyTeM
¢aromnurosa.

Annepeuueckue peaxkyuu II1 muna (ummynoxomniexcHole)
|. ©mmynonocuueckas cmaous. B oTBET Ha MOSIBICHUE allJiepreHa WM aHTUTeHAa HAaUMHAETCs CHH-
Te3 aHTUTeN, npeumyinecTBeHHO [gGi-3 - u [gM-knaccoB. B otiuume ot amneprudeckoit peakiuu |l
TUIA 3TH UIMMYHHbIE KOMIUIEKChI IPELMITUTHPYIOT B TKaHAX UM KPOBOTOKE, a HE (PUKCUPOBAHBI Ha
kieTkax mumeHsx. B nopme UK ynanstorcss u3 opraHuszMa ¢ NOMOIIbIO CHCTEMBI KOMILJIEMEHTA
(xommnonenToB C1-C5), spurporuroB 1 Makpodaro. HacnenctBennsle u npuoOpeTeHHbIE edek-
Thl KOMIIOHEHTOB KOMIUIEMEHTa, a TaK)K€ pPELEeNTOpPHOro ammapara MakpodaroB M 3pUTPOLUTOB
00yCJIOBIMBAIOT HAKOIUIEHUE M IUPKYJSALUIO B OPraHU3ME HMMYHHBIX KOMIIJIEKCOB C MOCIEYIO-
el ux ukcanme Ha COCyIMCTON CTEHKE U B TKaHX, MPOBOIUPYs BOCIIAJICHHUE.
Il. Ilamoxumuueckas cmaous. ITpu upeamepHoM mporecce 00pa3oBaHMs MEAMATOPOB OHU OKa3bl-
BaIOT MOBpeXxatoniee faeiicteue. [leiicTBre Bcex nepedrcieHHbIX OCHOBHBIX MEIMAaTOPOB XapaKTe-
pHU3yeTCsl YCHIIEHHEM IIPOTEO0IIN3A.

Tabnuua 3 — Meauarops! ateprudeckux peakuuii 11 Tuna (no E./[.I onvobepey, 2009)

IToBpekaeHne KI1€TOK U HEKJETOUYHBIX CTPYKTYP

MeMOpaHoartakyromne kommiekesl C5678, C56789, C3b56789
(epMeHTHI (ParouTOB U pa3pyIIEHHBIX KIETOK
AKTHBHBIE ()OPMBI KUCIIOPOAA ¥ CBOOOTHBIC PaJHKAIIBI

HNHaykuus BocnAIUTEeIbHBIX PeaKIii B 30He aJ/lJIepruu

(bakTOpbI MOBPEXIEHUS KIETOK U HEKJIETOUHBIX CTPYKTYP

CTUMYJISATOPHI (haronurosa

(bakTopbl XeMOTaKcHCa

®HO

KWHUHBI, JeHKoTpreH B4

daxTopsl kommementa C3a, C3b, C5a (anadumorokcunnl), C4b2a3b, C5, C5b67
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IHoBblIeHNE POHUIIAEMOCTH CTEHOK COCYA0B U 0a3a1bHBIX MeMOpaH:

['ucramuH, cepoTOHUH
Jleitkotpuenst C4, D4
daktopsl kommiemenTa C3a, C5a

AxTHBanus TpoM0000pa3oBaHuA

TpomOokcan A2

1. Ilamogpusuonocuueckas cmaous. B pe3ynabTaTe MOSBIEHUS MEIUMATOPOB pPa3BUBAIOTCS BOCIHa-
JICHHE C albTepaluel, sKccyaanueil u nponaudepalyeid, BaCKyIUThl, TPUBOISAIINE K MOSBICHUIO
y3JI0BaTOM 3pUTEMBI, Y3€JIKOBOro mepuaprepuuta. BcerenctBue aktuBauuu (aktopa Xaremana
W/WIM TPOMOOIIMTOB WHOT/IA MPOUCXOAUT BHYTPHCOCYAMCTOE CBEPTHIBAHHE KPOBU. TpeTtwil THIl
QIJIEPTUYECKUX PEaKIMi SBJISETCS BEAYLUIUM B PAa3BUTHUH CHIBOPOTOUYHON OOJIE3HU, 3K30TE€HHBIX
JJIEPTUYECKUX aJIbBEOJINTOB, HEKOTOPBIX CIy4YaeB JEKAPCTBEHHON U MUILEBOM ajyIepruu, ayTouM-
MYHHBIX 3200JIeBaHUl (CHUCTEMHAasi KpacHas BoiyaHkKa u ap.). [Ipy 3HauUMTEIbHON aKTUBAIUU KOM-
TUIEMEHTA Pa3BUBACTCS CHCTEMHAas aHaUIIaKCHs B BUJIC IIOKA.

Annepzuueckue peaxyuu IV muna (xiemounoonocpedosanivle)

|. Ummynonoecuueckas cmaous. Iloctynaronmii B OpraHu3M aHTHIEH Yallle BCErO KOHTAKTUPYET C
Makpodarom, o0pabaTeIBacTCsI UM, a 3aTe€M B IepepadOTaHHOM BHJIC TiepeaaeTcs T-xenmepy, uMme-
IOIIMM Ha CBOCH MOBEPXHOCTH PELETITOPHI JUisi aHTureHa. OHU paclo3HAIOT aHTHIECH, a 3aTeM C T10-
MOIIBI0 WHTEPIICHKUHOB 3amycKatoT npoiudepamnuto 3¢gdexropubix T-KineTok BocmnaieHus ¢ GpeHo-
tunamu CD4+ u CD8+, a Takke KIETOK IMaMsTH, TTO3BOJISIFOIIUX COPMHUPOBATH OBICTPHI HMMYH-
HBIA OTBET IPY MOBTOPHOM MOIAJaHUN aHTUTEeHA B opraHusM. llocie oHOBpPEMEHHOTO CBSI3bIBA-
HUsl T-KJIETKU ¢ aHTUTCHOM HauuHaeTcs nposnudepanus TUMQPOIUTOB U UX TpaHCPopmanus B Ona-
CTHIL.

Il. Ilamoxumuueckas cmaous. AHTUTeHHas CTUMYJSALUSA U OnactTpaHchopMaiust JTUMQOIUTOB
COIPOBOKAAIOTCS 00pa30BaHUEM U BBIJICIIEHUEM MEIMAaTOPOB — IUTOKHHOB (JTMM(OKHHOB U MO-
HOKHMHOB). MenuaTopbl JeiCTBYIOT Ha KJIETKU-MHILIEHH (Makpodaru U HeUTpouibl, TMM(OIMTHI,
¢ubpoOIaCThI, CTBOJIOBBIE KJIETKH KOCTHOTO MO3Ta, OMYXOJEBBIE KJIETKH, OCTEOKIIACTHI U Jp.), He-
CyllMe Ha CBOEH NMOBEPXHOCTH MeIuaTOpHble penentopsl. buomorndeckuit 3pdexkr meauaropos
pa3zHooOpa3eH U npeacTanieH B Tabaune 3. OHU U3MEHSIOT KJIETOYHYIO MOJABHKHOCTb, aKTUBHUPY-
10T KJIETKH, Y4acTBYIOIIME B BOCIHAJIEHUH, CIIOCOOCTBYIOT HMposin(epaluu U CO3PEBaHUIO KIIETOK,
PETYIUPYIOT KOOTIEPAIIHI0O MUMMYHOKOMIIETEHTHBIX KJIETOK.

Tabnuma 3 — MenuaTopsl aJuIepruuecKux peakiuii, onocpeaoBanubix T-kinetkamu (no E./[. Tonv-
0bepzy, 2009)

Menuatopsbl, 1edCTBYOLIME HA JUM(OUUTHI

Menuatopsl buosornyeckasi akTuUBHOCTh

1. ®aktop neperoca (PII) OtBerctBeH 3a nepeHoc ['3T, ycuiieHHME HUTOTOKCHYECKOTO Jeil-
CTBUSI, YBETIMUEHUE OnacTTpanchopmanmu

2. ®akTopsl Tpanchopmaruu |OnpeaensiroT 0J1acTo- 1 MUTOTEHHYIO aKTUBHOCTh, Hecrnenuduye-
mumbonutoB (OTJI): MuTo- |cKoe BoBIeUECHHE TUM(OIUTOB B AJIIEPTHUECKYIO PEAKITUIO

reHHbIil (M) 6aacToreHHbIN
3. Unrepneiikun-1 (UJI1-1) VYcunuBaetr oTBET TUMOIUTOB U T-TMMQONMTOB Ha aHTUTEH, aKTH-
(mporyuupyercs Makpo- BUpYeT B-muM@onuTs

daramu)
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4. Nnrepneiikun-2 (NJI-2)
(mponyuupyercst T-
auMdoUTaMH )

Crumynupyer nponudepanuio T-muM(OIUTOB MO BIUSIHUEM MU-
TOT€HOB M AHTHIE€HOB, CIOCOOCTBYET NupdepeHIIupoBKe Mpelie-
CTBEHHUKOB T-TMMQOUUTOB B HUTOTOKCHYECKUE T-THMQOIUTHI,
MPOSIBIISICT XEJNEPHYIO AKTUBHOCTH B OTHOUIEHNH B-umbonutos

Menunaropsbl, JeiicTBylomMe HA (parouuTos

1. MakpodaraibHblii XeMoaT-
TpakTaHTHBIN Oestok (MXDb)

CriocoOCTBYeT HAKOIUICHHIO MakpodaroB B OO0JIACTH aJIepruye-
CKOM aJIbTepalnuu

2. MakpodaranbHblif Boca-
nuTenbHbIA 0e10k (MBB)

[TpeBpamaer Makpodaru (MOHOIIUTHI) B aKTUBHYIO (hOpMY, aKTUBU-
pYET SHAOTEJIHI

3. @akTophl XEMOTaKcHCca
(PX)

Menauatopsbl, 1edCTBYIOLINE HA KJIETKHU-MHUILIEHU

Crioco6cTBYeT XeMOTaKCHCy Makpo(aroB ¥ rpaHyJIONHUTOB

1. JIumpounuTOTOKCHH Oxa3pIBaeT UTOTOKCUYECKHI dIPPEKT

(PHOP)

OxkasbIBaeT MPOTUBOBUPYCHOE JIEHCTBUE, YCUIUBACT ITUTOTOKCHY-
HOCTH JTUM(OIIUTOB, aKTUBHPYET MaKpo(daru U €CTCCTBCHHBIE KHIJI-
JIepBI

Oka3pIBaeT MPOTHBOBHPYCHBIN 3P (HEKT, CTUMYIUPYET UMMYHHBIC
peakiuu (yCHJICHHE BbIPAOOTKH aHTHTEN, IIATOTOKCUYHOCTU JIUM-
dboumToB, harormuTo3a Makpodaramm)

BbI3bIBaeT TOPMOXKEHHUE JIEIICHUS KIIETOK

2. UnTepdepon-o

3. Uutepdepon-y

4. ®akTop, MHrHOUPYIOLIUT
npoaudepanuto (PUIT)

5. @akTop, HHTHOUPYIOIIHI
kjoHupoBanue (PUK)

IlopaBnsieT KJIOHAIBHBIN POCT KIICTOUYHBIX KYJIBTYP

I, Ilamogpusuonocuueckaa cmaous 3aBUCUT OT MPUPOABI ITUOJIIOTHYECKOT0 (akTopa U TOH TKaHH,
I7Ie pa3BOPAYMBACTCS MATOJOTUYECKHM MpoIlecc. ITO MOTYT OBITh MATOJIOTHYECKUE IMPOIECCHl B
KOXKe, CyCTaBax, BHYTPEHHHMX OpraHax. B BocmanutenbHOM HMHOMIBTpaTe MpeodsajaoT MOHO-
HYyKJIEapHbIE KJIETKU (JTMMQPOLUTHI, MOHOLIUTHI/Makpodaru). Hapyimenne MUKpOLMPKYIISALUN B 04a-
re MOBPeXAeHUs 00BSICHIETCS MOBBIIIEHUEM MPOHULIAEMOCTH COCYOB I0/1 BIUSHUEM MEIHAaTOPOB
(KMHUHBL, THAPOIUTHYECKHE (DEpPMEHTHI), a TAK)KE€ aKTUBAllMEW CBEPTHIBAIOIIEH CUCTEMBbI KPOBU U
ycusieHneM oOpa3oBaHus ¢pubpuHa. OTCYyTCTBUE 3HAUUTEIBHOTO OTEKa, TAK XapaKTEPHOIO JUIsl UM-
MYHHBIX MOPAKEHUH NMpHU aJJIEPrUuecKUX PeaklMsIX HEMEIJECHHOrO TUIa, CBSA3aHO C BeChMa Orpa-
HUYEHHOH POJIbIO THCTaMHHA.

TPAHCIT/IAHTAITHOHHBIH HMMYHHTET

Tpancnnanrtanus npeacraBiseT coboil mepecaaky OpraHoB MM TKaHEH, U3BATBHIX U3 Opra-
HU3Ma JJOHOPA B OpraHu3M peuumnuenTa. Paznuyator crieayromnime BUAbl TpaHCIUIaHTall]:
Cuneennas — TKaHU JOHOPA FEHETUYECKU MIEHTHYHBI PEUIHEHTY (OT OAHOSUIEBBIX OJM3HELIOB).
Annocennas — TKaHW JOHOpA TOTO K€ BHUJA, YTO U TKAHW PELMIIUEHTa, HO T€HETUYECKU OHU He
UJICHTUYHBI.
Kcenoeennas— nepecaaka opraHoB ¥ TKaHel Ipyroro OMOJIOrH4ecKoro BU/a.
Aymompancnianmayus — 1epecagKa OpranoB U TKaHEH OT CAMOT'0 PELIMIIUEHTA.

OTTOpKEHNE TpaHCIUIaHTaTa MPOUCXOUT BCIIEICTBUE TKAHEBOM HECOBMECTUMOCTH TIOHOpA
U PELIUIINEHTA.

[Ipn TpaHcmymaHTalMsi KOCTHOTO MO3ra CYIIECTBYET BO3MOXHOCTh Pa3BUTHS peakyus
«mpancnaanmam npomug xozaunay (PTIIX). PTIIX y B3pocibIx pa3BUBaeTCs B ciaydae Nepecagku
QJIJIOTEHHBIX KJIETOK CHUCTEMbl KPOBH IMAIMEHTaM C IOJIaBJICHHBIM UMMYHHUTETOM, HalpuMep, Npu
UMMYHOJIeUINTE, XUMUO - WIH PAJAUOTEpanuu OMyXOJeBbIX 3abosieBaHUil. B ocHOBe mono0HOMN
PEaKIMHM JIKUT aTaka UMMYHOKOMIIETEHTHBIX KJIETOK IOHOpa Ha TKaHM peuunuenra. [Ipeobnagaer
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peakiusa CD4" - mumdormros Ha npoxyktsl MHC Il xmacca. I103T0My OCHOBHOM MHIIEHBIO ISt
HOPaKEHMsT SBJIAIOTCSA: KIETKHM JlaHrepranca KoKW, SIUTENIUaldbHbIE KIETKH TuMyca. CD4" -
TUMQOIUTHI JOHOPA PA3MHOXKAIOTCS U MHOWIBTPUPYIOT TKaHU-MHIICHH, BBITECHSSI COOCTBCHHBIC
TUM(POUTHBIC KICTKH.

OcHOBHBbIE PHHIMIBI AUATHOCTHKHU AJUIEPIrHYecKUX 3200/1eBaHMIi.
1. C6op anmneproyoru4eckoro aHaMmHesa
2. Knunuko-nabopatopHoe o0cineoBaHHE — MPOBOJUTCS C LENbI0 YTOYHEHHUS HO30JIOTHH,
yCTaHOBJICHMSI JIOKAJIU3aluu mpolecca u (aszsl 3a06oeBanus. BkitouaeT ocMOTp nanuenTa, oomui
aHaIM3 KpOBH, aHAIM3 MOKPOTHI, HOCOBOTO CEKpETa, PEHTTeHOrpaduio TPYIHOH KIETKH |
OKOJIOHOCOBBIX Ma3yX.
3. Amnepronorudeckoe 00ciaeI0BaHNE BKITIOYACT:
— KOXHBIE MPOOHI,
— MPOBOKAIIIOHHBIE TECTHI,
— nabopaTopHble UCCIe0oBaHUs (OMpeaeneHre cColep:KaHus OOIIero U amiepreHcnene@uyeckoro
IgE, peakums merpaHyssIMM TYYHBIX KJIETOK (IpsMas M HempsMas), TECT Ha 303WHO(HMIBHBIN
katuoHHbI Oenok (ECP), BoisiBneHune crneunduueckux aHTUTEN, OMpEesIeHHe HUPKYIUPYIOIIHX
MMMYHHBIX KOMIUIEKCOB M MIX OTJIO)KEHUH B TIOPAKEHHBIX OpTraHaX, IPOBEIECHUE PEaKIy OJIaCTHOU
TpaHcopMaIi Ha COOTBETCTBYIOIINUNA aHTUTEH).

OcHOBHbBIEe NPUHIUIIBI JICYEHHUS AJLJIePru4ecKux 3a001eBaHN

9mu0mponglﬁ — 3aKI04acTCd B YCTpPAHCHUW HJIM HNPCAOTBPAlICHUC KOHTAKTa OpraHusMa C
AJJICPIrCHOM.
Ilamoecenemuueckuti — MCTOABI, HNPUBOAAIIME B KOHCYHOM HUTOI¢ K COCTOAHUIO THUIIO- WA

JECCHCUOMIM3AIMM  OpraHu3Ma. OJTO  COCTOSIHME JOCTUTaercs ImyTeM  (QopMUpOBaHUs
TOJIEPAaHTHOCTH K aJUIEPreHy, CHIDKEHHUS MPOAYKIMH AHTHUTENI M MEIUaTOpPOB ajuIepruH, HX
pa3pylLIeHNs 1 BHIBEJCHHUS.

Annepeencneyuguuecxkas ummynomepanus (ACHUT) — BBefeHUE mpernapaTa BhI3bIBAIOIIETO
AJUIEPTUYECKYIO PEAKIIMIO Yyepe3 HeOObIINe TPOMEKYTKH BPEMEHH B TEUEHUE HECKOJIBKMX YacoB B
HapacTaromieit 1o3e. [IpoBoUTCS TOTBKO B YCIOBHSAX CTAI[IOHAPA.

Hecneyugpuueckas mepanus 3axmodyaercs B NMPUMEHEHUH aHTUTHCTAMUHHBIX MpemapaTosB,
MMMYHOJIEIPECCAaHTOB, MEMOPAHOCTAOUIN3aTOPOB.

Cumnmomamuueckas mepanus — TPEIOTBpPAIICHHE, YCTPAHEHUE HEMPUATHBIX, TATOCTHBIX
OLIYIIEHWH y manueHTa. [IpUMEHSIOT OTBIEKAIONIYI0 TEpamuio, CEaHChl BHYIICHUS,
00e3001MBarolMe, celaTUBHBIE U ICUXOTPOITHBIE CPE/ICTBA.

Canocenemuueckas mepanus — aKTUBAIMsl AJalTUBHBIX PEAKIUH W TPOIECCOB (B TOM YHCIE
penepantoHHO-pereHepaTUBHbIX). JJIs1 3TOro MCMoNb3yroTCcsl (PUTOAaNTOr€Hbl, MUKPOJIEMEHTHI,
BUTAaMHHBI, DH3UMBI W JPYIHe JIEKAPCTBEHHBIE CpeACTBAa. HeMmeamkamMeHTO3HOE BO3JeiHCTBHE
3aKJII0YAeTCs B UCMOJIB30BAaHWU JIEUEOHOTO THUTAHMUS WIM TOJOJAHMS, 3aKallMBaHUS W
TICUXOTEPaIny.

OcHoBHbIEe IPUHIHUIBI NPOPUIAKTHKH aJlJIepru4ecKux 3a0o1eBaHui

Ilepsuunas — mnpeaynpexIeHNe BO3HHUKHOBEHHUS aJICPrHUECKOro 3aboyieBaHUs, MyTEM
MPEAOTBPALECHUS NN OTPAaHUYECHHS] KOHTAKTA C aJUIEPre€HOM.

Bmopuunas — paHHAA OUAarHOCTHKA U aJE€KBAaTHOE JICUEHUE BO3HUKILIEIO AJIIEPTUYECKOIO
3a00JIeBaHus, YTO CIIOCOOHO B JlallbHEWIIIEM MOBIHATh HA BO3HUKHOBEHHE APYruX (Gopm amnepruit
B OoJiee MO3/THEM BO3pacTe.

Tpemuynaa — npopUITAKTHKA TOBTOPHBIX O0OCTPEHUH aJlJIEPrU4YecKOro 3a0oJeBaHus, YeMy
CIOCOOCTBYET aJIeKBaTHOE M CBOEBPEMEHHOE JICUEHUE BO3HUKIIMX 000CTPEHU.

NUMMYHOJIOTUYECKASA TOJEPAHTHOCTb —  cocrosiHue MPUOOPETEHHOM
cnienuuaecKkoil apeakTUBHOCTH K aHTUTCHY.
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Buowvt ummynonozuueckoii monepanmuocmu:
Ilonnasi — cOCTOSIHME apeaKTUBHOCTH OXBAaThIBACT BCE JIMMQOIMTHI, CIOCOOHBIE pearupoBaTh Ha
JAHHBIA aHTUTE€H
Yacmuunas — COCTOSSHUE apeaKTUBHOCTU OXBATHIBAET TOJIBKO YacTh JUM(OIIUTOB, CITIOCOOHBIX
pearupoBaTh Ha JaHHbBIA AHTUTEH.
Ecmecmeennas — TOAEPAaHTHOCTh K CBOUM aHTUTEHAM.
Ilpuobpemennas — WCKYCCTBEHHO MHIYLIUPYEMasi TOJIEPAHTHOCTH K Uy)KEPOJHOMY aHTHUTCHY.

Mexanuszmol n000EPHCAHUA UMMYHOSIOZUYECKOT AYIMOMOIEPAHMHOCHU

Lenmpanvuvie — GopMHUPYIOTCS B TIpoLiecce TUMQOII033a B ICHTPAIBHBIX JTUM(POUTHBIX
opraHax — TUMYCE U KOCTHOM MO3Te€.

KinoHanbHas jieneiusi — rudesib MyTeM aronTo3a B THMYCE W KpacHOM KocTHOM mo3sre T- u B-
TUMOOIUTOB, UMEIOIIUX PELENTOPhI K ayTOAHTUT€HAM.

KnoHanbHas aHeprus — apeakTUBHOCTh JMM(OIMTOB, MMEIOUIMX B-KIeTOYHbIC pelenTopsl K
pPacTBOPEHHBIM ayTOAHTHICHAM B HHU3KHX KOHIEHTpauusx. [locie KOHTakTa ¢ aHTHICHOM
JUMQOIUT COXpAHSICT >KU3HECHOCOOHOCTh, OTBEYaeT mpojudepaleldi Ha HecneruduuecKue
curtaipl (IL-2), HO He Ha CHUTHAJIBI, MOCTYMAIOIINE ¢ AHTUTCH-CIEIU(DUIESCKUX PEIENTOPOB, —
KJICTKH (DYHKIIHOHAILHO HE aKTHBHBI.

Tepugpepuueckue — HOPMHUPYIOTCS Ha ITalle KMMYHOTCHE3a B MEpUPEPUUSCKUX OpraHax H
TKaHsAX B OTHOHmICHHH T- ¥ B-1uMponnuToB n30eKaBIIMX HErATUBHOW CEJICKIMHM B IICHTPAIbHBIX
OpraHax UMMYHHOM CHCTEMBI.

T-kieTouHas UMMYHOCYTIpeccHs — HepudepruIeckre ayTopeakTHBHbBIC TUMQOIIUTHI MOABEPratOTCs
anonmosy WIH CTAHOBATCS aHepeUYHbIMU BCICICTBHE CYNMPECCHBHOTO BIIHMSHHUS I[UTOKHHOB
npoduis Th2 (T-xenmepos 2).

OcHo6Hble nPUYUHBL OMMEHDBL €CIECHIBEHHOT UMMYHON02UYECKOU MOSIEPAHIMHOCHU.

— Hapymenune snuMuHanmy ayropeakTuBHbIX T- 1 B-kiteTok

— IloBpexxeHue ructToreMaTuyeckKux 0apbepoB U MOIaJaHHe aHTUT€HOB 3a0apbepHBIX OPraHOB B
KPOBOTOK.
— AyTOMMMYHU3a1Msl BCIEACTBHE CYILIECTBOBAHUS IEPEKPECTHO-PEATUPYIOLIUX AHTUTEHOB.
— OcnabneHre ryMOpaibHBIX CYNPECCOPHBIX MEXAaHHU3MOB CAEP)KUBAIOIIMX MMMYHHBIH OTBET U
o0ecneYnBaroIUX €ro NPeKpalieHne Iocie YMMUHALINY AHTUT€HA.
— I'eneTnueckas peapacooKEHHOCTh
— AyTOoMMMYHH3aIMsl OpraHu3Ma MaTepu KJIETKaMH IJI0Jla BO BpeMsI HOPMaJIbHON OEpeMEHHOCTH
(rumnore3a 3apo/IbIIIEBBIX KIETOK).

AYTOUMMYHHBIE 3ABOJIEBAHUS — 5710 3a60neBanusi 00yCIOBJIEHHBIE 00pa30BaHHEM
AyTOAHTHUTE] M ayTOPCAKTUBHBIX JIMM(OITUTOB MPOTHUB COOCTBEHHBIX TKAHEH OpraHU3Ma.

AyTOﬂHTl/IFeHbl: «CEKBECCTPHUPOBAHHBIC), O6BI‘—IHBI€, MO)II/I(l)I/II_[I/IpOBaHHI)Ie

IIaToreHe3 ayrToMMMYHHBIX PACCTPOMCTB:
1.UnoyKmuenwlii 3man — CpblB MEXaHU3MOB HUMMYHOJIOTMYECKOH ayTOTOJIEPAHTHOCTH.
2. Ighgpexmopmuiit 3man 110600 AYTOMMMYHHOTO TIPOIIECCa TPOTEKAET MO OJHOMY WIIH YaIe He-
ckonbkuM (IL, 111, IV unm V) tunam runepuysctBuTeabHocTH 1o xemny u Kymo6ey.

KITACCU®HKAIIHA AYTOUMMYHHBIX 3450JIEBAHHH
Knacc A (nepsuunvie AU3 c cenemuueckoii npeopacnonoiceHHocmoio u 6e3 nee)
— Opeanocneyuguueckue — ayTOUMMYHU3AIUS PA3BUBACTCS B CBS3M C MOBPEKICHHEM (PU3UOIIO-
THYECKUX 0apbepOB MMMYHOJIOTHYECKH 000COOJIEHHBIX OPTaHOB M TKaHel. Bo3HMKaeT oprano- uimn
TKaHecrnenupuyeckass MaTojaorus (TUPOUIUT XalKUMOTO, TIEpBHYHAS MUKceneMa, aTpodudecKuii
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ractput, CJ[ 1 tTuna, sHIIE(DATOMUEINT, TTOJIMHEBPUT, PACCETHHBINA CKIIEPO3, AJTMCOHOBA 0OJIC3HBb,
MHTEPCTULUAIBHBIA HEPPUT).

— Opeanonecneyughuyeckue — ayToMMMYHU3a1Ms pa3BuBaeTcsa K Al' pa3inyHbIX OpraHoB U TKaHeH
Ha (poHE paHee CyIIEeCTBOBABIICH TOJIEPAHTHOCTU. [IpOUCXOAUT CPBIB TOJIEPAHTHOCTU IO OTHOLIE-
HUIO KO BCEM ayTO-AT Hampumep, NpU HACIEICTBEHHOM JedekTe Oelka-uHIyKTopa arnornTo3a He-
3penbix T-mumdorro (CKB, PA, cucremnas ckiepoaepmus (IepMaTOMHO3UT), Y3€JIKOBBINA MepH-
apTEepUUT, MUACTEHHUS TPABHC).

— IIpomescymounoco muna — 6nu3ku k 3a6oneBanusMm | u |l rpymmer (cuaapom [N'ynnacuepa, cus-
npowm lllerpena, mepBUYHBINA OMIIMAPHBIN UPPO3, XPOHUYECKUN akTUBHBIA renaTut, HAK, rimrore-
HOBAas SHTEPOIIATHUA).

Kaace B. Bropuunbie ayTouMMyHHbIE 00J1€3HU (HapUMep, alIKOrOJbHBINA LIUPPO3 MEUEHHU, XPOHHU-
4ecKasi JiydaeBasi 00JIC3Hb).

Kaace C. AyroummyHHbIe 00JI€3HU Ha OCHOBE T€HETUYECKHUX J1e(DeKTOB KOMILJIEMEHTa (HarpuMmep,
HEKOTOpbIe (hOPMBI HACIIEICTBEHHON TeMOJIUTUYECKON aHEMUHN ).

Kuaace D. AyroummyHHbIE 00JI€3HU, CBSI3aHHBIE C MEAJICHHBIMUA BHPYCHBIMU U MPHUOHOBBIMHU HH-
bexusamMu (Hapumep, BUIIIOHCKU SHIIeanuT, 601e3Hb AnblLreiiMepa u 1p. ).

Kaacce E. KomOuaupoBanHbie (hOPMBI.

CUCTEMHAS KPACHAS BOJIYAHKA (CKB) — xpoHuyeckoe ayTOMMMYHHOE 3a00JieBa-
HUE, XapakTepusyromuecs TudGy3HBIM MOPAKEHUEM COSTMHUTEILHON TKAaHU U COCY/IOB.

OnHO U3 caMbIX pacpOCTPAHEHHBIX ayTOMMMYHHBIX 3a0oneBaHuil. YacToTa 3a00eBaHus B
EBporie okono 40 ciayyaes Ha 100 000 Hacenenus.

B namocenese BaxxHyl0 polib UTPAIOT TeHETUYECKHE (AKTOPHI, TOPMOHANbHAS AUCHYHKIINS,
MepPeHEeCEHHbIC MH(EKINU, KOTOPHIC MPHBOJAT K CPBIBY ayTOTOJEPAHTHOCTH U (DOPMHPOBAHHIO
aHTUTeN. AHTHTENa MOTryT OBbIThb HAmpaBieHbl MPOTUB SACPHBIX, MEMOpaHHBIX CTPYKTYP,
CBIBOPOTOUHBIX OenkoB. Y OonbHbix CKB HaOmonmator camkenue C2, C4, C3 KOMIOHEHTOB
KOMILUIEMEHTAa U KOJIMYECTBO PELENTOPOB K KOMIUIEMEHTY Ha sputponutax. l[lopaxeHue TkaHeu
dhopmupyetcs o MmexanuzMam runepayBctBuTenbHocTd | 1 111 THIOB

Huaenocmuxa ocnoBana Ha oOnapyxkenun LE wmetox (Lupus Erythematosus cells —
KJIETKH KpacHOW BOJTYAHKM), aHTUHYKJIeapHbIX aHTuTen (AHA), anturten k JIHK u np.

IHaropusunonorus LE-penomena

LE-¢penomen Hecneundpuuen nanst CKB u Becrpeuaercs npu  JIpyrux 3a00JIeBaHUsX,
COIIPOBOXKAAIOIINXCS BEIPAaOOTKOM aHTUTEN K HykieonporeuaaM — |g G (ayTonMMyHHBIN renaTur,
K mpumepy). Bmepsbie oOHapyxken B 1948 r. Hargraves B Ma3kaXx KOCTHOTO Mo3ra u
nepudepuyeckoit kposu 60bHBIX CKB.

B ¢enomene BbienAIOT (Pasbl:

1. UmMyHosl0oTH4YecKasi — TOBpPEXICHUE KIETKU ¢ naedopmanuend siapa W yTpaToit
XpomaTtuHa, 6a30(nians, 4TO MPUBOAMUT K aKTUBU3ALMU aHTUTEN U X (PUKCALUU HA spe.

2. Hecneunduuyeckas ¢paza — marepuan sAapa B BHIE CEPOBATO-IbIMYATON MAacChl
¢darommtupyercs kiaerkamu [IMSJI (HeiiTpoduiiamu, 303uHopunamu, 6azopuiamn).

In vivo LE-kjeTkn mpHUCYTCTBYIOT B MEpPHKApAMAILHOM U IJIEBPAJbHOM BBINOTAX, & TAKKE B

00J1aCTH MOPaKEHUS KOXKH.

OcHOBHBbIE NPUHLIMIIBI JUATHOCTUKH AyTOUMMYHHBIX 3200J1eBaHHii
— BrisBneHne crienMpUYEcKUX ayTOAHTHUTEN WM CHEeNU(PUIECKON KIETOYHOW CEHCHOWIH3AINu
(kMeTo4Hble TECThl — HampuMep peakius OnacTHOM TpaHcpopMmaruu JIUMQOLUTOB Ha
COOTBETCTBYIOIINN aHTUTEH ).
— ObHapy)eHUe OTIONKEHUI UMMYHHBIX KOMILJIEKCOB B TKAHSX.
— CrenuanbHbIe METOAbI UCCIICIOBAaHMS.
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6.KoHTpo/IbHBIE BONIPOCHI 10 TeMe

1. Packpoiite 0COOEHHOCTH WMMYHOKOMIETEHTHBIX KIJETOK, COCTABISIONIMX pa3IHMyHbIC
KJICTOYHBIE NOMYJIAUN UIMMYHHONH CUCTEMBI.

2. KakoBbl KIETOYHBIE M TyMOpajbHbIE (DAKTOPBI CHUCTEMbl HECTICHU(UYECKON 3aIIUTHI
opranu3ma?
JlaiiTe XapaKTepHCTUKY MEXaHU3MOB Pa3BUTHS MIEPBUYHBIX HIMMYHOAE(DUITUTOB.
KakoBbl OCHOBHBIE IPUUMHBI PA3BUTHS BTOPUUHBIX UMMYHOA€(DUIIUTOB?
KakoBo cTpoenue Bupyca uMMyHoAepuIuTa yenoBeka? Hazosure cepoapst BUY?
OxapakTepu3yiTe MEXaHU3Mbl B3aUMOJIEUCTBUS BUPyca MMMYHOJE(PUIIUTA C KICTKOM.
KakoBa ponb noBpexaenus: T-xennepos npu passutuu BUY-undexmmm?
Yro Takoe ONMopTyHUCTHUECKUE HH(DEKIUU?
Jaiite onpeneneHne NOHATUS «AJUIEPTHs». YKaXKUTE B3aUMOCBSI3b MEX1Y UMMYHUTETOM,
MMMYHOJIOTHUECKOW peakTUBHOCTbBIO, ajuleprueil u BocnasenueM. OxapakTepusyiite rncesaoaiep-
TMYECKHUE PEAKIUH.

10. OObscHUTE, MOYEMY ajUIepruyecKas peakiys SBJISIETCS aHOMalbHOH (opMOil HMMYH-
HOM peakuuu opraHuzMa. OT KakuX MapamMeTpoB 3aBUCUT BO3MOXKHOCTb Pa3BUTUS U CTEIIEHb BbI-
PaKEHHOCTH aJNIEPrUuecKoi peakuun?

11. KaxoBbl NpUYUHBI AIIEPTUUECKUX PEAKIUIT?

12. Jlaiite XapakTepUCTUKY MaTOT€HETUYECKOM KilacCu(UKAaLMU TUIIOB aJJIEPrMYECKUX pe-
aKIUi, yYUTHIBasl TUTT KMMYHHOTO ITOBPEXKICHUS TKaHEH.

13. KaxoBbl Onosoruueckue CBONCTBA MMMYHOIJIOOYJIMHOB, YYacTBYIOLIMX B ajulepruye-
CKHX peakuusix?

14. B yem 3akiro4aeTcsl NaTOI€HE3 MECTHBIX U OOIIMX CUCTEMHBIX aHA(PUIAKTHUYECKUX pe-
akuuii? PackpoilTe MOHATHE «aTOMHS».

15. KaxoB nartoreHe3 M OCHOBHbIC KIMHHUYECKUE IPOSBICHUS ajuiepruueckux peakuuit |l
tumna? B yem 3axirodaercs aHTUTEN03aBUCUMas KJIETOYHAs LUTOTOKCUYHOCTh?

16. KaxoBbl 3THOJIOTHS U TaTOreHe3 ajuiepruyeckux peaxuuii 11 tuma?

17. KakoBbl 3THOJIOTHS U MaTOreHe3 amepruyeckux peakuuit 1V tuna? Jlaiite xapakrepu-
CTHKY aJUIEPT€HOB U MEINATOPOB.

18. KaxoBo 3HaueHHE aJUIEPTUIECKUX PEAKIIHA, OOCpPeNOBaHHbIX T-muMdonuTamMu B Tpo-
O5eMe peaklMy TpaHCIUIaHTaHT NpoTuB Xxo3suHa (PTIIX)?

19. OObsacHuTe heHOMEH eCTECTBEHHOW HMMYHOJIOTHYECKON TOJIEPAaHTHOCTH.

20. JlaliTe XapakTepUCTUKY «3a0apbepHbIX» OpraHoB. KakoBa CTpyKTypa HIMMYHHBIX Oapb-
€poB Ha MOP(OJIOTHIECKOM ypOBHE?

21. Ha3oBuTe OCHOBHBIE I'PYMIIbl QyTOUMMYHHBIX 3200J1€BaHUH.

22. Kaxkop martoreHe3 u ocHoBHbIe mposiBieHns CKB? Hazosure daser LE-penomena u
CYTb ONPEACISAIOUX €r0 MPOLECCOB.

©COoN kW

3aganusa gasa CYPC

AHadumaKTHYeCKHil 1IOK.

HMMMyHHast perysiusi OHTOreHe3a.

Cunapom Buckorra-Ongpuua

Peakiust oTTOp)KEHUS TpaHCIUIaHTaTa. boje3Hb — «TPAaHCIUIAHTAT IPOTHUB XO3SMHA.
OCHOBHbIE TPHUHIMIIBI JAMATHOCTUKH M TEpamud aJIEPTUYeCKUX M ayTOMMMYHHBIX
3a00JIeBaHUH.

o EN

8. JIuteparypa

OCHOBHAA JIMTEPATYPA

1. Tlaronormueckass pu3uonorus : y4yeOHUK ISl CTYA. YYpeXI. Bwicml. obpas. / [D. U.
Bucwmonr [u ap.]]; mox pea. ®@. U. BucmonTa. — Musnck. : Beinmnitmas mkona, 2016. — 639, [1] c. :
WJI., TaOJI.

25



26

JOITOJIHUTEJIbHAS JIMTEPATYPA

1.  Knunawuveckas marodusuonorus : atiac / C. 3unbepHaras, @. Jlanr ; mep. ¢ aHTiI. moj
pen. I1. ®. JlutBuukoro. — M. : [Ipaktuueckas meauiuna, 2015. — 448 c.

2. KoncynberaHT cryneHTa [DnekTpoHHBIH pecypc]. — 'omens : [TMY. — Pexum nocryna :
http://www.studmedlib.ru. — Jlara nocryma 26.08.2017.

3. JlutBunukui, [1. @. Knunnueckas natodusnonorus : yueoHuk / I1. @. JlutBunkuii. — M.
: [Ipaktuueckas menuuuHa, 2016. — 775 c.

4.  VYroapuuk, T. C. PeaktuBHOCTE. IMMyHOMaTOMOTHSA : y4ed.-METOM. TTOCOOUE IS CTY-
IeHToB 3 Kypca Bcex (ax-oB MeauuuHckux By30B / T. C. Yronbuuk, U. B. ManaenkoBa. — ['omens
:ToMI'MYVY, 2017. - 61 c.

5. VYrompauk, T. C. TecToBble 3aaHus MO MATOJOTHYECKON (DU3HOIOTHH ISl CAMOCTOSI-
TEILHON PabOThI CTYACHTOB: yue0.-MEeTO/I. TOCOOUE ISl CTYIEHTOB 3 Kypca JiedeOHoro dakyinbTeTa
meauuuHCekux By30B / T. C. Yronphauk, S. A. Kyrenko. — 'omens: 'omI'MY, 2015. — 272 c.

CocraBuTenn:
3aB. kad, K.M.H., 1011 . Yrojabuuk T.C.
Acc. Manaenkosa H. B.
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