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MOTHUBAIIMOHHASA XAPAKTEPUCTUKA TEMbI

Tema 3ansTus: «Mmmynonepunutsl. [IpyuHIMIBI UMMYHOKOPPUTHPYIO-
ICH Tepanum».

Tema paccmaTpuBaeTcs B paMKax DUCHUIUIMHBI «KIMHUYECKass UMMYHO-
JIOTHS, AJUIEPTOJIOTHS.

OO01ee BpeMsi 3aHATHSI: 5 4acoB.

[TepBuuHbIE UMMYHOIC(DHUITUTHI SIBISIOTCS MPUYUHON HanOoJIee TSHKEIOTo
TeueHUs MHQPEKIMOHHBIX 3a00JICBaHUM, CEPhE3HBIX BaKIIMHAIBHBIX PEAKITHH,
4acTo C JICTAIbHBIM MCXOJO0M. 3HAHUE KIMHUYECKUX, UMMYHOJIOTUYECKUX, Te-
HETUYECKUX U MOJEKYJISIPHO-OMOJOTMYECKUX JUATHOCTUYECKUX KPUTEPHUEB TO-
3BOJIUT CBOEBPEMEHHO 3aIOJ03pUTh MEPBUYHBIA HUMMYHOACPUIIUT, MPUHSITH
CBOEBPEMEHHBIE MEpPbl MO MPOPUIAKTUKE TSXKEIbIX OCJIOKHEHHH, MOBBICUTH
Ka4eCTBO >KU3HU JIETEH ¢ JaHHOW martojorueii. EBponelickoi 1 AMEpUKaHCKOM
acCOIMAIMsIMU NMEPBUYHBIX UMMYHOE(HUIIUTOB MPEIIOKEHBI U TTIOCTOSIHHO CO-
BEPIICHCTBYIOTCSI KPUTEPUU paHHEH JMArHOCTUKH, allTOPUTMBI OOCIIEI0BaHUS
U JICUCHUS MEPBUYHBIX UMMYHOAEPUIUTOB. M3yueHune npoOieMbl epBUYHBIX
UMMYHOI€(PUIIMTOB y JIeTel MO3BOJIUT JUArHOCTHUPOBATH JIAHHYIO MATOJIOTHIO
Ha paHHUX CTaJUsIX, U30€KaTh TSHKEIIBIX OCJIOKHEHUM MPU BaKIIMHOMPOPHUIaK-
TUKE W MHQPEKIMOHHBIX 3a00JIEBaHUSIX, MPOBECTH CBOEBPEMEHHYI0 MUMMYHO-
KOPPEKIIHUIO.

eap 3aHATHS. YMETh AUArHOCTUPOBATH NEPBUYHBIE UMMYHOIEPUIIATHI
Ha paHHUX CTaAUSAX, COCTABUTh MPOrpaMMy MNPO(HUIAKTUKU U JICUCHHUS KOH-
KPETHBIX HO30JI0TUUECKUX (HOpM.

3agaum 3aHATHS:

— H3YYUTh KJIMHUYECKUE MIPU3HAKU MEPBUYHBIX UMMYHOIS(PUITUTOB;

— YMETh BBISIBIIAITH HMMYHOJIOTUYECKHE NePEKTHI y peOCHKA U Ha3HAYATh
COOTBETCTBYIOLIEE JICUYCHHUE;

— yMETh KOMIUIEKCHO OIIEHUBATh PE3yJIbTaThl 00CIeN0BaHUS OOJBHOIO:
oOmuit 1 OMOXUMHYECKUI aHanu3 KpoBu, Y3U Tumyca, numdarrnueckux y3-
JIOB, CEJIE3€HKH, UMMYHOTPAMM Pa3JIMYHOTO YPOBHA U AP.;

— YMETh OMPEEATh BUJl IEPBUYHOTO UMMYHOIe(PHUITUTA COTIACHO Kiac-
cudukanuu BO3 (2000);

— YMETh COCTaBJATh IUIAH JIEYEOHO-MPOPUIAKTUYECKUX MEPONPUSITHI
UCXOJIsl U3 COBPEMEHHBIX BO3MOXXHOCTEH 3aMECTUTEIBHOM, aHTHOAKTEpHaIb-
HOM Tepanuy, UMMYHHOW HWH)KEHEpUU (TpaHCIUIAHTAllMs OPraHoOB W TKaHEH
UMMYHHOU CHCTEMBI).

TpeOoBaHus K HMCXOAHOMY YPOBHIO 3HAHMM. /[JiS MOJHOrO OCBOEHUSA
TeMbl HEOOXOIUMO MTOBTOPHUTH CIEAYIOUINNA MaTepHal:

— THUCTOJIOTHUS, IIUTOJIOTHS, SIMOPHOJIOTHS: SMOPHOTEHE3 OPraHOB UMMYH-
HOM CHCTEMBI, CTPOSHUE TUMYCa, KOCTHOTO MO3Ta, TUM(aTHIeCKNX y3JI0B, Ce-
JIC3EHKU;



— MUKPOOHOJIOTHSI, BUPYCOJIOTHS, IMMYHOJIOTHS: IICHTPAJIbHBIC U TEPH-
dbepruyeckue opraHbl UMMYHHOU CHCTEMBI, CXeMa MUMMYHOTI'€HEe3a, TOHATHE O
BPOKJICHHOM U aJallTaTUBHOM, KJIETOYHOM M TYMOPaJIbHOM UMMYHHUTETE;

— HOpMajibHast (QU3HOJOTHA: (YHKIIMOHUPOBAHHE KOCTHOTO MO3ra, TH-
Myca, TMM(PATHIECKUX y3JI0B, CEIC3CHKU;

— TMpONEJEBTHKA JETCKUX O0Jie3HEH: 0COOCHHOCTH UMMYHUTETA Yy JAeTel
B Pa3HbIC MMEPUOJIBI POCTA, «KKPUTUUECKUE» TIEPHUOJIBI PA3BUTHSI UMMYHHUTETA;

— TIATOJIOTHYECKasi aHATOMHUSI: MOP(OJIIOTHIESCKHUE MapKEPhl BPOKICHHBIX
MMMYHOJAC(PUITUTHBIX 3a00JIeBaHUK (HAPYIIEHUS KIETOYHOTO, TYyMOPaIbHOTO
3BEHBEB, CHCTEMBI KOMIUIEMEHTa, (arorurosa);

— maTtoyiormdeckast (HpU3MOJIOTHsI: OOITHUE CUMIITOMBI HAPYIICHUS UMMYH-
HOM CHUCTEMBI, UMMYHOIe(UIIUTHBIC 3a00JICBAHUS;

— (apmakonorus: kinaccupuKkaius 1 MEXaHU3M JCHCTBUSI UMMYHOMOY-
JSTOPOB, IUTOCTATHYECKUX IIpermapaToB, riokokoptukoctepounaos (I'KC).

KoHTpoJIbHBIE BONIPOCHI U3 CMEKHbBIX TUCHMILIMH:

1. Kak ycTpoeHbl HeHTpajbHble U Mepudepudeckrue OpraHbl UMMYHHOM
CUCTEMBI?

2. Kak npoucxoaut peryisiius paboTbl OpraHoB UMMYHOT'€He3a?

3. Kakumu cBoiictBaMu 00J1a7al0T TOPMOHBI U PEryJsiTOPbl UMMYHHOMN
CUCTEMBI?

4. Kakue mnatou3noIoruuecKue MPU3HAKU XapaKTepHbI ISl HEIOCTa-
TOYHOW AKTUBHOCTH UMMYHHOU CHCTEMBI?

5. Kakue mopdonornueckre npru3Haku XapaKTEPHBI 711 HACJIEICTBEHHBIX
MMMYHOJIE(PUIIUTHBIX OOJIe3HEH: TSKENIbIX KOMOMHUPOBAHHBIX UMMYyHOAEhU-
LIUTOB, I€(PEKTOB KIECTOUHOTO U T'yMOPAIHHOTO UMMYHUTETA, CUCTEM KOMILIE-
MeHTa, (harouurosa?

6. Kakoii MmexaHu3M JeHCTBUS UMMYHOMOIYJISTOPOB Pa3IMYHOTO MPOUC-
XOXKJICHUS, PA3PEUIEHHBIX K UCIIOJIb30BaHUIO Y AeTer?

KoHTpo/ibHBIE BONIPOCHI 110 TeMe 3aHATHS

1. IoHsTHE MEPBUYHOTO ¥ BTOPUYHOTO UMMYHOIE(UIIUTA.

2. Knaccudukarnus nepBUYHBIX KMMYHOIE(DUITUTOB.

3. HedekTsl rymMOpaibHOTO UMMYHUTETa (araMmMariooynuHemust bpyrto-
Ha, runep-lgM-cunapom, cenextuBHb nedunut IgA, TsHKEnbii KOMOUHUPO-
BaHHBIM UMMYHOIE(UIINT).

4. JlepexTbl KJIETOYHOTO MMMYyHHUTETa (CHHApOMbI Buckorra—Onnpuya,
aTakcuu-TeneanrudkTasuu, Ju Jxopmku, runep-lgE-cunmpom).

5. Jledextsl (aromurosza (XpoHUUEcKash rpaHyjeMaro3Has OOJe3Hb, Jie-
ekt aare3uu JEHKOIUTOB).

6. JedexTsl KOMIIIEMEHTa, HACIEICTBEHHbI aHTHOHEBPOTUYECKHI OTEK.

/. IMMYHOKOppEKLUsI — MOHSTHE, TOKA3aHHs, OCHOBHbIE HAIPABJICHUS
UMMYHOKOPPEKIIHH.



8. IlonsiTHe 00 UMMYHHOW WHXEHEPUHU.

9. [lonsTHE O 3aMECTUTEIBLHON HMMYHOTEPAIIHH.

10. XapakrepucTuka MMMYHOMOYJISITOPOB B 3aBUCUMOCTH OT MEXaHU3Ma
JICHCTBUS.

11. Tloka3aHust K UMMYHOMOIYJIUPYIOLIEH Tepanuu.

12. Tloka3aHus K 3aMECTUTEIbHON HMMYHOTEPAIHH.

HOHATHUE O HEPBUYHbBIX UMMYHOIAEPUIINUTAX (ITU)

Hmmynooepuuyum (H/]) unu ummynonocuueckan HedocmamoyHocms —
3TO HapylleHue (YHKIMOHUPOBAHUS UMMYHHOM CHCTEMbl KQUECTBEHHOTO WIIU
KOJMYECTBEHHOI0 XapakTepa, COMPOBOXKIAIOIIEECS IMOBBIIIEHHON MNpeapaco-
JIO’KEHHOCTHIO K MHPEKIIMOHHBIM U JTUM(DONPOIr(epaTUBHBIM 3a00ICBaHUSIM.

NJI MmoxeT ObITh OOYCIIOBIICH HapylIeHHEM (QYHKIIMM KJIETOK WM KOMIIO-
HEHTOB:

— BPOXKJICHHBI UMMYHHUTET ((ParoruTo3, KOMIOHEHThI KOMILJIEMEHTA);

— TpUOOpETEHHBIN (aJanTaTUBHBIN, BTOPUYHBIA) UMMYHUTET (T- w/umm
B-numdonutsr).

Paznuuaror nepBuyHbie U BTopuuHbie /1.

llepsuunvie HJ{ (IIH]]) — BpOXIE€HHBIC, B OCHOBHOM HAacCJE€JICTBEHHbIC
N ]I, 00ycioBlIeHHbIE TEHETUYECKON HEJOCTATOYHOCTHIO TOTO MJIM MHOT'O 3BEHA
MMMYHHOI CUCTEMBI, XapaKTEPU3YIOIIUECS PAHHUM HAdyalloM, IPOrPeCcCUpYIO-
UM T€UYEHUEM U BOCITPOU3BOIUMBIMHU JIAOOPATOPHBIMU JIAHHBIMH.

Bmopuunvie MJ| — MHOTOUYMCIIEHHBIE CIy4Yyau NPUOOPETEHHOW HEI0CTa-
TOYHOCTH TE€X WM WHBIX 3BEHbEB MMMYHHTETA, BbI3BAaHHbIE UH(EKIIMOHHBIMU
3a00J1€BaHUSIMUA, HAPYIIEHUSAMH THUTAHUS, JIEKAPCTBEHHBIMU CPEIACTBAMH,
MOHU3UPYIOIINM U3JIyYCHHEM, 3JI0KAYeCTBEHHBIMUA WJIM ayTOUMMYHHBIMU 00-
JIE3HSIMH.

Kaacenpuxamus 1AL (BO3, 2000):

1. IIpeumyiiecTBEHHO rymMOpaibHble Uiu B-KileTouHbIE.

2. mmyHOneUnuThl, KOMOMHUPOBAHHBIE C JIPYTUMU (HEMMMYHHBIMH)
nedeKTaMH.

3. Tsoxenbrit komOrHUpoBaHHBIM UMMYyHOAepuuT (TKIL).

4. JlepuuuT cucTeMbl KOMILIEMEHTA.

5. Jlebunumt ¢aromnuTosa.

6. Jlpyrue 4yeTko odepueHHbIE UMMYHOAECPUIUTHI (AehEKThl aKTUBAIUU
T-nmumdouutos u ap.).

50 % Bcex cayuaeB [I1]] npeactaBnens! aedurnurom anturen, 30 % npu-
XOIATCA Ha Ne(PEeKThl KICTOYHOTO UMMYyHHUTETa, 18 % — HaclieICTBeHHbIE Ha-
pymienus ¢aroruros3a u 2 % — HapyIIeHus B CUCTEME KOMITJIEMEHTA.



JMuarnocruyeckue kpurepuu [T (2006):

1. Yactsle 3a0051€BaHUsI BEPXHUX JbIXaTEIbHBIX MTyTEH:

— JIETH JIOIIKOJIBHOTO BO3pacTta — 9 pa3 B roj u Oosee;

B3pocibie — 3—4 pasa B ToJ1 1 OoJiee.

2 1 0oJiee THOWHBIX CHHYCUTOB B T'OJI.

2 u OoJiee MHEBMOHUM B TOJI.

[ToBTOpHBIE TSKENbIE KOXKHBIE THOWHBIE MPOIIECCHI.

YnopHast MOJIOYHHIIA Y JIKI cTapuie 1 roxa.

OtcytctBue 3d(deKTa OT ITUTEITHHON aIeKBATHON aHTHOAKTEPHATBHON
Tepanuu.

7. Boinee 2 TsxkenbIx OaKTEpUATBHBIX MPOLECCOB (CENCUC, OCTEOMHEIINT,
MEHHUHTHUT U JIp.).

8. Ommoprynuctuyeckue nHpekuu (Pneumocyctic carini u ap.).

9. IloBTOpHBIE AU30/IbI TUAPEN B COUETAHUU C OTCTABAaHUEM B Pa3BUTHUHU.

10. Hanuuue B ceMeltHOM aHamMHE3€ cMepTel B paHHEM BO3pacTe OT WH-
(beKImoHHbIX 3a00sieBaHni Uin BeisgBieHHoro NJIC.

NAC y nereit Mo:KeT ObITH 32a1I0J03PEHO HA OCHOBAHUMU:

— OakTepuaIbHOM MHEBMOHUHU B BO3pAcTe J0 6 MECAIEB WU MOBTOPHBIX
IMTHEBMOHMM

— ocnoxxueHHo# JIOP-naronoruu (MacTouaut, adcriecc Mo3ra, MEHUHTHT);

— PeUMIMBUPYIOUIETO OTUTA TOCIE S-JIETHETO BO3PACTa;

— OJIHOBPEMEHHOTO 3a00JIeBaHUs OTUTOM, CHHYCUTOM, ITHEBMOHHEH;

— YMOPHOM MOJIOYHHIIBI, MUKO3a CITU3UCTHIX U KOXKU;

— TSDKEJIOTO TEUEHUS BETPSHOMN OCIIHI.

He sBnstorcs npusznakamu WJIC HeocnokHeHHbIE MHOEKIUM Yy HOETei
paHHEro BO3pacTa, OCOOCHHO B MEPHOJ aJanTallii K JETCKOMY KOJIJIEKTHBY,
COTIPOBOXKIAIOIIMECS Tepexoasieil (yHKIMOHATLHON HECTaOUIIbHOCTHIO M-
MYHHUTETa, Yalle BCero Ha (JOHE COIMAIbHO-TUTUEHUYECKUX U JPYTHUX HEUM-
MYyHHBIX (akTopoB. OOmias acTeHus, IJIOXOW ammeTHT, HapylIeHUs CHa U
JIpyrue OOIIMe CUMIITOMBI, YaCTO UCIOJIb3yeMble B PEKIaMe OIPOMHOTO KOJIH-
YEeCTBA CPEJCTB JJIA «YIyUIICHUS UMMYHUTETA», TAKKE HE SBIISIOTCS CHMIITO-
mamu NJIC.

Jlnst uadexnmii, pazpuBatomuxcs Ha ¢pone [T1]], xapakTepHsl ciemyronme
O0COOEHHOCTH:

— XPOHHUYECKOE WJIM PEIHIUBUPYIONIEE, CKIOHHOE K TPOTPECCHPOBAHUIO
TECUCHUE;

— TSDKECTh U MHOXKECTBEHHOCTh MOPAXCHUH Pa3IMYHBIX OPTaHOB U TKa-
HeHl, BBICOKMI mpoueHT XxpoHuzauuu (75 %), dbopmupoBaHWe WHBATUAN3U-
PYIOLIUX OCJIOKHEHUN;

— TIOJIUATUOJIOTUYHOCTH (BOCIIPUUMYHUBOCTH KO MHOTUM HHQEKIHSIM, B
TOM YHCIIE OMMOPTYHUCTHUECKUM, PeXe K TpudaM, erie pexe K BUpycam);

ok wn



— HEMOJIHOTA OYHWIIEHUS OpraHu3Ma OT BO30yIWUTENEH WM HETOTHBIN
s dexT ot neyeHus: (OTCYyTCTBUE HOPMAJIbHON IUKIMYHOCTH «3/I0POBbE — 0O-
JIE3Hb — 3JIOPOBHEY ).

VY nerent ¢ nono3pennem Ha [IM]] mpoBoguTcs uccienoBaHuEe UMMYHHOTO
craryca. Dkcniepramu ESID (European Society for Immunodeficiency) paspa-
00TaHbI NOIIArOBBIE TUArHOCTUYECKUE MPOTOKOIBI it fuarHocTuku [TU/J] mst
Bpaueil, padoTaronmx B pa3IMYHBIX 00JACTIX MEAMIMHBI (HEMMMYHOJIOTOB)
(mpuut. 2).

YacTo B MpaKTUKE MPUXOAUTCS UMETh AENO C KIMHUYECKUMU CUTYaIlusi-
MU, KOTJIa, HallpuMep, y peOCHKa ¢ THOWHBIMU WJIW MTOBTOPHBIMHA WH(DEKITUIMU
Heooxoaumo uckmouuth [TU]]. Tlpu 3TOM yke Ha 3Tare o0IIero anaausa Kpo-
BHU Bpad MOXET MpoBecTH Au(depeHunanbHblil JUarHo3 ¢ JI0CTaTOYHO O0JIb-
IIUM KOJINYE€CTBOM 3a00seBanuil (mpui. 3):

— HOpMaJIbHOE a0CONIOTHOE KOJUYECTBO JUM(POUUTOB — T-KIETOUHBIE
neheKThl MaJIOBEPOSATHBI;

— HOpPMaJIbHOE a0COJIFOTHOE KOJIMYECTBO HEUTPOPHIOB HCKIIOYAET BPO-
KICHHYIO HEUTPOIICHUIO U ACPUIUT aAre3uu HeUTpoduiioB (Ipu 3TON MaToo-
MU KOJIMYECTBO HEUTPO(UIIOB BHICOKOE BCEr/a, B T. Y. B MEPUOJ MEXKAY UH-
bexusamn);

— HOpPMAaJIbHOE KOJIMYECTBO TPOMOOIIMTOB UCKIIIOUAET CUHIpPOM BuUCKOT-
ta—Qipuya;

— HopmasibHas COD HUCKIIOYAET XPOHUYECKYI0 OaKTepUalbHYIO U Ipuo-
KOBYIO HH(EKIIHIO.

YacTo BcTpeuaroTcs IB€ MPOTUBOMONIOKHbBIE cuTyanuu. 1. [TanuenT Gose-
€T HEaJICKBaTHO JOJIFTO M TSXKEIO, HO BCE MOKA3aTeIM UMMYHHUTETA B HOPME:
MpuyrHa 3a00JIEBAEMOCTH MOXKET JIeKaTh BHE UMMYHUTETA (BPOXKJICHHbBIE IMO-
POKHM pa3BUTHUS, HACJICACTBEHHbIC 00JIE3HU, HAIPUMEP MYKOBUCIIUIO3 U T. I.),
HO YaIlle BCEro MPUXOJIUTCS UMETh JIEJI0 ¢ HEKOPPEKTHBIMH JaOOpaTOPHBIMU
Meronamu. 2. Y peberka Het cumnromoB MJIC, HO y Hero Hanuim jadopaTop-
HbI€ MPU3HAKU «HAPYIICHUS] UMMYHUTETA»: camasl yacTas MpUYMHA — HEKOp-
peKTHbIE JTabopaTtopHbie MeTOAbl. HeoOXxoaumMo Takke MOMHHUTh, YTO PEaKIIUH
MMMYHHOUM CHUCTEMBI «MHOTOKPATHO 3amapalijieNIeHbl, JICIOHUPOBAHBI U JTy0-
mupoBab» (P. IleTpoB), ocnabnenrne ogHOTO 3Be€HA KOMIIGHCUPYETCS IPYTH-
MU, U KJIMHUYECKHE TPOsBIEHUs] OyAyT OTCYTCTBOBaTh. B Hacrosiiee Bpems
HET HAJIeKHBIX CIIOCOOOB MPOTHO3UPOBAHUS Pa3BUTHS MMMYHHOTO OTBETa U
ero 3(p¢eKTUBHOCTU HA YPOBHE 11€JI0T0 OpPraHu3Ma.

Hecmotpst Ha oTHOCUTeNnbHYIO peakocth [IN]], HeoOXxoauMoO TOMHUTH 00
9TOM rpymnme 3a00JeBaHUM B CIydasX TSKEJbIX U PEIUIUBUPYIOMMNX UH(]EK-
I[Ui, TOCKOJIbKY PaHHSS AMArHOCTHKA (0 pa3BHTHS TSHKEIBIX, HEOOPATHMBIX
OCJIOXKHEHHUI) MO3BOJIIET B OOJBIIMHCTBE CIIy4aeB YCIEIIHO KOMIICHCHPOBATh
TCHETHYECKUE NEPEKTHI C TTOMOIIBIO BHICOKOTEXHOJOTUIHBIX METOMUK. Kpome
TOr0, MEIUATPBI JOJDKHBI TOMHHTH, 4TO netsaM ¢ [IM]] npoBeneHne BakuuHa-
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U C UCIMOJB30BAHUEM KUBBIX BAKIMH (KOpEBas, KpaCHYIIHAas, MapOTUTHAs,
nepopaibHas MOJIMOMHUETUTHAS) MPOTUBOMOKA3aHO, MOCKOJIBKY COIMPOBOXK/IA-
€TCs Pa3BUTHEM BAKIIMHACCOIIMUPOBAHHBIX MH(EKIIUNA YacTO C JIETaIbHBIM HC-
xoj10M. [ToaToMy IIpu HaIMYMU B CeMEHHOM aHaAMHe3e JeTel, 00JIbHBIX HMMY-
HOAChUIINTAMU, UM PAaHHEH THOCIN MJIaJCHIIeB OT HH(EKIHI 11e1ecoo0pa3Ho
BO3JIepKaThbcs OT BakuuHanuy bBIDK u npyrumu >kuBbIMU BaKIIMHAMHU JI0 TOJIA.
B 1ienom ke BakuuHaIus MpoTUB 000N MHQEKIMU y TaKUX JETeH 4acTo He
MPUBOANT K (POPMUPOBAHUIO CTOMKOTO MMMYHHOT'O OTBETA, MOATOMY PEKOMECH-
JIOBAHO OMPENENATh TUTPbl AHTUTEJ MTOCJIE OKOHYAHUS NIEPBUYHON CEPUU BaK-
[UHAIIMY U B CITy4yae HEOOXOAMMOCTH BBOJIUTH JIOMOTHUTEIbHBIE 1035l BAKIUH.

AU C IPEOBJAJAHUEM JE®EKTOB I'YMOPAJIBHOI'O
NUMMYHHUTETA

KJ’IaCCI/I(l)I/IKaI_II/IH IICPBUYHBIX I[G(l)CKTOB Ir'yMmopaJIbHOI'O HMMYHUTCTA IIPCa-
CTaBJIcHA B Ta0I. 1, IMIaTOI'CHC3 — Ha PUCYHKC.

Tabnuya 1
Kaacenpuramusa UC ¢ npeodiaganuem aeeKToB
ryMOpPaJIbHOI'0 HMMYHHTETA
YpoBeHb CHIBOPOTOY- Conep:xanue
HNmmyHonedpuuur Ocno?;el(;;:ll;eﬂe?.a HbIX HIMMYHOIJIO0YJIN- | HTUPKYJIMPYOINX
HOB B-imumpounrTos
Cuennennas ¢ X-xpo- Myranus rena BtK | IMmmyHorno6ynunasr | Menee 2 %
MOCOMOM arammarsoOy- BCEX KJIACCOB OTCYT-
nuHeMHus bpyrona CTBYIOT
CenextuBHbIi nepuuut | 3ameneHHoe pa3Bu- |Pesko camxken IgA Hopmanbsnoe
IgA THE TUMQPOLUTOB, WIN OTCYTCTBYET OJIMH
nepeKT XpOMOCOMBI | U3 €ro U30TUIIOB
18
CenextuBHblil nepunut | ledexts! nepexito- | CHUKEH yPOBEHb Hopmanbsnoe
cy6knaccoB IgG YEHUs1 U30TUIIOB cyOkmnaccos 1gG
I'unep-lgM-cunapom Hedext rena qutu- | Hopmanehsiii unu Bel- | HopmansHoe
IUHAES3aMHUHA3EI cokuit ypoBeHb IgM,
npyrux g mano
OOmwmii Bapuabenbuplii | I'pynma cunapoMoB ¢ | CHHXeH ypoBeHb oT- | HopmanbsHoe min
UMMYHOAEPUIUT Pa3IMYHBIMU MOJOM- | I€JbHBIX WM BCEX CHU)KEHHOE
KaMH W30THUIIOB
TpansutopHas runoram- | 3ameuieHHOe pa3Bu- | CHukeH ypoBeHb [gG | HopmanbsHOE
Marjao0yJIMHEMUS HOBO- | THE TUM(OIUTOB u IgA
POXKIEHHBIX

Cenexkmuenwiii oepuyum 1gA (SD IgA) — omna u3 HambOJIEe YACTHIX
dbopM HMMyHOACHHUIINTA, KOTOpas MPOSIBISICTCS HEIOCTATOYHOCTHIO IgA B
cexkperax. JlepekT MokeT OBITh CIIOpPaJMYCCKHUM WM CEMEHHBIM (BCTpeuae-
MocTh y eBpomneiinies — 1 : 500).
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— nedexTsl 18-i1 XpoMOCOMBI, HAIPUMEP KOJIBLIEBUIHAS XPOMOCOMA HITU
cunapoM 18q;

— Hegoctatok TOP-f — OCHOBHOIO MHIYKTOpA MEPEKIIOYEHUs CUHTE3a
c 1gG na IgA;

— TIOSIBJICHUE aHTUTEI poTHUB IgA,

— HUMEIOTCS YKa3aHus Ha TO, YTO Pa3BUTHE CHHAPOMA MOXET ObITh CIEI-
CTBUEM IpUeMa NEHUIIMUIAMUHA U (PEHUTOIUHA.

Kaunnuka. bonpmas gacts (60-80 %) manmentoB ¢ SD IgA He umeror
KJIIMHAYECKHX MPOSIBJICHUH 32 CYET KOMIIEHCATOPHOI'O MOBBILIEHUSI MOHOMEPOB
|gM Ha cAM3KCTBIX PECHUPATOPHOrO U JKETYTOYHO-KUIIIEYHOTO TPAKTA.

VY 4YacT ManMeHTOB MOBBIIIEHA YAaCTOTa BO3HUKHOBEHUS MH(EKIUI BepX-
HUX JbIXaTeJIbHBIX MyTEW, TUApEH, aJUIEPTUUECKUX U ayTOUMMYHHBIX 00JI€3HEH,
MOBBIIIEH PUCK XPOHUYECKOro TeueHus uHgekuuii. [losBnenne B KpoBU aHTH-
Tes1 IpoTuB IgA MOXKET MPUBOAUTH K PA3BUTUIO aHA(PUIAKCUYECKUX PEAKLIUH.

JlabopaTropnass auarnocruka. Konuenrpauus IgA B KpoBH y jaerei
crapiie 4 et qoipkHa ObiTh HE MeHee 0,07 r/n. s SD IgA xapakTepeH Hop-
MaJIbHbIN MOCTBAaKIMHAIBHBINA cuHTe3 1gG.

JleyeHue cumnromaruyeckoe. 3aMeCTUTENbHAs Tepanus UMMYHOIJI00Y-
JMHAMU HE NTOKa3aHa U3-3a pUCcKa MOSBJICHUS aHTUTEN K JoHOpcKomy IgA.

Cuyennennan ¢ X-xpomocomou azammaznodyaunemus bpymona — 6o-
JIe3Hb, 00YyCIIOBJIEHHAs 1e(PEKTOM TeHa XPOMOCOMBI X, KOJUPYIOIIETO CUHTE3
B-xnerounoi cneruduueckoi THpo3uHKMHa3el bpyrona (BtK), yuacTtByromieit
B aKTUBAIMU B-mMMQpOUUTOB (TpaHCIYKLIMHU CUTHAJIA MIPU CO3peBaHMH). Briep-
BbI€ TNATOJIOTHs Obla OMMCaHa aHIMVIMMCKUM BpadyoM bpyToHoM, He 0OHapy-
KUBIIUM TaMMarjioOyJIMHOBOW (Ppakiuu B OMOXMMHUYECKOM aHajlu3€ KpOBU
00JBHOTO peOEHKa. DTOT CUHAPOM TaK)KE Ha3bIBAETCS CUHAPOMOM <«JIOMKHX
XpOMOCOM» H3-3a MpoOesa B JJIMHHOM Ijledye X-XPOMOCOMBI, YTO JIENAET ee
HenpouyHoil. HabGmtomaercst y kaxmoro 2000-ro My>KYUHBI, TTATOJIOTHS 3aUMCT-
BYETCSI OT MaTepel, reTepO3UrOTHBIX 110 JAHHOMY CUHIPOMY.

IlaTorene3: nedekT reHa xpomMocoMbl X, Komupyroilero cuate3 BiK,
Y4acTBYIOILIEW B aKTUBAaLlMM B-KIIETOK.

Kannuka. /Io 9 MecsueB miiafeHIbl 3allUIIEHbBl UMMYHOTJIOO0YINHAMU
Marepu. bonerot Tonpko Mansuuku. [locne 9—12 mecsueB KU3HU pa3BUBAIOTCS
MEHUHIO3HILIE(PATUTBI, OCTEOMHUEIUTHI, OTUTHI U T. [I., BBI3BAHHBIE THOCPOIHBI-
MU OakTepusiMH (CTpenTo-, cTaduio-, MTHEBMOKOKKaMHU). Y MEHBIIAIOTCS JTUM-
($0oy3J1bl 1 MUHAAIHUHBI.

JlaGopaTtopHasi JuarHocTuka. B KocTHOM Mo3re umeroTcst npe-B-kietku,
a B KpoBH OTCYTCTBYIOT B-mumdonutel (CD-19). UMMyHOTroO0yImHOB Bcex
KJIACCOB OYEHb Majo uin oHU OTcyTCTBYIOT (1gG Hike 2 /1, IgA u IgM Huxe
0,2 r/m). Het antuten k anturenaMm ABO-cuctemsl. B nmum¢oysnax otcyTcT-
BYIOT F€pMHUHTATUBHBIC [ICHTPHI U TIa3MaTHuecKue KieTku. OOHapyKHUBAIOTCS

10



mytanuu rena BtK. T-cucrema 0e3 n3smeHneHnuit, BUpyCHbIMU MHPEKIUAMU OO-
JICIOT OOJIBIIMHCTBO ACTEH.

JleyeHnne: 3amecTUTENbHAS TEPANUs BHYTPUBEHHBIM UMMYHOTJIOOYJITMHOM
1 pa3 B Henemo 300—500 Mr/Kr Macchl B T€UCHUE BCEH JKM3HU. AHTUMHUKPOO-
Hasl Tepanus Ipu 000CTPEHUSX.

T'unep-1gM-cunopom (HIGM) — coxpaHeHue B cbIBOpoTKe KpoBu IgM
Ha HOPMaJILHOM HJIA MOBBIIIEHHOM YPOBHE MPU OTCYTCTBUU WIIM BBIPAKEHHOM
camxenuu IgG u IgA.

IlaTorene3. X-cuemneHusii Tum — mytanus B rene CD40L (uranga).
bemox CD40L »skcmpeccupyeTcs Ha IIa3MOJEMME aKTUBUPOBAHHBIX TX2
(CD4+). TX2 mocpencteom CD40L B3ammopericTBytoT C mosekyiaamu CD40,
MPEJCTaBICHHBIMU Ha 1U1azMosiiemMMe B-mumdorutoB. Eciau B3aumoneicTBue
CD40L u CD40 nme mpoucxoauT, B-nmumdoruTel mpekpamaioT pa3BUTHE, HE
IPOUCXOIUT TiepekitoueHue cuutesa ¢ IgM na 1gG, I1gA u IgE.

Kuaunnuka. [Ipu runep-lgM-cunnpome HaOII0aIOTCS TSKEIbIE MOBTOP-
HbIe OaKTepHaIbHbBIC M ONMoOpTyHUCTHUecKue (Pneumocystis carini) uadekmuu,
AeOTUPYIOIIME HA TIEPBOM TOJy KM3HHU, XpOHHUYEcKas npodys3Has auapes,
TpeOyromas mnapentepaibHoro nutanus. Y 50 % OOJIbHBIX — XpOHUYECKas
WIN PEUUIMBHUPYIONIAs HEUTporneHus. YacTto — KpUNTOCHOPUINO3, TPUBOAS-
IIMH K TSOKEJBIM XOJaHTUTaM U paKy TEeUYeHH.

Jladoparopunasi nmarnoctuka. KomnuectBo 1gG ke 2 /1, IgA Hmke
0,2 r/n, IgM — HOpMaJIbHOE WJIU TOBBIIIIEHHOE.

Jleuenne. 3aMecTuTenbHas Tepanus BHYTPUBEHHBIMH UMMYHOTJIOOYIH-
HaMU U aHTUOaKTepUalbHbIE TPENapaThl.

Oowuit eapuaodenvuvtii ummynooegpuyum (CVID) — onun u3 Hanboee
pacnipoctpaneHHbIX [IN]], nposBistomMiicss CHI)KEHUEM YPOBHSI OTHUX UMMY-
HOTJIOOYJIMHOB TPU HOPMAJbHOM COJEpKaHUM JPYTUX (JAucramMmarioOyIiu-
HEMUS).

IlaTtorene3. TepmuH «BapuabeNbHBIN» yKa3bIBAET HA BO3MOXKHOCTBH pa3-
BUTHS TIaTOJIOTUHM BO BTOPOM WIIM TPETheH JeKaae KU3HH. Y ATOTo 3a0oJieBa-
HUSI UMEIOTCS JIBa MHKA: MEPBBII pa3BuBaeTcs Mexay 6-M u 10-m romamu xKu3-
HU, BTOpO — B uHTepBaje 26—30 yiet, mpudem 10 pa3BUTHUS 3a00JICBaHUS STU
MAalKUEHThl CYUTAIOTCS MPAKTUYECKH 3I0POBBIMHU.

Mexanusmbl CVID pa3zHooOpa3nbl: mopaxeHue B-kieTok, HeZ0CTaTOK
CD4+(Tx), nepuuut uutokunos, nepexr CD40L u 1. 1., BcieacTBue 4ero Ha-
pymaerca cunte3 anturen. B 25 % ciyuyaeB CVID sBnsieTcst HaciaeACTBEHHBIM
3a0oneBanueM. Mectom sokanuzanuu reHoB CVID sBisieTcss yyacTok riaBHO-
ro KOMIUIEKCa TMCTOCOBMECTUMOCTH Ha 6-i1 XpoMocome. Bo3aeiicTBue HeKoTo-
PBIX MPOMBILIUICHHBIX OTXOJ0B-MYTareHOB, MEPCUCTUPOBAHUE DPsifa BUPYCOB,
BJIMSTHUE HEKOTOPBIX XUMHOTIpenapaToB (OucynbdaHn u Jp.) CIocOOHBI BHI3BAThH
XPOMOCOMHbBIE abeppaliy y 4eJI0BEeKa, YTO TOXKE MOXKET CTaTh MEPBONPUUUHOMI
(opMupOBaHUA CUHAPOMA.
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Kaunuka. XapakrepHa runepruiazus auMQpoysnoB 1 MuHaanuH, y 30 % —
cruieHomeranus, y 50 % — ayrouMMyHHBbIE€ 0O0JIE3HH, TPUYEM Y YaCTH OOJIbHBIX
OHM SIBJISIIOTCS 1€0I0TOM O0JIE3HU, MPEAIIECTBYIOT HHPEKIIMOHHBIM 3a00J1eBa-
HusiM. Pa3BuBarotcs peuuauBupytoiue 0akTepuaibHble, BUPYCHbIE, TPUOKOBBIC
0OJIe3HH OpPTaHOB JBIXAHHS M >KEIYJOYHO-KHUILIEYHOTO TPaKTa. DHTEPOBUPYC-
Hble MHPEKIMH Y TaKMX OOJIbHBIX YacTO MPOTEKAIOT C MEHUHTOAHIIE(DATUTOM U
OPYTUMH TSDKEIIBIMUA MTPOSIBIICHUSIMU, BKIIIOUAsS! CKIEPEAEMO- U AEPMATOMHUO3H-
TOTMOJOO0HBIM CHHAPOM. XapaKTEepHbI BBICOKAsl YAaCTOTa 3JI0KAYECTBEHHBIX OITY-
XOJIeH JKeTyJOUYHO-KHUIIIEYHOTO TPaKTa U JIMM(OUTHON CUCTEMBI, MTOBHIIIICHHBIHI
PUCK ayTOMMMYHHBIX HapyIICHHH B BUAE T'€MOIMTONEHUN (T€MOJIUTHYECKAs
aHeMus1, TPOMOOIIMTOIIEHUH, HEUTPOIIEHUH) U apTpuTa. B CBA3M ¢ HapylmieHueM
CUHTE3a aHTUTEN U (POPMUPOBAHUS BTOPUYHOTO UMMYHHOI'O OTBETA CEPOJIOTH-
Yyeckasg JUarHoCTUKa HMH(EKUMOHHBIX 3a00JIeBaHUM, HalpuMep TenaTuTa,
BUY-undeximum HeBO3MOXKHA.

Jlaboparopuasi nuarnoctuka. Camxet yposenb 19G, IgA, IgE. YpoBenb
IgM y 50 % B HOpME, Y OCTAJIbHBIX CHUKEH. M30TeMariItoTHHUHEI HE ompeie-
nsaroTcsa. CHUKEHA WM OTCYTCTBYET peakuus Ha BaklMHBL. KonudecTBO mup-
KyJIupyronmx B-kieTok B HOpMe.

Jleuenne. AHTHOaKTepUanbHas Tepanus. Bo3MOXHO Ha3HAuY€HUE BHYT-
PUBEHHBIX UMMYHOTJIOOYJTUHOB.

Tpanzumopnaa cuno-y-2n100ynunemus MaadeHues — WNCUYC3HOBEHUE
1gG, nepenanHoro mWioay Yepes MmialeHTy MaTepH, BCKOPE MOCIE POXKICHUSI.

IlaTorene3. Marepunckuii 1gG nepeHoCHTCS IOy Yepe3 TpaHCIUIAICH-
TapHbIil Oapbep HauuHasg ¢ 4-r0 Mecsla OepeMEeHHOCTH. MaKcuMalbHbIN
TPAHCHOPT MPOUCXOJUT HA MOCIEIHUX 2 Mecsiluax OepeMEeHHOCTH. Y JIOHO-
IIICHHBIX HOBOPOXKIEHHBIX YpoBeHb G paBeH wim Jake HEMHOTO MPEBBINIACT
matepuHckuii. Matepunckuii 1gG paspyiiaercst mocsiae poxkaeHus ¢ MepruoioM
nosypacnana 25-30 qHel, MHUIUUPYS TPOTYKIIMIO COOCTBEHHBIX UMMYHOTJIO-
OynuHOB. Bpemsi Hayana v CKOPOCTh CHHTE3a COOCTBEHHBIX AHTHUTEN 3HAYU-
TeIbHO BapbupyeT. Hauamo aHTUTEIONPOAYKIIMH MOXKET OBITh 3aJep>KaHo J10
36 mecsueB, HO 3aTeM HOPMAJIU3YETCSl U IPOSBUTCS YBEIUYEHUEM KOHIIEHTPA-
nuu 1gG. [IpuumHOi MO3MHEro0 cTapTa aHTUTEIOTeHe3a SIBIISIETCS BPEMEHHOE
Hapymenue nuddepennmpoBku T- u B-mumporuros. [Ipodaema ocodbeHHO ak-
TyaJlbHa JJIsl IeTeH, poIMBIIUXCS A0 32 Helenb OEpEMEHHOCTH.

Kaunuka. Yacteie nHQEKIMU OpraHoB JbIxaHusi. OTUTHI.

JlaGopaTopHasi nmarnoctuka. YposeHb IgG u IgA B CBIBOpOTKE KPOBU
CHWXEH, a [gM B HOpMe winu noBbIlIeH. [[poOBOAUTCSA TOBTOPHOE ONPENECIICHUE
YPOBHS CHIBOPOTOYHBIX | M aHaM3 OTBETa HA BaKIIMHAJIbLHBIC aHTUTCHBI.

Jleyenne. OObIYHO He npoBoAMTCs. [Ipy MOBBIIEHHONW CKIIOHHOCTH K WH-
(beKImsaM 1 uX TSHKEJIOM TeUSHHUH TTOKa3aH BHYTPUBEHHBIA IMMYHOTJIOOYJIHH.

I'ny6okonenonomenubim aetsam B CIIIA u 3anannoit EBpone npoBoauTcs
3aMECTHUTENIbHAsI Tepanus BHYTPHUBEHHBIM MMMYHOTJIOOYTWHOM co 2—4 daca
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KHU3HU. DTa Mepa MO3BOJISIET CHU3UTh YaCTOTY MH(PEKIIMOHHBIX 3a00IeBaHUM Yy
Takux zaereit ¢ 32 no 21 % npu UCnoap30BaHUM CTAHAAPTHBIX BHYTPUBEHHBIX
UMMYHOTJI00YJIMHOB U A0 9 % mpu ucnosib3oBanuu oborameHusix IgM u IgA
antutenamu (IlenTarinoOun).

Takum 00pa3om, 3aMeCTUTENbHAS Tepalys BHYTPUBEHHBIMH UMMYHOTJIO-
OyJMHAMU y MalMEHTOB C HAPYLICHUSIMH aHTUTEJIOreHe3a SIBJISIETCS OCHOBHBIM
U HamOoJee U3yYeHHBIM METOJOM JieueHus. Llenpio 3amecTuTeNbHON Tepanuu
ABIIIETCS JOCTHKEHHE MOCTTpaHCc(y3noHHOTO ypoBHA |G B CHIBOPOTKE KPOBH
O6onpHBIX Oosiee 5 1/71. CBOGBpEMEHHOE Hayaso JICYCHHUS MPEAOTBpaIacT pas-
BUTHE THOMHO-BOCTIAJIMTENBHBIX MH(DPEKIUN PA3TUIHON JIOKATU3alUH, CHUKAET
MPOLEHT WHBATUAN3AINH, yIydllaeT KaueCTBO U MPOAOKUTEILHOCTD KU3HH,
[Tatmmentam ¢ IIM]] pexoMeHIyeTCs MCIOJIB30BATh CTAHIAPTHBIE IMPENapaThl
IgG c oTcyTCTBHMEM MM HU3KUM cojiepkaHueM B HUX IJA Bo m3bexaHue pas-
BUTHUSl aHA(PUIAKCUYECKUX PEeaKUui, TaK KaK y 4acTU U3 HHUX MPUCYTCTBYIOT
aHTuTena K IgA.

BHyTprBeHHBIC UMMYHOTJTIOOYIMHBI Kak B pexkume Hachimenus (0,4—0,8 r/kr
Macchl Tena), Tak ¥ B Buje mnoanepkusatomieii tepanuu (0,2—0,4 r/kr maccer
Tena) ¢ uHTepBaioM B 2—4 Henenu. K cranmapTHbIM IpenapaTaM BHYTPHUBEH-
HBIX MMMYHOIJIOOYJIMHOB, COJEp)KaluX mnpeumyiiectBeHHo |gG, oTHocsaTcs:
I'amumyn H 10 % (Bayer, CIIIA), 'amumynekc (Talecris Biotherapeutics,
CIIA), Untparnooun (Biotest, I'epmanust), Uurparek (Biotest, I'epmanusi),
Xymarnooun (HSPM, Benrpus), Dumornodynun (Baxter, Asctpus), UmOuor-
no0ynus (Umbuo, Poccust), UMmynoBen (Muxkporen, Poccust) u ap.

TAXKEJIBIE KOMBUHUPOBAHHBIE UMMYHOAE®PUIIUTDBI
(TKHU )

Kannnueckue nposiBjenussi TKUJ. O0muMu npusHaKaMu SBISIOTCS
runormiazus aumMdounHoN Tkanu, aumdbonenus, camwkenue CD3+ (T-mumdo-
IIUTOB) M KOHIICHTPAIIMU CHIBOPOTOUYHBIX MMMYHOTJI00YIMHOB. KiumHu4eckue
MPOSIBJIEHUS] HAUMHAIOTCS C TIEPBBIX Heleb/MecseB Ku3HU. Bo3Oynurensimu
nH(DEKIUH yare SBISIOTCS BUPYCHl U TPUOBI, peke — OakTepuu. TUTTHYHBIM
MIPU3HAKOM SIBJISIETCSI XpOHUYECKasl auapes U WHOEKIUU JTbIXaTeIbHBIX MyTeH,
BBI3BaHHBIC OMIMOPTYHUCTUYECKUMHU BO3OyAUTEISIMU. YacTO pa3BUBAIOTCS CETI-
TUYECKHE oclokHeHUs. OTMeuaeTcs 3a1epkka (pU3nIeckoro pa3sutus. B ciy-
qasx X-CLEIJICHHBIX CHHIPOMOB OOJICIOT TOJBKO MaJbUYMKU. XapaKTepHa
muMmornenus, HabmogaemMasi BO BCEX CilydasiX, Bce MH(EKIMH, BKIOYas BU-
pycHble, mpoTekatoT ¢ JuMmdonenuent. [lociae BIK-BakunHanuu pa3BuBaroTCs
Tsprenbie ocyoxHenus. [latorene3 TKU L npeacTaBieH Ha puc. u B Tad1. 2.

JlabopaTopHasi IMAarHOCTHKA TIpe/icTaBlieHa B Ta0. 2. Y Bcex OOJIBHBIX
orcyTcTByIOoT T-mumdorutsl (T-), B 3aBUCMMOCTH OT BHUJA T'€HETHYECKOTO Je-
¢dekta Moryt He ompeaenatbes B-nmumbonutel (B-) u ectecTBeHHBIE KUILIEPHI
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(NK-), reHpl KOMIUIEKCa THCTOCOBMECTUMOCTH TIEPBOTO MJIM BTOPOTO KIJIACCOB
(MHC |-, MHC II-). B Tex ciyuasix, xoraa B-mumdormrsl omnpeaenstoTcs
(B+), ux ¢yHKIMSA 3HAUMTEIHLHO HapylleHAa — UMMYHOIJIOOYJIHMHBI HE CHUHTE-
3UPYIOTCS WJIM UX YPOBEHb 3HAYMTENBHO CHIKEH. l{uToTOKCHMYeckas aKTHB-
HOCTh €CTECTBEHHBIX KWJUIEpOB, Jaxe mpu ux oOHapyxkenun (NK+) Huzkas
WIH OTCYTCTBYET.

Tabnuya 2
Hexoropslie pasnoBuaHoctu TKU /L
®eHoTHI IIaTorenes u KJIMHUKA Xapakrep
HacJIeA0BaHUA
T-B+NK- MyTauuu resa, JIOKaaIu30BaHHOTO B XpoMocoMe X CLeIUIeHHBIN ¢
(XQg-13), KoaupyYIOIIETro Y-IIEMb PEIENTOPOB, IS MUTO- | X-XPOMOCOMOM
kunos (MJI-2, NJI-4, WI-7, WI-9, WJI-15, UJI-21), yua-
CTBYIOIIMX B CO3PEBAHUU U (DYHKIIMOHUPOBAHUU
T-mumdonuros. Knunuueckue nposisnenuss TKU/L, 6o-
JICIOT TOJIBKO MajbuuKu. CaMblil yacThlil BapHaHT
TKU (42 %)
T-B-NK- Hedunut AJIA npuBoauT kK 06pa3oBaHUI0 METAOOIUTOB | AYyTOCOMHO-
(medext AJIA) IIYPUHOBBIX OCHOBAHMI, BBI3bIBAIOIIMX AIIONTO3 TUMO- | PELIECCUBHBIN
LUTOB U LHUPKYIUPYIOLUX TUM(OIUTOB. XapaKTepHbI
TUMQOTNIeHHsT, MHOXKECTBEHHBIE JIe(eKThl kKocTel. Kin-
Huueckue npossiaeHus TKNUJ]
T-B-NK+ Hapymen npouecc pekomOuHanuu renoB VDJ anTuren- | AyrocomHo-
(edexT reHoB Pacrno3HaIIINX PELENTOPOB HAa MOBEpXHOCTU T- 1 pELECCUBHBIN
RAG1/RAG2) B-KkI1eToK BCIIEICTBUE HAPYIIIEHUS TIPOIECCOB pa3pe3a-
1 sapuanm — Hus JJHK ¢pepmentamu RAG1 u RAG2. TosBistoTes
cunopom Omena | T-nmuMdOIUTHI ¢ ayTOPEAKTUBHOCTBIO K SITUTENNIO KO-
M 1 JKKT, uro conpoBoxknaercs reHepaln30BaHHON
IPUTPOAEPMHUEH, TECKBaMallUEe KOXKH, JUapee, rena-
TOCIIJIEHOMETaJInel, Tunep303uHO(UINeH, MOBBIIEHU-
eM IgE n xnmmanueckumu nposisiieHussmu TKN /L
T-B-NK+ Hapymenue penapanuu JIHK nocne ee paspesanus AyTOCOMHO-
(nedexT reHoB depmentamu RAG1 n RAG2, 4To mpuBOAMT K Hapylle- | perecCUBHBIN
RAG1/RAG2) HUIO DKCIIPECCUH aHTUTEHHBIX PELENTOPOB. B oTinnune
2 eapuanm oT cuHapoma OMeHa OTCYTCTBYET ayTOPEaKTUBHOCTb.
Knunnueckue nposisnenns TKN/]
T-B+NK- OTCcyTCTBHE PELENTOPOB AJISl IUTOKHHOB C O0IIeiH CuerieHHbIN ¢
y-1ienbio u3-3a aedexra JAK3-knHasel, yuacTByolieH B | X-XpOMOCOMOH
MIPOBEICHUU BHYTPUKJIETOYHOI'O CUTHAJIA MOCJIE CBA3bI-
BaHUS C peLeNTOpaMH JJIs BBILIEYKAa3aHHOW TPYIIIBI U~
ToknHOB. Knmanueckue nposisnenns TKU/]
T-B+NK+ Henopazsurtue snurenus TuMyca, OTCyTCTBUE T€pMUHA- | AYyTOCOMHO-
Cunopom Heze- |TUBHBIX IIEHTPOB B TUM(OYy3JIaxX, TUTIOTUIA3US UK aT- | pElIeCCUBHBIN
nogha (ppanyys- |podus tumyca u numpoysnos. Cxox co CITN]], CD-4
ckuu mun TKH]J]) | pe3ko CHM>KEHBI UM OTCYTCTBYIOT, OJTHAKO COXPaHSAETCs
HopMasibHOE cooTHoeHneCD-4/CD-8
T-B+NK+ JledeKThl TeHOB, KOAMPYIONIUX O-IIETTh PELenTopa K AyTOCOMHO-
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1 sapuanm WNJI-7, nenmaroT HEBO3MOXKHBIM TU(PHEPEHITUPOBKY peIeCcCUBHBIN
T-mumdormros. Kimnnueckue npossnennst TKU

Oxonuanue mabn. 2

®eHoTHI IIaTorenes u KJIMHUKA Xapakrep
HacJIeA0BaHUA
T-B+NK+ Hedext monekyn CD3, yuacTByromux B opMUpOBaHUH | AYTOCOMHO-
2 eapuanm KOMIUIEKCA C aHTUT€HPACIIO3HAOIIUM PELIEIITOPOM. PELECCUBHBIN
Kimnanueckue nposisiienns TK L
T-B+NK+ Hapymenue nepenaun akTUBallMOHHOTO CUTHAIA BHYT- | AyTOCOMHO-
3 sapuanm pu T-mumdounToB BeaeacTsue aedexra pepmeHTa peLeCCUBHBIN
ZAP-70 (Tupo3uHKHHA3a), U3-3a MyTalluu T€Ha, pacIo-
JIO’)KEHHOT0 Ha 2-i Xxpomocome. KiinHnueckue nposipiie-
aus TKHJT
T-B+NK+ Hapymenne tpanckpunuuu aganteproro 6enka TAP-2 | AyrocomHo-
MHC I MPUBOAUT K HapyueHuto skcnpeccuu mojekya MHC1 | peueccuBHbIi
CHHIpPOM «TOJIBIX | KJIacca, IPEJICTABICHHBIX Ha BCEX KJIETKAX OpraHu3Ma,
JTUMQOLUTOB KpOME 3pUTPOLIMTOB U HEMPOHOB, SIBISAIOTCS MapKEpOM
«CBOWY JUIsl aHTUT€HPACIIO3HAOIIUX T-KIIETOK, KOTOpbIE
YHHUUTOXKAIOT KieTku ¢ n3MeHeHHsIM MHC-1. Kinnn-
yeckue nposisinenuss TKMN/I, Opouxoakrarnyeckas 60-
JIE3Hb, TAHCUHYCUT
T-B+NK+ Hapymienue TpaHCKpUNIIMK TPAHCIIOPTHBIX OEJIKOB, AyTOCOMHO-
MHC II obecneunBaromux sxcnpeccuro Mmosiekyn MHC Il knac- | perieccuBHBIN
CHHIPOM «TOJIBIX | Ca, MPEICTABICHHBIX HA aHTUT€HIIPE3UEHTUPYIOLIUX
JTUMQOIUTOB KJIETKaX ¥ aKTUBUPOBaHHbBIX T-mumdonuTax, Heo0Xo-
JUMBI JJI CYILIECTBOBAaHUSI HMMYHHOM CHCTEMBI KaK
enuHoro nenoro. Kimnanueckue npossiaenust TKI/I,
LMJIMAKONIOAOOHBIH CHHAPOM

Jleuenne u mpopuiaakruka. [Mpodunaktuka ocnoxxuenuit TKU]] Bo3-
MoxHa. Jleuenue ocnoxnennit TKU/[ manosddexktnBHO (aHTHOaKTEpUanbHas
Tepanusi).

[Ipodunaktuka:

1. CneunanbHble CTEPUIbHBIC MMAJIATHI.

2. Metoa BbIOOpa — mepecajika KOCTHOTO MO3Ta, MPU YCTIEIITHOM BBITIOJ-
HEHUHM BEJET K MOJTHON KOPPEKIIMU UMMYHOJIOTHYECKOTO IedeKTa.

3. Tepanus HemocTaromUMHU (pepMeHTaMH, HANPUMEpP, MOJKOKHOE BBE-
JieHre afieHo3uHe3aMrHa3bl (AJIA) KpyImHOro poraToro cKoTa JaeT XOPOILHUd,
HO KOPOTKHM 3PHEeKT, MOKET CTUMYJIUPOBATH CHHTE3 COOCTBEHHBIX aHAJIOTOB
HeJocTaromuX (GepMeHTOB. Tepamnusi MPOBOAUTCS B CIydasx HEBO3MOXKHOCTU
TPAHCIUIAHTAIIMM KOCTHOT'O MO3Ta.

O6a Tuna cuHApOMa «TOJBIX JUMGOIUTOBY) U Tpu Bapuanta T-B+NK+
otHocaTcs Takxke K [TN]] ¢ mapymenuem aktuBaruu T-mumdorutos. Cuaapom
«roJibIX AUMGOIMTOB MOJYUUIT CBOE€ Ha3BaHKUE BCIEACTBUE TOTO, YTO HA JIMM-
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¢douurtax, makpodarax, JEHIPUTHBIX KIETKaX OTCYTCTBYIOT AHTUT'€HBI TJIaBHO-
ro komIuiekca rucrocopmectumoctu (HLA).

[Tockonbky ycraHoBieHsl renerndeckue aedextsl Bcex TKU/, Bo3moxHa
ux reHorepanus. Haubonee orpaborana nepecagka reHa AJ[A B KyJIbTUBU-
pyemble T-nuMponutsl OonbHOro. I'en AJIA mMmeer cpeaHue pasmepsl U XO-
POILIO BCTPAaUBAETCS B PETPOBUPYCHBIE BEKTOPHI, BBOANMBIEC B AKTUBUPOBAHHBIC
aumdouuTsl OosibHOro. PaspaboraHa Takke reHOTepanus X-CLEIUIEHHOTO
TKH/I myTrem BBeIeHUS T'€HA Y-LENNU B KOCTHOMO3TOBBIE KIIETKH.

I'ennas tepanus uMeeT NPEeUMyLIECTBA NIEPE] TPAHCIUIAHTALUEN KOCTHOTO
MO3ra, 3aKJII0YAI0IINecs B OTCYTCTBUM HEOOXOJMMOCTH JTIOHOpPa M BO3MOXKHO-
CTH KOPPEKLIIMU HEMMMYHOJIOTHYECKUX MPOSBICHUM, CONPOBOKIAIOIINX HEKO-
topbie 1]l (Hampumep, HEBPOJIOIMYECKUE MPOSBICHUA MPU ATAKCUU-TENe-
AQHTHUAKTa3UN).

NMMYHOAEPULINUTHBI, KOMBUHNUPOBAHHBIE C IPYTUMHU
(HEUMMYHHBIMH) IE®@EKTAMUA

B otnuuune ot nanuentoB ¢ TKUJ] y 60nbHbIX ¢ nanabivu opmamu UJIC
COXpaHseTCs MUHUMAajbHasi akTUBHOCTH T-mumdonutoB. Haubosee n3BecTHbI
CJIEyIOIlIEe BapUaHThl KOMOWHHUPOBAHHBIX UMMYHOE(PUIIUTOB.

Komounuposannasa ummyHnas He0oCmamouHocms ¢ amakcuei-meJie-
anzuixkmaszuei (cunopom Jlyu-bap). Illatorene3. Myranus reHa Ha JJIMHHOM
miede 11-if xpomocomsl. [IponykT reHa — OeNOK cemMeilcTBa BHYTPHSACPHBIX
MPOTEUHKUHA3, KOHTPOJIUPYET KJIETOUHBIA LIMKJ, MEH03, y4acTBYeT B penapa-
unu noBpexaeHnon JTHK, npensTcTByeT pa3BUTHIO XPOMOCOMHBIX aHOMAJIUH.
Kiietkn OOJNBHBIX BBICOKO UYBCTBUTENIbHBI K MOHU3UPYIOLIEMY H3IYUYEHUIO U
JIPYTUM MYTareHHbIM (hakTopaM, YTO TOABEPraeT KIETKY BBICOKOMY PHCKY
3JI0KaYE€CTBEHHOI'O MTEPEPOKIACHUS.

Kaunnuka. OTmeuaercss rumnorjiazus THMYcCa, CEJIE3€HKH, JTUM(OY3IOB
(100 %), noBbIIIeHHBIH ypoBeHb O-(eronporenna (91 %). IIporpeccupyroras
JEreHepanys MO3’Ke4Ka, BeAylasi K pa3BUTHIO aTaKCHUH, IJ1a30[BUTaTEIbHBIM
HapylIeHusIM U au3apTpuu ¢ Hayajaom nocie 1 roma (100 %); mosiBnenue B
BO3pacTe OT 2 10 6 JIET TeJEaHIMOIKTa3ui Ha KOHBIOHKTUBE, OTKPBITHIX y4acT-
Kax Tena, cau3ucThix 06omoukax (100 %), runepnurMeHTanus mocjie HHCOJs-
UM, 3aJIepKKa pocTa U mporpeccupyromas auctpodus (63 %), paHHee crape-
Hue. Ilpu uccnenoBannu TUMQPOLMUTOB OOJBHBIX CUHApPOMOM Jlyn-bap BbIsSB-
JIEHO, YTO KOJIMYECTBO CHOHTAHHBIX U WHIYIIUPOBAHHBIX paualldell MOJIOMOK
B
40 pa3 mpeBbIIACT HOPMY. DTO OMPEAECTAECT MOBBIICHHYIO MPEAPACIIONOKEH-
HOCTb MAIIMEHTOB K JIEWKO3aM U JIUMQOMaM, PeXe K 3JI0KaYECTBEHHBIM COJIU/I-
HBIM OITYXOJISIM.
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JlaboparopHasi amarsoctuka. [Iporpeccupyromee ¢ BO3pacTOM CHHXE-
Hue unciaa u Gynknuu T-mumdonutoB (95 %), aepunut IgA (60 %) u 1gG
(20 %), pe3Ko MOBBIIICH YPOBEHD O-PEeTOMPOTEHHA.

Jleuenne He pazpadortaHo. Mcnonb3yroTcs aHTUOMOTHKHY, BHYTPUBEHHBIN
UMMYHOTJIO0YJIMH.

Cunopom Buckomma—Onodpuua. VimmyHoneuuutr ¢ TpoMOOLIUTONIEHU-
eit u ak3emoit (WAS) sBisercss X-CIEIUICHHBIM CHUHAPOMOM, KOTOPBIA Hacje-
IyeTcs N0 ayTOCOMHO-PELECCUBHOMY THUIy, XapaKTepU3yeTcs TpUagoil npu-
3HAKOB: JK3€MOMH, TPOMOOIIMTONECHNYECKON MypIypoil U BHICOKON BOCIIPHHM-
YUBOCTBIO K HHPEKIIHSIM.

IlaTorene3. X-cuemieHHbI CHHAPOM, O0YCIOBICHHBIA MeheKTaMu TeHa,
koaupyromiero 6emok WASP, KoTopsiii y4acTByeT B MOJIMMEPU3ALMN aKTHHA U
dbopmupoBaHny MUTOCKENeTa U dkcupeccnn CD43 — neikoruTapHOTo TIIUKO-
IpPOTEUAA, UTPAIOUIETO POJIb AHTUAATE3MBHOM MOJEKYJIbl MEXAY KIETKaMHU.
JHedekTsl UTOCKENIETa MPUBOJAT K HAPYIICHUIO B3aumonaenctsus T-mumdo-
[IUTOB C AaHTUTCHIPE3CHTUPYIOIIMMHU KJIETKAMH, 3TOMY K€ CIIOCOOCTBYET CHU-
xkenue skcnpeccun CD43. WASP umeercs Ha BceX JICHKOLMTaX, KpoOMe
nokosmuxcs B-kneTok, a Takxke Ha TpomOouuTax. Mopdonornyecku nmumdo-
IIUTHI TEPSIOT MUKPOBOPCUHKU, TPOMOOITUTHI YMEHBIIAIOTCS B pa3Mepax.

Kannuka. bponxonerounsie undexuu (100 %), rHoitHbie HH(EKIUU
KOXHU U Markux TkaHe (90 %), JIOP-opranos (60 %), peuuauBUpyroume 3H-
TepokosuThl (60 %), reHepanu3zoBanHas repnetudeckas nadexuus (60 %), Bbi-
COKHMI pHCK Heorutacthdeckux mporeccoB (20%), Tpomooruronenus (100 %)
1 BBICOKAasi KPOBOTOUYMBOCTh, aTonuueckuid aepmatut (98 %). CruieHomeranus.
AyronmmyHHbIe Oone3nu (20 %).

JlaboparopHasi AMarHocTuka. TpoMOOIUTONEHUSI C MEJIKUMHU TPOMOO-
IUTaMH U3MEHEHHOU cTpyKTyphl. [loBbimensl TuTphl IgA u IgE, camken IgM,
HOpMaJlbHBIN ypoBeHb 1g(, mporpeccupyroliee CHUKEHUE Yucia U (pyHKIUU
T-mumdonuTos.

Jleuenne. EQUHCTBEHHBIM METOJIOM M3JICUEHUS SIBISIETCS TPaHCILJIAHTA-
1Ust KOCTHOro Mo3ra. [Ipu oTCyTCTBUM BO3MOYKHOCTH TPAHCIUIAHTAIIUU BBIMOJI-
HSETCSl CIUICHAKTOMHUS, TIepe] KOTOPOM MPOBOJUTCA BAKIUHAIMS MHEBMOKOK-
KOBBIMHU BaKIIMHAMH B CBSI3U C BBICOKHM PHCKOM Pa3BUTHSI THEBMOKOKKOBOTO
CEerNcuca y CIUIEHIKTOMHUPOBAHHBIX OOJbHBIX. [IpoBOAMTCS Tepamusi BHYTpHU-
BEHHBIM MMMYHOTJIO0YJIMHOM, aHTHOMOTUKAMH, CUMIITOMaTHYEeCKas Teparusl.
[Tokazana BakIIMHAIIUSI THAKTUBUPOBAHHBIMU BaKIIMHAMU U AaHATOKCHHAMM.

Cunopom /[u /[recopoxcu (cunonnazus mumyca). BpoxieHHoe HEgopas3-
BUTHE TUMYycCa, OOYCIOBJIEHHOE HapyuieHueM 3-il u 4-il TI0TOYHBIX Ienel
(kapMaHOB) B TEUEHUE PA3BUTHS IJIOAA.

IlaTtorene3. Bpoxxnennsiit nedekt pa3Butus 3-i u 4-i TIIOTOYHBIX IIENICH
(KapMaHOB) BO3HUKAET U3-3a CIIOHTAHHBIX MyTAallM-MUKpOAEIEeUUi B 22-i1 Uin
10-i1 xpomocomax Okojio 8-i Hexenn OepeMEHHOCTH B pe3yJibTare Hebmaro-
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IIPUATHBIX BO3ACHUCTBUM HA IUIOA. XapaKTEPU3YETCsl AaHOMAJIMEN Pa3BUTHS THC-
TOT€HETUYECKH POACTBEHHBIX OPraHOB: TWIOIUIA3US WJIM aIljla3us TUMyca, na-
PALIMTOBUIHBIX JKEJI€3, HOPOKH CEPJILIA U A0PTHI, JIULIEBOTO CKEJIETA.

Kaunuka. Benymymuy KIMHUYECKUMH CUMITOMAaMH, BIUAIOIIMMHA Ha Ts-
KECTh TEUCHHSI CUHAPOMA M OMNPEAEISIOIMINMU €r0 MPOTHO3, SBIAIOTCA. MEp-
BUYHBIM TUIIONApaTUpeo3 ¢ runokanbiuemMueii u tetanuend; BIIC u nyru aop-
Thl. ['unomnnasus TMMyca CONMpoOBOKIAETCS PEKYPEHTHBIMU MH(DEKIUIMHU H3-32
nedumuTa T-KIETOYHOTO 3B€HA. XapaKTEPHbI TAK)KE€ aHOMAJIMH JIMIIEBOTO CKe-
JIeTa U BEPXHUX KOHEYHOCTEH, JEMEHITHS.

JlabopaTopnasi nuarnoctuka. Jlumponenus, cumwkenue T-muMdouToB,
CHIDKEH OoTBeT T-KjeTok Ha MuToreHsl. [ unokanbnuemus (100 %).

Jleuenne. CumnromaTuueckoe. Bo3mokHa nepecanka QpeTaibHOrO TUMY-
ca WM TUMUYECKOTo 3nuTenusa. KoMneHncanusa napamyToBUIHON HEIOCTAaTOY-
HOCTH.

AyronMMyHHbI# JuMm@ponposndepaTtuBabiii cuaapom (AJIIIC). B no-
clielHee BpeMs OTHOCAT K BapuaHty [IM/[, B OCHOBE KOTOpOro JeXaT IepBuY-
HbIE€ JEPEKThl aronTo3a JUM(POLMTOB, YTO MPUBOAUT K MOTEPE KOHTPOJS Haj
nponudepanueil TMMPOUTHBIX KIETOK. BeriencrtBue 3Toro pa3BuUBalOTCsS He-
37I0Ka4eCTBEHHas JuMdonponudepanusi, TUunepnpoaykunus UMMYHOTJIO0YIu-
HOB, BbIpaOOTKa ayToaHtuTen. Y OonbmimHcTBA 00JbHBIX AJIIIC BhIsABISIETCA
ne(UUUT OJHOTO UM HECKOJIBKUX KJIACCOB HJIA CYOKJIacCOB aHTHUTEIL.

Mouekyasipabie aeexThl. B Hactosmee Bpems UACHTU(UIMPOBAHBI
yeTbipe BapuanTa AJIIIC B 3aBUCUMOCTH OT TUNA AePEKTa anonTo3a:

— AJIIIC la — nedext rena Fas-penenropa;

— AJITIC Ib — nmedekr rena Fas-nmuranga;

— AJIIC Il — nedexr rena xacnassl 10;

— AJIIC Il — nennentuduimpoBanubie 1EKTHI.

Kannuka. OcnoBubiMu nposienenusiMu AJIIIC sBnsitores numdbaneHona-
THUS1, TENATOCIUIEHOMET IS, AyTOUMMYHHBIE TEMOLMTOIIEHUH B BHUJE FE€MOJIU-
THYECKOW aHEeMHUH W/WIM TPOMOOIIUTOIICHUH W/WJIU arpaHyJoIMTo3a U JIPyrue
ayTOMMMYHHBIE paccTpoicTBa (HecmenudUUecKuii sI3BEHHBIA KOJUT, apTpPHT,
y370BaTasl dpuTeMa U Ap.). Y OOJBIINHCTBA OOJILHBIX OOHAPYKUBAETCS TOBHI-
[IEHHE OJJHOTO WJIM HECKOJBKUX KJIACCOB UMMYHOTITIOOYJIMHOB U ayTOAHTHUTENA
K Pa3JIMYHBIM KJIETKaM U TKaHAM OpraHu3Ma.

Kpurepun aumarnoza. AJIIIC MOXHO NpEANoONOXKATh NPU HAJUYUU Y
OOJILHOTO COYETAHMS MOBBIIIEHHOTO KOJMYECTBA LUPKYIUPYIOIIUX ABOMHBIX
HeratuBHBIX JuMdoruToB (CD3+CD4-CD8-) B coueTaHuu ¢ ABYMsSI U3 HUXKE-
nepeyeciIeHHbIX MPU3HAKOB:

— TIOJIUKJIOHAJIbHAS TUNEPUMMYHOIJIOOYIMHEMHUS (TIOBBIIIEH OAWH WA
HECKOJIBKO KJIACCOB CHIBOPOTOYHBIX MMMYHOTJIO0YJINHOB);

— YBEIUYEHHE MUHUMYM TpeX Ipymn JTuM(pOy3IoB;

— TenaTroCIJICHOMETausl.
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[lonTBepkeHneM auarHosa sIBISIETCS BbISIBICHHE Je(deKTa amomnrosa in
vitro.

Jleyenue. Jletu, Haxonsuecss B OJIArONPHUSATHOM COCTOSIHMM, T. €. HE
UMEIOIINE TeMATOJIOTMYECKUX U3MEHEHUH, HE CTPAJArOIIMe THIIEPCIUIEHU3MOM
U HapyLICHUsMU AbIXaHUs BeiencTBUE nTumbonponndepanuu, He TpeOyroT Jie-
yeHus. 1Ipu pa3BuTHM ayTOMMMYHHBIX HApyIICHUH IMOKa3aHa TEPAINMsl IIIHOKO-
KOPTUKOCTEPOUAAMH U LUTOCcTaTUKaMu. [Ipu BeIpaskeHHOU numdornponudepa-
MU C JbIXaTeIbHBIMH HAPYIICHUSIMHU U SBJICHUAX TMIEPCINIEHU3MA MPOBOAST
CIUIEHAKTOMMIO. Hann4ure XpOHNYeCKOM HEUTPONIEHNUH SIBJIIETCS ITOKA3aHUEM K
MOCTOSIHHOM aHTHOAKTepuaNbHON Tepanuu, 3pGEeKTUBHO MPUMEHEHHE POCTO-
BbIX (DaKTOPOB (HEHMOTeH, TPAHOIINT).

IlepBuunbie HapywieHuss (yHkuuu HeitpoduiaoB. Ilatorenes. Oc-
HOBHOH (pyHKIIMEN HEUTPOPUIIOB SABISETCSA 3aXBaT, YHUUTOKEHUE U TIEpEeBapU-
BaHUE IAaTOTEHOB OakTepHalbHOM M rpuOKOBON mpupoasl. g peamuzanuun
CBOEH OCHOBHOM ()YHKIIMH HEUTPODUIIBI TPOXOJAT HECKOJIBKO ATAIOB:

— MOOuIM3aIMs U3 Aeno (KOCTHBIM MO3T, CEJIe3EHKA);

— XEMOTAKCHUC K MECTY BHEAPEHHUsI I1ATOI'CHa,

— (¢arouuTo3 BO30YyIUTENS M MOCIEAYIOUIEe €ro MepeBapuBaHUE B pe-
3yJbTaTe CIUSIHUS (PArocoM C JIM30COMAMHU.

B 3aBucumoctu ot HapyeHuil (parouuTapHbIX QYHKIMNA pa3inyaroT He-
CKOJIBKO pa3HOBUIHOCTEN JAaHHOU matojoruu (Tadi. 3).

Tabnuya 3
Kaaccndukanus nedgexToB cucreMsl paronurosa
CocTrosinue Komnneckue Xapakrep aedexra Tun HacjieoBaHus
MPOsABJICHUSA
Hedunut 3anepxka otaeneHus | HecnocoGHOCTh aare3uu jei- | AyTOCOMHO-PELecCHB-
MOJIEKYJI - |mochena. MHpeKkIuu | KOIUMTOB K SHIAOTENHUIO U, ciie- |HbId | Tum — nedexr
re3uu KOKHBIX TIOKPOBOB U | JOBAaTE€IbHO, MUTPUPOBATH B | B-11€MTM HHTETPUHOB
TUHTUBUTHL. [11y00- |odar BocmaneHus M OCylecT- |(XeMOTaKCucC, aare3us
Kue alcrecchl, nepu- |BIATh (parouuTo3 OakTepuil K SHAOTEIUIO COCYIOB,
TOHMTBI, OCTCOMHUE- AIIK k xJ1eTke-MuIie-
JIUTBI uu). |l tTun — nedex-
THI CEJICKTUHOB (aare-
3Ms1 K HJOTEIHIO,
POJUTMHT, MUTpaIHs
HelTpodusoB B oyar)
Cungpom VBenuuenue pazme- |Hapymenne xemorakcuca AyTOCOMHO-
Yennaka— pa IM30coM («ru- HEHTPO(UIIOB U CHUKEHHE UX |PELIeCCUBHBIN
Xwuracu TaHTCKHE TPAHYJIb») | MUKPOOHIIUIHOW aKTHBHOCTH
B ¢aromurax. Yac-  |M3-3a HECTIOCOOHOCTH CIIMS-
TUYHBIN QIbOMHU3M |HUS (Parocom ¢ TU30COMaMHU.
JuchyHKIMSE MUKPOTpYOOUEK
LUTOCKEJIeTa
I'unep-l1gE-  |Kannnnos xoxu u CHuKeHue NpoayKIUH Y-UH- | AyTOCOMHO-
CHUHJIPOM CIIM3UCTBIX 000J710- | Tepdepona TX1 npuBOANUT K | peIIeCCUBHBIN
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(Ixo6a) yek. Beicokmii ypo- |akTuBanuu TX2 u rumeprpo-
BeHb IgE. AGcnecen | nykuuu IgE, uto crioco6cTBy-
nerkux. HapyimeHus |er BBICBOOOXKICHHIO I'MCTa-
KaJbIIMEBOTO OOMEHA | MUHA, KOTOPBI OJOKUpyeT
XEMOTAKCHC HEUTPOHIIOB

Oxonuanue maba. 3

Kiaunnnuyeckue
Cocrosinne Xapakrep aedexra Tun HacjienoBaHusn
MPOABJICHUA
XpoHuueckas AOc1ecchl, BBI3EI- CHmkeHrne o0pa3oBaHus CreruieHHbIN ¢ X-
rpaHyjieMaTo3Has | BACMbIC MUKPOOPIa- |MPOJYKTOB «JIbIXaTeIbHO- |Xpo-MocoMoii (65 %)
00JIe3Hb HU3MaMH, COJIepXkKa- |T0 B3pbIBa» U HecrmocoO-  |— nedexter HAJID-
[IUMU KaTajazy HOCTb OCYIIECTBIISTh KWJI- | OK-CHJA3bl, OTBETCT-
(St. aureus, Salmo- | TMHT MUKPOOPTraHU3MOB | BEHHOH 3a pean3a-
nella, Serratia, E. IIPU COXPAaHHOM HX (aro- |IHUIO «IBIXaTEIbHOTO
coli, Pseudomonas), |muro3e. ParouuTs mpe- B3pbIBa». AyTOCOM-
rpubamu. OOpa3oBa- |BpaIIAlOTCS B «XPAaHWIUIIA | HO-PE-TIECCUBHBIN 3
HUE TpaHyJIeM BO JUTSE MUKPOOOBY, IPOUCXO- | THIIA
BHYTPEHHHX Opra-  |AuT remarorenHas aucce- |(35 %) — nedekrsr B
Hax. Manudectupy- |MHHAIMS MUKPOOOB HEl- |Lenu HuToxpoma b u
€T B IIEPBBIC 2 Mecsi- |Tpoduiamu, 00pa3yroTcs |HapylleHHUEe BbIpa-
1a )KU3HU UX CKOIUICHHS] — IpaHy- |OOTKHU CynepoKcua-
JIEMBbI HUOHA KUCIIOpOa 1
MIEPEKUCH BOJIOPO/Ia

Jleuenne. B nepro KIMHUYECKUX MPOSBICHUNA — aHTUMUKPOOHAs Tepa-
nusi KOMOMHALMSAMU aHTUOMOTUKOB. XUPYpPruuecKUe BMEIATeNIbCTBA MPHU Ha-
JM4UK abClecCOB YacTO COMPOBOXKIAIOTCS HATHOCHHWEM IOCIIEONepaliiOHHON
paHbl U (GOPMUPOBAHUEM HOBBIX OYAaroB, U MOTYT PEKOMEHJOBATbCSI TOJIBKO
npu HE3PPEKTUBHOCTH KOHCEPBATUBHOM Tepanuu. Mcnonab3yroTcsi MOBTOPHbBIE
MepeMBaHusl TPaHyJOIUMTAPHON MAaccChl, BBICOKHX /103 Y-MHTEpPEpOHa U rpa-
HYJIOLIMTAPHOTO KOJOHUECTUMYIUPYIONIETO (pakTopa (TpaHOIuUT).

[Ipodunaktuyeckas (6azucHas) Tepanus — MOCTOSHHOE MPOQPUIAKTHYE-
CKO€ HCIIO0JIb30BaHUE TPUMETONIPUMA CYJIb(OMETOKCA30Ja B 103€ S5 MI/KT B Cy-
TKH TIO TPUMETOINPUMY, B TSDKEIIBIX CIIy4asiX B COUYETAHUU C (PTOPXUHOJIOHAMH.
[IpotuBorpudkoBas Tepanus (uHTpakoHazon 200 mr/cyt). Otmedena 3dpdek-
TUBHOCTb IPUMEHEHHUS Y-UHTep(depoHa.

TpaHcmtaHTanMs KOCTHOIO MO3ra U F€MONIO3THYECKHUX CTBOJIOBBIX KIIETOK
(TpebyeTcsi MOIIHOE KOHIWIIMOHUPOBAHMUE MAlMEHTa, YUUTHIBAs MOJIHYIO CO-
XpaHHOCTh JTUM(OUAHOTO UMMYHHUTETa). Bo3MokHa mepecaaka 310pOBBIX Ie-
HOB B CTBOJIOBBIE KJIETKH OOJIbHBIX.

IepBuunblii nepunur cucrembl kKomiuiemenTa. [laTorenes. [ledurmr
CUCTEMbI KOMIJIEMEHTA U PELENTOPOB Ha KJIETKAaX MPUBOJIUT K PA3BUTHUIO pa3-
JUYHBIX MATOJOIMYECKUX COCTOSIHUM, MOCKOIBKY OCJNKH KOMILIEMEHTa y4acT-
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BYIOT B BBIBEJICHUHM U3 KPOBU LUPKYJIUPYIOMIUX UMMYHHBIX KomIuiekcoB (Cl,
C2, C4) u muxpoOHbIX Ten (C3, C5-9-memOpaHaTaKyOIMMUi KOMILIEKC).

JleueHue 3aBUCUT OT KJIMHUYECKOTO BAPUAHTA.

Hacneocmeennwtit (eposcoennwlit) anzcuonespomuyeckuii omek (HAQ).
ITaTrorene3. HaciieqcTBEHHBI ayTOCOMHO-JIOMUHAHTHBIN CHUHIAPOM. BriepBbie
orucad B 1888 r. Ociepom (ISATh MOKOJCHUN aMEPUKAHCKOW CEMbH CTpPaIaliH
OT MU30MYECKUX OTEKOB, MPUBOIAIINX K cMepTh). Tunsl HAO:

a) 1 tunn — uctuHHbA HAO — cHmxenue ypoBHs Cl-uHrudburopa He co-
MIPOBOXK/IAETCS TIOTEpe ero QyHKINY;

0) 2 Tun — BapuanTHeli HAO — konudectBo Cl-uHruburopa B HOpME
WJIM TIOBBIIIIEHO, HO €Tr0 (DYHKIINS CHIDKEHA,

B) 3 TUI — CTPYKTYpHO u3MeHeHHbI Cl-uHrudutop odbpasyer arperaTsl
¢ albOyYMHUHAMHM, WIH FI00YyJIMHAMH, WIM ayTOAHTUTEIaMH, HUHTHOUPYIOIIMMU
ero QyHKIIUH.

Bbonbmoe 3Hauenne nmeer ydyactue Cl-uHruOuTOpa B CBEPTHIBAHUU KPO-
BU, uOpuHONMM3e U B 0Opa3oBaHuu KMHUHOB. B ¢yHkuuio Cl-unruburtopa
BXOAUT HE TOJBKO MojaBiicHHE akThuBauuu Cl-KOMIIOHEHTa KIaCCHYECKOTO
NyTH aKTUBAIlMU KOMIUIEMEHTa, HO U 00pa3oBaHue TUIa3MUHA U OpaIUKMHUHA.
B pesynbrare TpaBmbl, cTpeccoB akTuBupyercs daktop Xl cBepThiBaHUS KpO-
BU ((akTtop XaremaHa), KOTOPbI MEPEBOAUT TUIA3MUHOTEH B IIJIa3MUH, 3aITyC-
Katouuii B orcytcTBUM Cl-MHrHOMTOpa KIACCUYECKUW MyTh aKTUBALIMM KOM-
miaeMenta. Ilpu sToM 00pazyroTcs OMOJIOTMYECKH AKTHUBHBIE KOMITOHEHTHI
KOMILJIEMEHTA, BBI3bIBAIOIME MOBBIIICHUE MPOHUIIAEMOCTH COCYJOB M OTEK.
BaxxHyto poip B pa3BUTUM OTE€Ka UIrpaeT OpaJuKUHHUH, OOpa3yroUIUICs TMOJ
nericteuem C2.

Kaunuka. Otexkn vame nossistores B 7—15 ner. BosHukaror mocne
TpaBMbl, UHPEKIIUU, OTIEPATUBHBIX M CTOMATOJIOTHUYECKUX BMeEIIaTenbCTB. Jlo-
KAJIU3YIOTCS Ha JIUCTAJBHBIX OT/AEJIaX KOHEYHOCTEW, B JbIXATENIbHBIX IyTIX
(oTek ropraHu — acPUKCUS), B KEITYJOUHO-KUIIEYHOM TpakTe (HEmpOXOJIu-
MocTb). OTE€KH OTJIMYAIOTCSI BHICOKOW IJIOTHOCTBIO, OTPAHUYEHHOCTBIO, OTCYT-
CTBUEM 3yZa, 0€300JIe3HEHHOCTHIO, OTCYTCTBHEM JIMXOPAJAKU U aCCOLMALIUU C
KpanvBHULIEH.

Tabauya 4
Knunuka I[IU]] cucTeMbl KOMILIEMEHTA
JedeKThI 0eaK0B KanHnvyeckne nmposiBjieHAsI

Clq MIMMyHOKOMIUIEKCHAs TATOJIOTUs (CUCTEMHasi KpacHasi BOJI-
YaHKa, rII0MepyJIoHepuT)

Clr, C4, C2 CuctemHas KpacHasi BOJYaHKa, MMOTEHHbIE HH(pEKIUH (Ha-
MIpUMep, THEBMOKOKKOBBIN CEICHC)

C3, ¢akrop H, dakrop | PeruuBupytomuye NMOreHHble MHPEKIMK, CHCTEMHas Kpac-

(C3b unaktuBarop) Has BOJYAHKA, TIIOMepyJIoHeQpHT

®daxrop /l, P (mpontepaun) | PeniuauBupyromniue nHGEKINN, BEI3BAaHHBIC OAKTEPUSIMHU POJIa
Neisseria
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C5-8 To xe

C9 CHUMIITOMBI OTCYTCTBYIOT

C1-unruéurop HacnencrBeHHbI aHTHOHEBPOTUYECKHUI OTEK

HAD (pakrop, yckopsito- I'emonu3 ¢ mapokcu3MaabHON HOYHOM reMOTJI00uHYpreit
i pacmaa C3 KOHBEpTa3)

CD5-9 To xe

CR3, CR4, LFA [TnoreHHbie UHPEKIIUH, CETICUC, THHTUBUT

JlabopaTopHas quarnoctuka. Onpezensator konuuectBo Cl-unrubéuropa
u C4-xomnoneHTa (HopMasibHbIN ypoBeHb C4 uckimouaer HAO).

Jleuenne. OunnieHnpii KoH1eHTpaT Cl-mHruouTopa, aapenanmud, C3II.
His ctumynsiiiui cuHTe3a Cl-unruburopa — E-aMuHOKanmpoHOBasi KUCIIOTA U
aHJIPOTeHBI (J1aHa30JI, METHIITECTOCTEPOH). AHTUTHCTaMUHOBBIE cpeacTBa U ['KC
He3(PPEKTUBHBL, YTO JIOKA3bIBAET HEAIIEPIMUYECKUI XapakTep 3a00IeBaHMU.

3AJIAHUA 151 CAMOCTOSITEJIBHOM PABOThI

JUist ompeneneHusl KIMHUYECKUMX W JadbopaTopHbix npusHakoB [TUIC,
CTYJIEHT JOJIKEH XOPOILIO YCBOUTH TeMy | mukia «KnuHudeckass UMMYHOJIOTHS
Y aJUIEProJIOTHs, MOCBAIICHHYIO Pa3BUTHIO PA3IMUYHBIX HMMYHOJOTUYECKUX U
MMMYHONIATOJIOTHYECKUX peakUuil B OpraHu3Me peOeHKa, 0OCOOEHHOCTSM pa3-
BUTHS UMMYHOJOTMYECKUX MPOLECCOB y JIeTel pa3au4yHoro Bospacra. [IoBTo-
puTh MHGOPMAIUIO, MOJYYEHHYIO Ha LMKJIAaX TMCTOJIOTMM U SMOPHUOHOJIOTHH,
MHUKPOOHOJIOTUM U UMMYHOJIOTUH, HOPMaJIbHOW U MAaTOJOrMUecKoi (husmnoio-
Uy, OMOXMMHH, TATOJOTHYSCKOM aHATOMHUHU 00 3MOpHOreHe3e, HOpMaabHOM
CTPOCHUHM OPraHOB UMMYHHOW CHUCTEMBbI, KDOBETBOPEHUH, OCOOCHHOCTSIX MOP-
(0JIOrMYecKOro CTPOEHUs] OPraHOB UMMYHHOM CUCTEMBI Y HMMYHOKOMITPOM€-
TUPOBaHHBIX Oo0ybHBIX. [loBTOpUTH pazfen (apMakoIOTUH, IMOCBSILIEHHBIN
MMMYHOTPOIIHBIM mpenaparam. OTBETUTh Ha BONPOCHI U3 CMEXHBIX JHUCIIMII-
uH. N3yuuTh NEeKIMOHHBIN MaTepuai o AaHHou teme «MMyHonepuiTHbIE
COCTOSIHUS y A€TEN U METOJbl UMMYHOKOppeKIHn». M3yunTs MaTepuani, npei-
CTaBJICHHBIM B IaHHOM Y4€OHO-METOAMYECKOM MOCOOMU, UCTIONB3YSI IPUIIOAKE-
Hus. [locne yero OTBETUTh HA KOHTPOJIBHBIE BOIPOCHI K 3aHITHUIO, PELIUTh
MIPUIArarIIrecs 3aJaHus JJIsi CAMOKOHTPOJIS, CHTYallMOHHBIE 3aJa4l U TECTO-
BBIE BOMPOCHI.

JUJis MOATOTOBKHU K 3aHSTHIO 110 TAHHOM TeMe ucnoiib3oBath «O0yyaromne
TecTh» U «TecToBble 3aaHusl ISl CAMOKOHTPOJIS YPOBHSI 3HAHHMI CTYJIEHTOB
neAuaTpudeckoro Qaxynprera 5—6-ro KypcoB» mo mukity «KinuHudeckas um-
MYHOIATOJIOTUS U aJUIEPTOJIOTUSD».
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CAMOKOHTPOJIb YCBOEHUS TEMbI

1. boae3nb bpyTroHa Hacjaexyercsi:
a) ayTOCOMHO-JOMHHAHTHO;

0) ayTOCOMHO-PEIIECCUBHO;

B) CIICTNICHHO ¢ X-XPOMOCOMOM.
Otger: B.

2. s 6oae3uu BpyTona xapakrepHo:
a) camxenue 1gA;

0) camkenue 19G;

B) cHmxeHue IgM;

r) TuM(OLUUTONEHUS;

n) noBeiieHue IgA,

¢) noseieHue 19G;

k) noBblitieHue 1IgM.

OrtBer: a, 0, B.

3. boae3ns bpyrona manudecrupyer:
a) C MEPBbIX MECSIIEB KU3HU;

0) mocie 3—4 Mecs1eB KU3HHU.

Ortger: 6.

4. boJe3ns bpyrona nposiBisiercs:

a) pelUANBUPYIOIIMMH THOWHO-0aKTepHAIbHBIMU MH()EKIIUSIMU;
0) peuuANBUPYIOIUMH BUPYCHBIMU MH(PEKIUSAMU;

B) PELMAMBUPYIOIUMH IPUOKOBBIMH HH(PEKLIUSIMH;

I') AJUIEPTUYECKUMU COCTOSIHUSIMU;

1) CETICCOM.

OrTBer: a, 1.

5. Cunapom Ju /I:kop:Kau HacaeayeTCs:
a) ayTOCOMHO-JJOMUHAHTHO);

0) ayTOCOMHO-PEIIECCUBHO;

B) CLIETUIEHHO ¢ X-XPOMOCOMO;

') HOCUT JUCOMOPUOTEHETUYECKHUIA XapaKTep.
OTtBerT: T.

6. Juas cunapoma {u /[3copaxu xapakTepHo:
a) ckenue 1gA,

0) camkenue 1gG;

B) cHmkeHue IgM;

) TUMQOIUTONIECHUS .

Otser: T.
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7. Cunapom Iu {xopa:xkum ManudecTupyer:
a) C TIEPBBIX MECSIIEB KU3HU;

0) nmocine 3—4-x MecsIeB KU3HU.

OrTBer: a.

8. Cunapom JIu JIKopI:Ky NPOSIBJISIETCH:

a) peUUIMBUPYIOIIMMU THOMHO-0AKTEPUAIbHBIMU HH(DEKIUSIMU;
0) pelMIUBUPYIOITUMH BUPYCHBIMU MHDEKITUSIMU;

B) PEIMANBUPYIOMUMH TPUOKOBBIMH HH(PEKIIUSIMH,

T') CEIICUCOM;

1) HEIOCTATOYHOCTBIO MTAPAIUTOBHIHBIX JKEJIE3.

OrtBer: 0, B, T.

9. KomOuHUpOBaHHBIH MMMYHOAe(PUIHMT IBEHIAPCKOI0 THIA Ha-
cieayercs:

a) ayTOCOMHO-JI0OMUHAHTHO;

0) ayTOCOMHO-PEIIECCUBHO;

B) CIIEIUICHHO C X-XpOMOCOMOHM.

Ortser: B.

10. Inss koMOMHMPOBAHHOT0 MMMYHOAe(UIIUTA MIBEHIIAPCKOr0 THIIA
XapaKkTepHO:

a) caikenue 1gA,

0) camkenue 1gG;

B) cHmxeHue IgM;

r) TUMQPOIUTONICHNS;

n) noBeieHue IgA,

¢) nmoseieHue 1gG;

) nosbiieHue gM.

OrtBer: a, 0, B, T.

11. KoMOMHUPOBAHHBIA MMMYHOAE(UUHUT IMIBEHIAPCKOr0 THMA Ma-
Hudecrupyer:

a) C TIePBBIX MECAIICB KU3HH,

0) mocie 3—4-x MecAIeB KU3HU.

Otger: a.

12. KoMOMHUPOBAHHBIH UMMYHOAe(UIHUT MBEHIAPCKOro THUNA MPO-
SIBJISIETCS:

a) peUUANBUPYIOIIMMH THOMHO-0aKTepHAIbHBIMU MH()EKIIUSIMU;

0) peuUANBUPYIOIUMH BUPYCHBIMU MH(PEKIIUSAMU;

B) PEIUIMBUPYIOMINMHU TPUOKOBBIMU MH(PEKIIUIMU;

I') AJUIEPTUYECKUMU COCTOSIHUSIMU;

1) CETICHUCOM;

) TuMOUTHOM rUunepIia3ueii;

24



K) TUM(OUTHOM TUTIOTIIA3UEH;
3) HEJIOCTATOYHOCTHIO TAPAIIUTOBUIHBIX HKEJIe3.
OrtBer: a, 0, B, 1, XK.

13. Cunapom Buckorra—Ounapuya Hacjiexyercsi:
a) ayTOCOMHO-JOMHHAHTHO;

0) ayTOCOMHO-PEIIECCUBHO;

B) CIICTNICHHO ¢ X-XPOMOCOMOM.

Otger: B.

14. Insa cuaapoma Buckorra-Ouiaprnya XapaKkTepHo:
a) camxenue 1gA;

0) camkenue 19G;

B) cHmxkeHue IgM;

r) TUMQPOIUTONICHNS;

1) TPOMOOILIUTONICHUS;

¢) noBeiieHue IgA,

k) noblteHue 1gG;

3) noBeIeHue IgM.

OTBerT: B, I, €.

15. Cunapom Buckorra—Quapuya manudecTupyer:
a) C TIepPBBIX MECALICB KU3HH,

0) mocie 3—4-x MecsIIeB KU3HHU.

Ortser: a.

16. Cunapom Buckorra—QOuapuya nposiBjisieTcsi:

a) pelUANBUPYIOIIMMH THOMHO-0aKTepUAIbHBIMU MH()EKIIUSIMU;
0) peuuANBUPYIOIUMH BUPYCHBIMU MH(PEKIUSAMU;

B) PELMAMBUPYIOIUMH IPUOKOBBIMH HH(PEKLIHUSIMH;

) I€pMaTUTOM,

1) KPOBOTOUYHBOCTBIO.

OtBerT: a, T, 1.

17. llpu cunapome Jlyn-bap ¢pynkuus T-1um¢ponuros:
a) CHUXKEHA;

0) HE M3MCHCHA,;

B) MOBBIIIECHA.

OtBer: a.

18. Cunapom Jlyu-bap nacaeayercs:
a) ayTOCOMHO-JIOMHUHAHTHO);

0) ayTOCOMHO-PEIIECCUBHO;

B) CIIEIUIEHHO ¢ X-XpPOMOCOMOM.
Ortgert: 6.
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19. Jas cunapoma Jlyu-bap xapakrepHo:
a) MO3XEUKOBas aTaKCHU4;

0) cynoporu,

B) TE€JICAHTUIKTA3UU Ha KOXKE;

T') ISTHUCTO-TIAIYJIE3HAas! ChIIlb;

1) XpOHUYECKasi THEBMOHUSI.

OTBeT: a, B, .

20. IIpu cungpome Jlyu-bap:

a) ypoBeHb ryMopaibHOTO IgA CHUXEH;
0) ypoBeHb rymopansHoro IgA B HopwMe;
B) YPOBEHb CEKpETOPHOTO |JA CHUXEH;
I') ypOBEHb ceKkpeTopHOro IgA B HOpMmeE;
1) KIIETOYHBI UIMMYHHUTET CHU)KEH;

€) KJIETOUYHbII IMMYHHUTET B HOPME.
OrtBer: a, B, 1.
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Ipunoscenue 1

CuMNITOMBI M IPU3HAKH, KOTOPbIe MOTyT YKa3biBaTh Ha IIMJIC

1. Unghexyuu, komopwvie mocym ykazvieams na ITHJ[C:

peLUIUBUPYIOIINE HH(DEKIINH;
TsDKeJble MHOEKIIUU, HAallpUMEep MEHUHTUT, OCTEOMHUEIIUT, THEBMOHUS,

I/IH(I)GKI_II/II/I C aTUIINYHBIM, HEOOBIYHO TSKEIBIM MU XPOHUYCCKHUM TCUCHHCM
WK IIJIOXO IMOAAA0IIHUCCA JICUCHHUIO,

I/IH(I)GKHI/II/I, BbI3BAHHBIC HCTHUIITMYHBIMU JIA HaHHOﬁ JOKaJIu3anunu HJIN

OIIMOPTYHUCTUUCCKUMHU I/IH(beKI_II/IHMI/I;

pacrpocTpaHeHHble OOpOJaBKHM, T'E€HEPATU30BAHHBINM KOHTAaruo3HBII

MOJIUTIOCK;

pacrpoCTpaHEHHbBIN KaHAUA03;
ocloxHeHus BakuuHanuu (nuccemunanust bIDK u apyrue BakiuHa b-

HBIC I/IH(i)eKHI/II/I, MMapaJIuTUICCKUC PCAaKIIUU Ha ITIOJIMOMHUCIINTHYIO BaKI_[I/IHY);

2.

abcliecchl BHYTPEHHUX OPTaHOB, BO3BPATHBIE MOJAKOKHBIE a0CIIECCHI;
JUTUTENbHAS W PEUUIMBUPYIOLLIAs AUapest.

Cemetinbli anamues:

KPOBHOPOJCTBEHHBIN OpaK y poanuTeNel;

HEOOBbSICHUMAs CMEPThH JIETEW B paHHEM BO3pacCTe;

Hanmuue ciaydaeB auarHoctupoBaHHbIX [IMJIC B ceMbe WM CXOXKUX

KJIMHUYECKUX CUMIITOMOB (TIOPaKEHHE MYXYUH MO MATEPUHCKON JTMHUM WU
JApyTHe YSTKUE MPU3HAKKU HACJICIOBaHUA);

3. llpyeue npusnaxu, xomopwsie mocym ykasvieamo Ha ITH/[C uiu 6vime
CAMOCMOSAMENbHOU NAMOJI02UEU.

AHTHOHEBPOTHUYECKUH OTEK (0€3 KparmuBHUIIBI);

aHomayuu peoep;

aTakcus;

ayTOMMMYHHBIE 3200JIeBaHMsI, 0COOCHHO y HECKOJIbKUX YJICHOB CEMbH;
OecipuurHHAS 03UHODUITHUS;

BACKYJIUT;

BPOJKJICHHBIE TIOPOKHU CEP/IIa;

reHepaM30BaHHAs JIMMQa CHOIIATHS;

TUTaHTCKUE TPaHyJIeMbl B (Daromurax;

TUTIIEPKOMIUICKTHBIC 3yObl HIIH JPYTUe aHOMAJIMU 3YOOB;
TUTNIEPYYBCTBUTEILHOCTH K COJTHEUHOMY CBETY;
TUTIOKATBITUEMUICCKHE CYI0POTH;

3a/iepKKa Pa3BUTHS Y ACTCH, HCTOIICHHUE Y B3POCIIBIX;
3JI0OKQYeCTBEHHBIC HOBOOOpa30BaHMS, TJIABHBIM 00pa3oM auM@ormpo-

nudepaTuBHEIE;

HHTCPCTUINAJILHBIC Oone3Hu JICTKHX,
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KPOBOTOYHUBOCTh, TPOMOOIIMTONEHUS], MaJIble TPOMOOLIUTHL;
TUMQOIUTONICHHS;

JIMLIEBOI TUCMOP(H3M;

MUKpoILedaTus;

HEOOBIYHBIE BOJIOCHI;

HEOObACHUMBIE OPOHXOAIKTA3bl, THEBMATOIIETIE;

HU3KOPOCIOCTh WU TUCIIPOTIOPLIUYU CKEJIETa,;

OOCTpYKTHBHBIE 00JIE3HU JIETKHUX, PE3UCTEHTHBIE K JICUCHUIO;
opraHomeranus (renarTo-, CriIieHOMeTaus);

OTCYTCTBHE TUMGPOUIHON TKAHU: a/TUMOIUIA3Usl TUMYyca, TuMbaTuyie-

CKHUX Yy3JI0B, MUHJIAJIVH;

IJI0XO0€ 3aKUBJICHUE PaH, KEJJIOUIHbIE PYOLIbL;

MOBPEXK/ICHUE CETYATKU;

[03/IHEE OTIaJIeHUE MyNOBUHBI (OoJsiee 4-X HEeNEemb);

[03/IHEE IPOPE3BIBAHUE MOJIOUHBIX 3yOOB;

peaKkiMsl «TPAHCIUIAHTAT MPOTHUB XO35MHA» IOCIE TeMOTpaHC(y3Uuu

HIJIN «KMATb IIPOTHUB IIJIOJA»;

HOCTb);

CPOCLIMECS NaNbIIBL;
TEJIEaHTHOIKTA3UH;

TUMOMA;

TsDKETas HK3emMa, 1IepMaTuT;

TSKEJBI THHTMBOCTOMATHT, PELIUANBUPYIOIINE a(ThI;

XpoHuYecKas auapes (ManbadbcopOLMs, MaHKpeaTuyeckasi HeJoCTaTou-

YaCTUYHBIN, TOJTHBIA aTbOMHU3M;
AKCCYAATUBHAS APUTPOIEPMUS HOBOPOKICHHBIX.
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JAMarHocTHYeCKU MOUCK NMPH HAJIMYNH KJIHMHUYECKUX NMPU3HAKOB BeposaTHbIX TN /]

Ipunoorcenue 2

Knnanyeckue N N Cnenudpuueckue HATHOCTUYECKU I U(PAMATHO3 ¢ HSUMMYH-
BeposaTubiii ITN/] Bruiiensiemblii maTorex umgp A Audpa y
NPU3HAKH CHMITOMBI NPOTOKOI HbIMHM IPHYMHAMH
PemmauBupyto- |CenextuBHbIi nedu- |[maBHBIM 00pa3om skctpa- |JIsmOamno3 moxer mpuBo- | [Iporokon Ne 1. Bonbmma- | Yacto: maccuBHOE KypeHHE U

e HHPEKITUU
JIOP-opranoB u
JIBIXATENBHBIX
myTei

ITUT aHTUTEN, TCUITAT
KOMILTIEMEHTA, OOIIHi
BapHabeIbHBIH HIMMY-
HOJIE(UITUT, PEITKO —
(baroruTapHas HeqOC-
TaTOYHOCTh, TJTABHBIM
oOpa3oM He#Tporre-
Hus, BUY

HEJUTIOJISIPHBIC OAKTEePHH,
takue kak H. infl., St.
pneum., uxoraa St. aureus,
N. mening., BI'CA, M.
pneum., U. urealiticum, C.
jejuni, suTepoBHpyCHI
(BKXO, nommo), Giardia
lamblia mpu BoBICUCHNMM
KHIIICYHUKA, MOUYCBBIBOISI-
LIUX MyTeH

IUTD K TSDKEITBIM OCJIOKHE-
HUSIM. DHTEPOBUPYCHBIH
MEHUHTO3HIeanuT ¢ Ts-
JKEITBIMU OCIIOKHEHUSIMHA
NP HEKOPPUTUPOBAHHOMN
arammarnoOyiauHemud. He-
00BACHUMBIC OPOHXO3KTA3HI
Y pellUANBHPYIOIHE OPOH-
XHTBI Y HEKYPSAIINX

CTBO TALIMCHTOB HE UMEIOT
M. Haxe ecau ITN /]
MOJTBEPIKIAAETCSI, TO HE SIB-
JSETCS JKUZHEYT POXKAIOIIIM
B Onmokaiimee Bpems. BHa-
Yajie UCKJII0YAI0TCsT Hanbo-
Jiee BEpOSITHBIE HEUMMYH-
HBIE IPIYUHEL. M ckimove-
HHUE — CEMCHHAas OTAro-
IICHHOCTh

HapyllIeHue yxoaa y JeTeu,
OpoHXMaNbHAs TUTIEPAKTUB-
HOCTb, aJUIEPTHUs, acTMa,
aJIeHOW/IHas TUIlepIlIa3us,
xemne3oneduiTHas aHeMus,
I'OPBb. Penko: MykoBUCIH-
1103, aCIIUpaLUs HHOPOIHOTO
Teja, BPOXKIEHHbIE aHOMa-
UM, OpOHXOJIETOYHAs IUC-
T1a3ust

Tsoxensle 6ones-
HU AU CMepTL B
MEPUO]T HOBOPO-

T-KIIeTOYHBIN UMMY-
HOJIE(DUITUT, B TOM
yuciae BUY, STAT-1

Bupycwst (CMV, EBV,
VZV, HSV), rpu0si (kaH-
JIUJTBI, aCTICPTUILIBI, KPHUII-

YnopHble tuaper, HeoObIu-
HbIE MH(EKIIH WU He-
0OBIUHO TSHKETIOe TeUeHHUE

[Ipotokon Ne 2. Penkue
6ombHBIE HMetoT [TU]], HO
HECBOCBPEMEHHASI THArHO-

Paznnunbie 3a00neBaHus
KEITYJOIHO-KHUIICYHOT O
TpaKTa, CepIeYHO-

KJICHHOCTH JneuuT, THIepMOp- | TOKOKKH, THCTOIIIa3Ma, nH(eKIwmi, peakum CTHKA W JICYCHNE CTBOJIO- | COCYAMCTOM, BIXaTENbHOMH,
(pudeckue MyTanun ITHEBMOIIUCTHI), IPOCTEH- | TPAHCIUIAHTAT MPOTHUB XO- | BBIMU KJIETKAMH 3HAUH- SHJIOKPUHHOM CHCTEM, METa-
IxBo mye (TOKCOIIa3Ma, KpUI- | 3MHa», KIPOTUB MATEPUH- | TEIBHO YXY/IIAIOT IPOTHO3. | OOIHMYECcKas U BPOXKAECHHAS
TOCTIOPHIINH), BHYTpUKJIe- | CcKuX T-mumdormros» win | UMMyHOJIOTHYecKas tuar- | maToJIorHs. 3710Ka4eCTBEH-
TOYHBIE OaKTepuu (MHKO- | IpU reMarpaHcdy3un. DK- |HOCTHKA TOJDKHA IIPOBO- HBIE OIyXO0JIU. XpPOHUYECKOE
OaxTepuu, CAIBMOHEIUIA M | 3eMa JUTHCS MapaLICNBHO C ApY- | OTpaBiieHue saamu. [lepruna-
T. I1.) TMMH TECTAMU TaJbHBIC HHOEKIINN
Permunusupyto- | dedexts! paronurosa. | Hacto — St. aureus, pexe — | I[loBepxnoctasie nHpeknnu | [Ipotokon Ne 3. ledextsr | HelTponeHus: sTporeHHas,
e THOMHBIE Yacro — HelTponie- | kinebcueia, E. coli, sure- | (koka, cnusucteie). MH- (harouToOB ONPENENAIOTCA | PaK KPOBH, arlacTUYecKast
nHpexImn HUs, pexe — aedek- | pobaktepuu, Serratia, PSeu- | hexunu BHyTpeHHHX opra- | penko. HeotnoxHas mo- aHemust. [TopaskeHue koxu

TBI GYHKIMH (aronu-
TOB

domonas, Salmonella. Nu-

Ba3UBHBIN KaHAMI03 (JHC-

CeMUHAIMS KaHIn]l, actep-
THJLJI, HOKapJIuii)

HOB (JIETKHE, TICYCHb, JINM-

¢doy3ibl) u kKocTeid. HeoOb-
SICHUMEIE TpanyiieMsl. [1iro-
X0€ 3KUBIICHHE PaH

MOIIIb TpeOyeTCst peaKo.
Yaine Bcero AUarHocTUpy-
€TCsI HEUTPOIIEHUS

(3K3eMa, 03KOTH)
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IIpooonsicenue npun. 2

Kiannnyeckne
TMPU3HAKHU

Bepositubiii TN BoiensieMmblii natoren

Cnenuduyeckue
CHUMIITOMBI

Juarnocruyeckui
TMPOTOKOJI

JAudanarnos ¢ HEeMMMYH-
HBIMH NIPUYHHAMHA

HeoObrunbie UH-

(hexunu wim He-

OOBIYHO TSKEIIOE
Te4eHrne NHQeK-

107070

T-knerounsie nedu-
IHTHI, BKIroyass BUY.
WAS, STAT-1, ru-
nepMoppHUUIECKHE MY-
taruu lkPa, X-cuen-
JICHHBIN TUMQOTTPO-
nudepaTUBHBIN CHH-
JIpOM

YacTo — BHYTPHUKIIETOY-
HbIe OakTepun (MUKOOAKTE-
pUH, CATBEMOHEITA), BUPYCHI
(CMB, EBV, VZV, HSV),
rpuOBI (TIOBEPXHOCTHBIE
KaHTU/IbI, ACTIEPTUILIBI,
KPHUIITOCIIOPHINH ), THCTO-
TUTa3MbI, ITHEBMOIIUCTHI,
MpOCTeHIIe (TOKCOTIIA3-
MBI, MUKOTLJIA3MBbI)

[TposiBeHMs UIMEIOT MPO-
rpeccupyroliee TeueHne

IIpoTokon Ne 2. HeobbruHoE
TeYEeHHE OOBIYHBIX MHPEKITHIA
BCTpeUaeTcs Jale, 4eM peli-
kue 6oie3nu. Heodoxogumo
CKPUHHHT'OBOE HCCIICJIOBAHNE
na UJIC Ha paHHUX CTagusX.
CocTrosiHUE KU3HEYTPOIKAIO-
1iee, HE3aBUCHUMO OT HAJIMYHUS
nunu orcyretBust MJIC

BrIcokoBUpyIEHTHBIC
IITAMMEI TTATOT'€HOB Hapy-
MIar0T 00IIee COCTOSTHHE Op-
TaHWU3Ma U TPUBOJAT K pas-
BuTHIO BTopuaHbIX NJIC
(pak, nuctpodus, XpoHHUe-
ckue 6one3nn). UMMyHOCy-
MIPECCUBHAS TEPAITUS

Peunnusupyro-
Iee TeUCHHE
uH(pEKUnH, BbI-
3BaHHBIX HEKO-
TOPBIMU TIATOTE-
HaMH

B 3aBucuMOCTH OT THIIa ATOTEHA!

— BHYTPHKIICTOUHBIC OaKTEPHH;

— HapylleHne B3auMoAeHCTBH Mexay T-nmumdo-
IUTaMH U Makpodaramu, HeoOOXOAUMOTO JIIsl CHHTe-
3a LIUTOKUHOB; ayToaHTurena k YUd;

— MEHHHT'OKOKKH — Je(DUIIUT KOMIIEMEHTA, HHO-
I/1a aHTUTET,

— xauauael — T-xnetounslit negunut; CMC;

— MHKAICYJINPOBaHHbIE OaKTepHH — ACHULUT aH-
THUTE,

— nHeBMOKOKkH — IRAK-4-nedumur;

— CeTICHC, BBI3BAHHBIN WHKAIICYTMPOBAHHBIMU OaK-
TEePUSIMU — ACTIJICHUS;

— MHOKECTBEHHEIE 0OpOIaBKH — OOpoIaBUaTast
snuaepmoauciuiazusi, WNIM;

— reprnecBupycel — aedunut NK, X-ciienieHHbii
mumMpornponrdepaTHBHEIA CHHIPOM

Jpyrue npoGnemsl 1 oc-
JIO>)KHEHUS, KPOME Pelii-
JTUBHPYIOIIETO TeUEHUs,
0OBIYHO OTCYTCTBYIOT

3aBHCHUT OT IIATOTCHA: BHYT-
PHUKIIETOYHBIE OaKTepuH (MH-
KOOaKTepuH, CaTbMOHEIIIA U
np.) — mpoTtokon Ne 2, mar 3;
— MEHHHTOKOKK — ITPOTOKOJ
Ne 1;

— KaHJuIbl — MpoToKo Ne 3;
— MHKaICYINPOBaHHbIC OaK-
Tepun — npotokon Ne 1, B
ciyuae cerncuca — Y3U cene-
3CHKH;

— BUpPYCBl — MPOTOKOI Ne 2.
YV GonpIMHCTBA OOTBHBIX
WJIC He BBIABISIOTCS, HO,
YYUTHIBAs PUCK OT PEIUANBHU-
pyromux uHpEKIUH 310po-
BbIO U )KM3HH, CKDUHHUHT OIl-
paBIaH

HeanexBaTHas Tepamnus nep-
BUYHBIX HH(EKIUH. AHATO-
MUYEeCKHe Ae(eKTh (Hanpu-
Mep, uctyna). Hactele pe-
HHOUITUPOBAHUS

AyTOMMMYHHbIE
U XpOHHYECKUE
3a0071€BaHUs

NMMyHHas aucpery-
TSUS: TeUIUT aH-
tuten (CVID, cenek-
TUBHBIA JCQUIAT
IgA); nedunut

CrnenoBath COOTBETCTBYIO-
[IeMy MMPOTOKOJY TPH Tep-
BHYHOM oOciiesioBanuu. [1ep-
BUYHOE 00CJIEIOBAHUE: M-
MYHOTJIOOYJIMHBI, COCTaB

BonpmmnCcTBO Cityuaes ay-
TOMMMYHHBIX, XPOHUYECKUX
BOCHAJIMTEIBHBIX U TAMQO-
nponugepaTuBHBIX 3a00I1e-
BaHUH HE CBSA3aHO C
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OxkoHnyanue npun. 2

Kaunnveckue Bepostrbrii T BhulesieMbIii maToren Crnennduyeckne Jluarsocrnyeckuii JAundamarnos c HemMMyH-
MPH3HAKH CHMITTOMBI MPOTOKOT HBIMHU IPUYHHAMH
KOMIIJIEMEHTA (PaHHUX KOMIIOHEHTOB KJIaCCHYECKO- KJIETOK KPOBH, CyOIIOITYJISIIUH | pELUIUBHPYIOIIMMH HH(DEK-
T'0 MyTH) WM MEIUATOPOB KJIIETOYHOTO UMMYHUTETA mumdonutos, CH50, octpo- | musamu. MJIC Gonee BeposT-
(WAS, CMC). AJITIC (uapyieHus armomnrosa: Kac- (hazoBbIC TTOKA3ATEIH MIPY JIU- | HBI B ClTydae KOMOMHHUPO-
nasel 8/10; FAS/FAS(L). X-cuereHnslit numo- XOpaJKe, CKpUHUHT Ha Opra- |BaHHOIO WM aTUIIMYHOIO UX
nponudepatuBHbIi cuaapom. IlonmunokprHoIa- HOCIIEII(UIECKUE AaHTHUTENA | TCUCHHUS
i £ CMC (APECED; AIRE-ren); IPEX. I1epwuo-
JIUecKast TUX0opajKa-
XapakTepHbIe CreneHs BeIpakeHHO- | Paznmanbie cuMmnTomel, ac- | Onpenenenne cuaapoma | CiaeqoBaTh COOTBETCTBYIO- Jluteparypa ¢ onrcanueM
KITMHIYIECKUE ctu UJIC paznugHass | COMUPOBAHHEIE C OTIENb- |10 COYSTAHUIO KIMHAYC- | UM MPOTOKoNaM. [lepBud- | KOHKPETHBIX CHHIPOMOB
KOMOUHAIUY HeIMHU popmamu UJIC u CKUX HPOsIBJICHUH (Ha- HOe 00CcIIeI0BaHUE: UMMY-

WJIM KITUHUYe-
CKas KapTHHA

COIYTCTBYIOIINE UHPEKINH

npumep, Ju JHxopmku,
AT u np.)

HOTJIOOYJIMHBI, COCTAB KJIETOK
KpOBH, CyOTIOMYIIALINH JIFM-

SMOHUMHYECKUX (onuror. Cnennduyeckue
CUMIITOMOB JUTSL KOHKPETHBIX CHHIPOMOB
TECTHI
AmnrunoneBpotu- | edunut C1l-unrndu- Boznukaer nop aeiicteu- |IIpotokosn Ne 1, mar 2 Anneprusi, pak, ayTOUMMYH-

YECKUH OTEK

TOpa KOMIIJIEMEHTa

eM TpUITepoB (cTpecc,
TpaBma, mensis). Cum-
NTOMBI O0OBIYHO JUISTCS
6onee 24 yacos. Moryt
OBITH CUMITTOMBI ac(HUK-
CHH, OCTPOIO JKHBOTa

HBIC PEaKIMU Ha TePAIUI0
naruaouTopamu Alld

Kononku 1 1 5 sBASIOTCS KIIFOUEBBIMU IS BEIOOPA COOTBETCTBYIOIIETO MTpoTokoja. Komonku 2, 3, 4 comepkaT IOTOIHUTEIbHYIO HHPOPMAIIHIO.

[pumevanue: AIRE — ayroummynnsiii perynsarop; APECED-cuaapomM — ayToMMMyHHas! TIOJMAHIOKPUHOIATHS — KaHANU03 — KTOZepMalbHas
muctpodus; AT — atakcus, Teneanrnodkrasust (cuagpom Jlym bap); C — xomruiement; CHsyp — TecT Ha aKTUBHOCTD KJIaCCHYECKOTO IMYTH AKTHUBAIUU
komriemenTa 1mo 50 % remonuzy; CMC — XpOHUYECKHUH CITU3UCTO-KOXKHBIN KaHauno3; CVID — o6muit Bapuabenbubiit mmmyHoaeduut; EBV — Bu-
pyc Dmreiina—bapp; EDA-ID — cueriennast ¢ X-XpoMOCOMO# aHTHApEMHUUecKas 3KToiepMaibHast quciuiasus ¢ uMmyHoaedumnutom; FAS (L) — acco-
IUUPOBAaHHBIN C PeeNnTOpOM K (pakTopy HEKpo3a OMyXouHu o-lipoTenH (urann); HSV — Bupyc npocroro repneca; IPEX — nMmyHHast mucperynsTopHas
NOJIMAHAOKPUHONIATHS M SHTEpomnatus, cuemieHHas ¢ X-xpomomocoil; NK — ecrectBennsle kuiuiepbl; SCT — TpaHCIIaHTalMs CTBOJIOBBIX KJIETOK;
WAS — cungpom Buckorra—Oumapuya; XLP — numdonponudepatuBHblii CHHAPOM, ClieTIeHHbIH ¢ X-xpoMmomocoii; VZV — Bupyc varicella-zoster;
WNIM — cunapoM MHOXKECTBEHHBIX OOPOAABOK, TUIIOraMMariioOyTMHEMUH, HHPEKINH 1 MUETIOKaXeKCHH.




IIpunoowcenue 3

IIporoxo. 1

Hlar 1

Hckiouenne TAKeJa0ro 1euiura aHTUTe U HeHTPOneHUun

Brinoanuths

[Toncuer popMEHHBIX 3JIEMEHTOB KPOBHU (00beM TPOMOOLIMTOB, abCco-
JIFOTHOE KOJIMYECTBO JTUM(OIIUTOB, HEUTPOPHIIOB U 203UHODUIIOB), OII-
penenenue 1A, 1gG, IgM

Crenyromuii aTan

Hetitponienusi: mporokosa Ne 3, miar 2. AramMmMarioOyJInHeMusl: 1mar 3.
Hu3zkuit ypoBeHb X0Tsl OBl OJTHOTO H30TUIIA UMMYHOTJIOOYTMHOB — IIIar
2. dedwumut IgA — mar 2. HopManbHbIe pe3yabTaThl HCCIICIOBAHUMN: B
cllydae peluJIuBHPYIOIIe MEHUHTOKOKKOBON MH(eKInn — tar 2B. [Tpu
petmausupyromen napexkuun JIOP-opranoB 1 opraHoB JIbIXaHUs IPOBO-
JST KIMHAYECKOE HAOIIOICHUE B TEUCHUE 3—6 MECAIIeB, €CIIH MPOOIIeMBI

coxpaHsrTcs — mmar 2 (a u 0)

Hlar 2a

Jepuuur anturesn

BrinoaauTs

HckmounTs 1o60YHOE AeCTBUE JIEKAPCTB, TUMPOUIHBIE OIYXOJIH, 110~
TEpH aHTUTEI (C MOYOH U KajoM), BTOPUUHBIM HIMMYHHBIN OTBET (CyJ0-
POrH, BaKLIMHAIMSI HEKOHbIOTUPOBAHHOM MTHEBMOKOKKOBOM BaKI[MHOH Y
neTel crapiue 2—3 JeT; MOBbIILIEHUE IPYTrUuX KJIacCOB AaHTUTEIN BbIIIE BO3-
PacTHOrO YpOBHSI MOKET pacCCMaTPUBATHCS KaK MOJI0XKHUTEIbHbIN OTBET).

Onpenenenue kinaccos IgE

Crnenyromuii sramn

Ilar 3

lar 20

Hepuuur KomMmieMeHTa

Ornpenenuthb

CHsp u APsp. PaccmoTpers MBL. B cityyae aHTHOHEBPOTHYECKOTO OTEKA
onpeaenuts ypoBeHb Cl-unrudurtopa, C4-KOMIOHEHTa

Crnenyromuii sramn

lar 3

lar 3

Il;1aH ob0caenoBanHuA

Bo3MoO:XHBIN TMArHo3

Arammarno0yinu-
Hemus (mar 1)

Cy6nonynsiuu TuM@OITUTOB, TECT MposHdepa-
TUBHOW aKTUBHOCTH JUMpouToB (Tadsu. 1 npu-
JIOXKEHHUS), 0 BOBMOKHOCTH OIpe/IesIeHIE TeHe-
TUYECKUX MapKEpOB

X-CIlenIIEHHBIA NN

ayTOCOMHO-PELIECCUB-
HBIW TUTI BPOKJICHHOM
araMMarJio0yJTMHeMUu

HopMmaJububie
pe3yabTarThl
(war 2a)

Habmonate. Eciiu mpobnemsl coxpaHstoTes,
MOBTOPHO HCCIe0BaTh ypoBeHb 190G, IgA, IgM.
Ecnu Bo3pacT maruenTa ot 6 mecsies 10 1 ro-
71a, IPOBOJAT MMOBTOPHOE 00CIIeI0BaHNE Yepe3
1-2 roma u B Bo3pacte 3—5 JeT 1o MPOTOKOIY
Ne 3 u onpenenenue cyononynsuui TMM¢pou-
TOB

OtcyrcrBue UJIC, ce-
JICKTUBHBIN JEQHUIAT
IgA, pa3BuBaromuiics
CVID, TLR-gedumut
(He accolMUPOBAHHBIN
C 1e(pUIIUTOM aHTHUTEN)

N3menenus B
aHanu3ax (mar
20): CHIKEHUE
ypoBHs IgA
n/nmm 1gGy; BEI-
COKHeE TIoKa3are-
JIM; TUTIOTaMMar-
T00yIMHEMUS

Omnpenenenne cyonomymsiuu TUMEGOITUTOB.
[Tpu BO3MOXKHOCTH OTIPEACTUTh TeHETUYECKUE
Mapkepsl. Tect mposudepaTuBHOM aKTHBHOCTH
TUMQOIMTOB, XpOMOCOMHBIHN aHanu3, CD40,
CD40L mocne cTtumMysmud, o-(heTonpoTenH

Hapymenus ctpoenust
aHTHTEN (TMoHcaxa-
pUAHOM OocHOBBI), TH1,
CVID + muoma, XLP,
NIGM-curapom, AT,
Nijmegen-cunpom,
Bloom-cunapom, WAS
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lar 3 Ilnan o0caenoBanus Bo3Mo:KHBIIH 1MarHo03

HacnencTBeHHEBIN Ae-
(UIUT KOMIUIEMEHTA,
MOBBIIIEHHOE TTOTPEO-
JICHHE KOMILIEMEHTA
(SLE). HacnencrBen-
HBII aHTHOHEBPOTHYE-
CKHI OTEK

Crnenyrommii atan | B ciiyyae usmenennii mokazareneit CHsp u APsg
(mocne mara 20) |— omnpeneacHHe OTACIbHBIX KOMIIOHEHTOB
komreMenTa (Cyqg, Cp, C4, Cs9). AHA. B ciryuae
AHTMOHEBPOTHYECKOTO OTEKA — OIPEICICHHUE
¢ynkuuu Cl-unruburopa (ecnu yposens Cl1-
WHTHOUTOpA B HOPME)

[Ipumeuanue: AHA — anTunykieapHbeie aHTUTeNa; APsy — reMoauTHYecKass akKTHB-
HOCTh aJILTEPHATUBHOTO MyTH aKTUBAMK KoMmIuieMeHTa; AT — aTakcus TelneaHrnodKTa3us;
CD40 — wMounekynbl, 3KCIpeccHpoBaHHble Ha B-nmuMmdornurax ¥ ASHIPUTHBIX KIIETKaX;
CD40L — nurann, npencraBieHHb Ha T-muMdoruTax, obecreynBarONii B3aUMOICHCT-
Bue CD40 ¢ CD40L, kooneparuto T-, B-muM(ponnuToB 1 IEHAPUTHBIX KIETOK M MIEPEKIIIOUC-
HUe cuHTe3a mMMyHOrIoOyinHOB ¢ IgM Ha 1gG; CHsp — remosiiTideckass akTUBHOCTH
KJIACCMYECKOro MyTH akTuBauu kommiemeHnTta; CVID — oOuuii BapralOenbHbIE UMMYHO-
neunut; HIGM — runep-1gM-cuanpom; ICF — cunnpom uMMmyHOIe(DUITUTA, XPOMOCOM-
HOM HecTabuIbHOCTH U JHeBoro agucmopdusma; IRAK4 — peuenrtop k unTepneiikuny 1,
aCCOIMUPOBAHHEIN ¢ KuHa30# 4; MBL — manHOH cBs3bIBaroniuii JektuH; SLE — cucrem-
Has KpacHas BomyaHka; THI — TpaH3uTopHas runoraMMmarioOyInHeMus] HOBOPOXKIECHHBIX;
TLR — Tomnmono0HbIe perenTopbl aHTUTSHIIPE3CHTHPYIOMUX KiIeToK; XLP — crermien-
HBIH ¢ X-XpoMocoMmoit TuMdornpoanudepaTuBHBINA CUHIPOM.

IIporoko. 2

Ilar 1 Heo6xoanmo uckiawunts SCID u AIDC
Bemonuute | AHanIM3 KpoBH (KOJIMUYECTBO U 00bEM TPOMOOIIUTOB, a0COTIOTHOE KOTHYe-
cTBO JIMM(pOUTOB, HeliTpoduoB u r03uHODUIOB), IgA, IgM, IgG, cydrmo-
nyJsiuy TMM@onuToB, TecT Ha BUY
Cnenyroumii | BUY-no3utuBHbBIE NallMEHTHI — COOTBETCTBYIOLIAs Tepanus. Arammarso-
aTaI Oynunemus, tuMornuronenus — mwar 2. HopmanbHble mokaszaTenu, HO HeT
MIOJIOKHUTETHPHON THHAMHUKH OOJIE3HH W UCKITIOUSHA APYTasi MaTOIOTH —
miar 2. Bosmosken kputnueckuit SCID u pannsis SCT MoXeT ciacT )KU3Hb
Iar 2 OmnpeneneHue pa3au4HbIX THIIOB THKeJbIX KOMOMHHPOBAHHBIX HMMY-
HOAe(PULUTOB
Bemonnute | Tect nponudepaun TMMQOIUTOB, ONpeaesieHle CyOnony sy TuMporu-
TOB C UCIIOJIb30BaHUEM 00JIee PACIIMPEHHBIX METO/INK, YeM PEKOMEHIOBAHO
B Ta0. 1 mpunoxenus, CD40L, STAT-I, IkBo. Ecnu Het runorammario0y-
auHemun — cyOkuacesl IQE, otBer Ha ctumyssiiio, M-6enok
Crnenyromuii | BeisBieHsl H3MeHeHUs1 — war 4, HOpMaJbHbIE OKA3aTeNd — MPOTOKOT 3
aTan
lar 3 HccaenoBars HapylIeHUs B3aUMOACHCTBUA MKy Makpodaramu u
T-nmumponuramu
Onpenenuts | T-mumorur/makpodar kommynukanuu: 1L-12, IL-12-penentop, IFN-y-pe-
nentop, STAT1 — B cienmaim3npoBaHHBIX [IEHTPaAX
Crnenyromuii | Bo3moxHa quarHocTHKa Kakoro-mbo aedexra kommyHukanuu. Hopmans-
JTan HBIN pe3ynbTaT — miar 1, ecnu paHee He ObUT BBIITOJIHEH
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lar 4

Ilnan o0caenoBanus

Bo3Mo:KHBIH 1MarHo3

Hononnu-
TEIBHBIN aHa-
JIN3 KIUHAYC-
CKHX CHUMIITO-
MOB

Tect Ha XMMEPHU3M ¢ MaTepUHCKUMHU T-TMdo-
nutamu. OOcie0BaHUE Ha BEPOSITHbIE HH(EK-
1y (I1HP, kynbTypanbHble METO/IbI, CEPOJIOTHS,
UcclieIoBaHNE OPOHX0AIbBEOJIIPHOIO JIaBaXa,
OpraHoOHOIICHUs C TUCTOJIOTHYECKUM H KYJbTY-
paJIbHBIM HCCIIEI0BaHUEM OnoITaTa), HCKIIIoYe-
HUE ONMOPTYHUCTHYECKUX MHPEKITUHA

Jomnonnu- HWccnenosanue in Vitro mpoayKIiuy UTOKHHOB,
TeJIbHOE 00- | DyHKIIMOHAJIBHBIC TECTHI IN VIVO (Hampumep,
CIeIOBaHHE |CTUMYJISIUS HEOAHTUTCHOM, KOKHBIN TECT C
UMMYHHOH KaHAMJIAMH U JIp.), HCCIEJOBAHNE KOCTHOT'O MO3-
CHUCTEMBI ra, ouonicus muMdoysioB. [lutorokcmanocts NK
BoisiButh 01- | Onpenenuts MoueByto kucinoty, ADA, PNP,
JUYUTEIbHBIE |0-(eTONPOTEUH, IPU HU3KOPOCIOCTH U IUCIIPO-
U3MEHEHHS B | TIOPIHAX POCTa — PEHTIeHOTpadus JNTMHHBIX
KIIMHUYECKUX |KocTell. OnpeneneHue pa3MepoB TuMyca (peHT-

1 J1aboparop-
HBIX JaHHBIX

reHosiornuecku, Y3M). XpoMoCcOMHBIN aHANIU3.
Pannousoronnoe uccnenosanue. OnpeaeneHue
reHeThyecKux edexroB (Hanpumep, 22011,
VB-ren u np.)

SCID (yc, JAK3, RAGI,
RAG2, CD36, CD3¢,
ADA, PNP, Artemis,
IL7-R, IL2-R, NLA-ne-
¢bunur, ZAP-70, CD-45).
Cunapom Omen, WAS,
JIMCILIa3us Xpslla U BO-
Jo0c, cuHapom Ju
J>KopKH, CIETUIEHHBIN
¢ X-XpOMOCOMOH THIIEp-
IgM-cunapom, CMC,
EDA-ID (NEMO, IxBa).
PeruxynsapHnas nqucrene-
sust. edpurur CD16

[Tpumeuanue: ADA — anenosunnesamuHaza; CMC — XpOHHYECKHI KOXKHO-CITM3HUC-
Tei Kauauao3; JAK — janus kunaza; PNP — mypun nykieosun ¢ochopunaza; RAG —
PEKOMOMHAHTHBINA aKTUBUPOBaHHbIN reH; SCID — Tsokenblii KOMOMHUPOBAHHBIM UMMYHO-
nepuut; SCT — TpaHCIIaHTAIHS CTBOJIOBBIX KIIeTOK; STAT — CUTHaIBHBIN MEPESHOCUUK
(Tpancoykrop) u aktuBatop TpaHckpunuuu; WAS — cunapom Buckorra—Onapuua;

ZAP — zeta acconuupoBaHHBIN MPOTEUH.

IIporokoa 3

IIlar 1 NnenTudukanuss HMTPONIEHUU Bo03MoOKHBIH AHATHO3
Ompenenuty | JleikomurapHas ¢popmyna (abcomoTHOE KO- | [luknnyeckas HEUTponeHus,
JMYECTBO U MUKpockomnus Helitpoduios). B |curapom Chediak—Higashi,
Cly4dae peuuAUBUPYIOLIEH JIMXOPAIKH 1 crienuduaeckue 3 HeKTs
MHQEKIUH UCCIIeI0BaHUE MTPOBOIUTH 3 paza |IpaHyJIOLHUTOB, ACIUICHUS
B HEJEIIO B TeUueHue 3—6 Heelb
Cnenyronmii | Helitponienuss — mar 2. HopmainbHblii pe-
mar 3ynbTaT — omnpenenuts 1gG, IgA, IgM, —
CH50; mar 3. Heitrpodumust — mar 3
Iar 2 BoisiB/1eHHE IPUYUH HEHTPONEHUHU Bo3MOKHBIN JHATHO3
N3omupoBan- |McKiIrOUNTh BTOPUYHBIE IPUYUHBI HEUTPO- | JIeKapCTBEHHO-MHAYLIMPOBaH-
Has HEUTPO-  |MEeHUM: aHTHOMOTUKHU U JIpyTHUe JIeKapcTBa, |Has HeWTponenus. M3ommpo-
MeHUs ANA, C3/C4, RF, ANCA, peakius KymOca, | BaHHas ayTOMMMYHHasI HEli-
IgA, IgM, 1gG. Ecnu matonoruu He BeisiBiie- | TporeHus. CucteMHbie 3a00-
HO — HCCJIeI0BaHUE KOCTHOTO MO3Ta (MOp- | JIeBaHHS COEIMHUTEIbHON TKa-
¢omnorus, KyIbTypalbHOE U XPOMOCOMHOE | HH, OCJIOKHEHHBIE HEHTpoIIe-
HCCIIE0BAHNE), MOOMIM3AIIMOHHBIE TECTHl | HUEH. AraMMarioO0yJInHEeMUSI.
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lar 2

BrisiBJIeHHe NPUYMH HEHTPONIEHUH

Bo3Mo:xHBII 1Maruo3

(G-CSF, npenHn30II10H), HCCIICI0BAHNE
GYHKIMH TOIHKETYJOYHOM *kKesesbl. VIcKinto-
YUTh META0OJIMYECKUE HAPYIICHUS

Tsxensie MeTaboJIMueCcKue
3aboneBanus (Harpumep,
curapom Shwachman—
Diamond, cunapom Kostman)

[ManmuTone- | MccnenoBanue koctHOro Mo3ra (Mopdoo- | Pak kpoBw, ammactuyeckas

HUS r'Usi, IMMYHO(DEHOTUITUPOBAHUE, XPOMOCOM- | aHEMHUS
HBIW aHAJIN3)

Mar 3 BroisiBiieHre HApyIeHUH (PYHKIIUU Bo3MoKHbI HATHO3
(parouunrTon

Onpenenuts | TecTsl Ha QYHKIIMOHAIBHYIO aKTHBHOCTH CGD, runep-IgE-cunapom,
¢aromnuros (Tabdmn. 2 npunoxenus). CeiBopo- | G6PD-nepuut, MPO-
tounsli IQE. Uccnenoanue Bonoc. Omnpe- | aedunur, LAD, SGD
nenerne CD11/18 u skcnpeccun sLeX (uu-
TodIoymMeTpus)

Hopmanbnsie |IIpotokon Ne 1 CeneKkTUBHBIN AePUITUT aHTH-

pE3yNbTaThI TeN, NePUIUT CUCTEMBI KOM-

wiemenTta, CVID. ledpunut
TLR
UcknounTs nepuoguveckyro 60Je3Hb 1 PFAPA, runep-lgD-Cunapom.
apyrue peruauBupyromue auxopaaku. On- |FMF. Jluxopaaka Hibernian
penenuts IgD
Ilar 4 IIpogosxuth 06ciIe0BaHuE

Omnpenenutsy | Hanmpumep, u3yuuts MyTanuu renoB, koaupyomux NADPH-okcunasubrit

BO3MOXKHBIE | KOMIUIEKC, TeH HeUTpodmibHoi smactassl ELA2, LYST-ren, SBDS-ren, ren

reHernueckue |5A-mmo3una, G6PD-ren

e eKThI

[Tpumeuanue: ANA — antunykineapssie anrerena; ANCA — antuneitpoduibHbIe
nuToruiazmMarudeckne anturena; CGD — xponudeckas rpanyiaemaro3sas 6onesnb; CVID —
o0muit BapuabenbHblii uMMyHOepUIMT; FMF — Cemeiinas cpennzeMHOMOpCKas TUXOpa-
ka; G-CFF — rpanynonutapsslii KoJoHUeCTUMYTUpytomwi ¢pakrop; GGPD — rmoko030-6-
docharnerunporenasa; MPO — muenonepokcunaza; NADPN — HukoTuHaMugaieHuH 1u-
Hykineotua ¢ocdar; PFAPA — nepuoandeckasi muxopajka, aQTO3HbI CTOMATUT, (apHuH-
ruT, meiHas ageHonatus; RF — pesmodaxrop; SBDC — cunnapom IIBaxman—bonen—/laii-
MoHaa; SGD — npedpunut cnenupudeckux Heiirpopmios; sSLeX — ren cuamun Levis Ha
X-xpomocome; TLR — Tomnmono0HbIe perienTopsl Makpoharos.
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IIpoTokoJ ajist onpenesieHus cyonomyJaauuii 1 GyHKOMU JUM(OUUTOB

IToka3arean

YpoBeHnb 00cien0BaHus

Omnpenenenre aOCOTOTHOTO KOJUYECTBA OTAEIBHBIX CYOIIOMyIIs-
Ui TUMQOIUTOB ¥ CPABHEHUE C BO3PACTHBIMU HOPMAaMH.

CD3" — T-numdonuts!

CD3'/CD4" — T-nuMdonuThI-Xemeps

CD3"/ CD8" — nurorokcuueckue T-muMpOIUTHI
CD3*/NLA-DR" — akTuBHBIE T-nmuM@ouThI

CD3'/CD4/ CD8- — neaxtupHble T-muMQoUTEHI
CD3'/TCR-y8" — cy6nonymsuus T-mamMbonuTon

CD19" wm CD20" — B-mumdonuts

CD3/CD16 u/umu CD56" — NK-nmumdonuts

MokeT OBITH BBIIIOIHE-
HO B OOJIBIIIMHCTBE CTa-
[IMOHAPOB, JIJISI HHTEP-
IpeTaluy Pe3yIbTaToB
PEKOMEHTYETCSI KOH-
CyJbTAIMs] KMMYHOJIOTA

Onpenenenne nornoutenns [-H]-rumuauna wmm CFSF u apyrue
MapKepbl aKTUBAIIUH, H CPABHCHHE PE3YJIHTATOB C BO3PACTHBIMU
HopMamu nocine crumynanuu: mutorenamu (PNA, PMA + nono-
munuH, PWM), monokmonanbabiMEu arTuTeamu (CD2 + CD28,
CD3 = CD28), anturenamu (CTOJIOHSYHBIA aHATOKCUH U Jp.), aJl-
JIOT€HHBIMHU KJIETKaMU

Hasznagaercs coBMeCTHO
C UMMYHOJIOTOM, BbI-
IIOJIHACTCA B CrienuaJIn-
3UPOBAHHBIX JIAOOPATO-
pusx

[Tpumeuanune: CFSE — kapbokcudmoopectiun cykunaumuani screp; NLA — gerno-
Beueckuil nerikonutapHbiii antureH; NK — ecrectBennsie kuiepbl; PNA — duroremarr-
motuH; PMA — ¢opb6on mupucrat anerat; PWM — mutoren inakonoca; TCR — pemernro-

pol T-mumdonuTos.

IIporoko. onpenesieHuss PyHKIMU IPAHYJIOLUTOB

IToka3aTenn

YpoBennb
00cJIeI0BaHUS

OxcHIaHTHBIN «B3PBIB» U TOTOYHAS! IUTOMETPUS

Tect ¢ auTpocunum terpazonuem (HCT-rect) u ctumynsanus PMA
u LPS.

XEeMOITIOMUHHUCTEHTHBIN TECT.

IToTo4yHast LUTOMETPHUS C UCTIONB30BAHUEM JUTHIPOPAIUMUHA
(DNR)

HNmmyHopenorunuposanue (CD18, CD11)

MokeT OBITH BBIITOJI-
HEHO B OOJIBIINHCTBE
CTallMOHAPOB, JUIs UH-
TEepIpETAINHU PE3yb-
TaTOB PEKOMEHYETCs
y4acTHe UMMYHOJIOTa

XeMoTakKcHc, onpe/ielieHrne TpanyJ, OakTeprallbHbIN KUJUTUHT, da-
TOLUTO3.

Murparius kK XxeMoarTpakranty (Harmpumep, FMLP).
VIMMYHOTHCTOXUMHUS COAECP)KUMOTO I'PaHyJI, SJIEKTPOHHAs MUKPO-
CKOIUSI.

Kunnuar 6akrepuit (Hanpumep, St. aureus).

®daronurtos (HarpuMmep, 3MMO3aHa)

Hasnauaercs coBme-
CTHO C UIMMYHOJIOTOM,
BBITTOJTHSIETCS B CIIE-
UATN3UPOBAHHBIX
UMMYHOJIOTHYECKUX
nabopaTopHsix

[Mpumeuanne: FMLP — Oakrepuanbhblii nentua popmunmetiei-phe; LPS — numo-

nonucaxapuasl, PMA — dhopOon mupucrar anerar.
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