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.HLA awTurengepi.

|lLAypyLlaHabIKKa TYKbIM Kya/iay
Genimainiri.



*KacyLla/iapblHAAFb!
~l

* AgamHbiH HI'K-ci HLA (Human Leukocyte Antigen) gen
atanagbl. HLA 1952 »Kbl/ibl /IRMKOUUTTEP aHTUIreHAEePiH
3epTTey KesiHae allbl/IFaH.

* HLA aHTUreHaepi 6erae aHTureHaepre Kapcbl UMMYHADBIK

»KayanTbl peTTenai xXoHe e34epi ge KYLWTi aHTMreH 60/1bIn
Tabblnagbl.

* HLA »yHeci agamMHblH, 6-LLbl XPOMOCOMACbIHAA OpHa/ZiacKaH.



HADbIK *Kaya

2)HTK Mo/1eKy1a1apbiHbIH KOMeriMeH 6erge aHTUreHaik matepuan T-

KaCyLLA/bIK QHTUIreHAl TaHYLLIbl peLenTop/1apFa TaHbICTbIPbI/IAAbI
(npe3eHTaumA).

3) HLA-aiiMaK opraHM3MHiH Ka/rbl UMMYHO/10MUsA/IbIK PEAaKTUBTI/lIriHE »KayanTbl
60/1bIn Tabbl/1AAGI.

4)HLA-aliMaKTa opraHu3amai 6erini aHTUreHre Kapcbl UMMYHZAbIK Kayan Ty3yre
Kabi/feTTi eTeTiH apHalbl UMMYHADIK kayan reHi (Ir - immune response)
60/1a4bl, XKOHe 6y Kbi3meT aypy/sapfa 6enimainikTi aHbIKTanabl.
[MCTOCOMKECTIK reHaepi eKi Tonka 6esiHea;:

l-Ton

ll-Ton



/IbINTbI XKafganaa
l-TONTafbl aHTUreHAepi 6ap/abIK AAPOCH acylianapga
6o0naabl.

HLA | MO/a1eKy/1aCbIHbIH, KOPIHiCi
HLA | TOObIHbIH MO/1eKY/1aCbl aHTUIEHHIH nenTuaTepiH T-
AMMPOLUT-KUANep/cynpeccopaapfa TaHbICTbIPaAbl.
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Byn Komnznekc 6apsblK  CYTKOpeKTi/iepae »KaHe KycTapaa
aHblKTanFaH. Agamgaapga HLA-xyleci (Human Leukocyte Antigens)
aen atanfaH. HLA-KyMeciHiH reHgepi TpaHcnaaHTaumanblK (TiH
coMnKecTi) aHTUreHaepaiH CUMHTE3iH 6aKpbl1anapbl.

TpaHCnNAQHTAUMAABIK ~ aHTUreHaep eH Ken mewepae
amoumnTTepae,Tepige; asgayekne, bayolp, ek, KYpPeKkTe; eH, a3
— nnaa 6onagapl. Kaanbl, 01ap AAPOAbI KAeTKanap beTiHae »KoHe
TpombouutTepae  Tabbiiagbl. [JOHOP MeH  peuMunUeHTTIH
TPaHCNNAQHTAUMA/BIK aHTUreHgep OouMblHIIA TO/bIK COMKeCTIAIri
MOHOr3uUroTanbl erisgepae faHa 6o0aagbl. An 6acKka Kafganaa
TYpaKTamMmayLUbl/iblK peaKuMACbIH WaKblpaabl.



,DP. DG- n0KycblHa ““ asnens kipegi, DG-i,DP-,

aHbIKTa/IfaH.

HLA-KOMMN/1eKCiHe YL reHaep KaaccTapbl Kipeai.

1 K/nacc reHgepide ABC nokycTap ipeai. Onap aHTuaeHe TysinyiH,
LUMTOTOKCUKA/bIK T-rumoounttepai, T-cynpeccopiapab
CTUMY/IbAENUTIH, TPAHCM/IAHTALMANBIK QHTUreHAePAiH CUHTE3IH
6aKbinangbl. HLA-1 Kaacc aHTuregepi opraHMsaMHiH 6apAabiK A4po/ibl
K/leTKaznapaa, T-ammpounTTepae sKCnpeccuaiaHfaH XaHe O3iHAIK
TaHyAa MaHbI34bl PO/1b aTKapagbl.

2 K/lacC reHaepiHe UMMYHAbIK »KyanTbiH reHaepi (IR) »katagbl. HLA- 2
K/1laCC aHTU- reHaepi B-aimmdpouutrepae, makpodartapaa, AeHAPUTTI
K/leTKazapaa , akTueTenreH T-ammepountrepge opHasnacagbl. HLA-2
K/1aCC aHTUreHaepi UMMYHOKOMMETEHTTI K/1eTKanapAblH 9cep/ecyiHe ,
aHTUreHAEePAl TaHbICTbIPYbIHAA KaTblCabl.



KOMMnoHeHTepi, Bf -nponepau
TY3inyiH xaHe B-ammdounuttepaeri C3 peLenTopbiHbiH
IKCMPeCCcUACHIH BaKbl1anabi

HLA-A »8He B /1I0KyCTapbIHbIH aHTUreHAepi KYLUTi
TPaHCN/AHTAUUA/bIK aHTUIreHAep KaTapblHa XKaTagbl.
[paTuKaga TPAHCNAAHTAT KYLWTi aHTUreH 60MbIHLLIA

Gipeyi faHa calt Ke/imece, AOHOP MEH peuunueHT
onTUMasAabl 60/bIN CaHa/AAbI.



1. An-AXKOopAXKU CUHAPOMBI. [lamMmy npoLeciHAeri KoM Aafbl 22-

XPOMOCOMHbBIH AeeumnAacbiHAa nanaa 601aabl. TUMYCTbIH, FTMNON/IA3UACH HEMece
annaasuAcbl, rMnonapaTMpeosmsm

KavHunKkaga: 6anaHblH, KaHa TyFaH KesiHge KepiHic bepeai: runokanbuMeMmna KoHe
TeTaHuA, TYFaHHAH COH 1-2 KYHHEH KeWiH KepiHesi, KapAWnOBaCcKyAAp/bl akay/iap
(Panno TeTpagachl, ©KMNe apTepPUAChIHbIH, M’MMNOMN/IA3UACHl HEMece aTpesunAchl, beT
alMarblHbIH ©3repicTepi balrKasnagbl, KAaHAUAAMUKO3, ThIHbIC a/1y }KOHE 39p LbIFapy
¥O/14apblHbIH MHEKLMACHI, aC KOPbITY }0/A4apblHblH OY3bl/bICTapbI.

/labopaTop/biK KOpceTKilTep.
T- »k9OHe B-ammdouunttepaiH caHbl 9pTYpAi HAayKacTapaa Headyip Kyoblaimarbl.

Bananapga bCT, «me TpaHcnaaHTaTKa Kapcbl» peakuuanap, iMMmeoumnTTep
6aacTTpaHcpopmaymacsl 601mManabl. AHTUAEHENEPAIH CUHTE3I caKTasagbl.






/labopaTop/bl KepceTKiWwTep: AMmbounToneHus, T-amMmbouuTTepaid TOMeHaeyi,
TepINiK peakumanap TexKe/nreH, a1 UMMYHOr100yavnHaepAiH Me/wepi KaabinTbl
Hemece TOMeHaereH.

KavHukaga: epte 6ananbiK kacta 6ankanaabl, 6anaHblH ©6Cyi MeH gamybl
TOKTasagbl. BUpycTbl, 6akTepuasnabl }aHe NpoTO30M/1bl MHPEKUUAAAPFa }KOFapbl
KabblngafbllThIK; Tepige, OKkneae xaHe bacKka myLwenepge ipiH4i owakrapmeH
KOPIHEeTIH Cerncuc; reMo/IMTUKA/IbIK aHeMUA.

[MaTasnoroaHaTtomuANbIK besrinep: AMMGOTYHIHAE FEPMUHAHTTLI OpTasap
6o01manabl. TumycneH ammdaTtyniHgepaiH rMnoniasmacbl Hemece aTpodUAChI.



GaFaHa/bl KAEeTKaHbIH gnddepeHy
npo/MdpepaunACbIHbIH 6Y3biaybl. ArPaHY/ZI0LUTO3 KOHE
ammoountTepaiH 60/1maybl aHbiKTasnagbl. KavHukaga:
Gasanap cenTukanbiK npoueccTepaeH emipAiH, 1-Lwi
anaapblHAQ ©/1iMre YLblpanabl.

[laTanoroaHaToMUAAbIK KepceTKiwTepi. /IMMPOoLUTTI
TKaHbHIH rMnon/iasmnAckl, TUMyCneH immeaTyniHaepae
PETUKY/IAP/bl K1eTKanap bacbim 601aabl, KOK baybipaa
bonnvkynanap 601manabl, CYMek kemiriHae
NeruKouuTTepAiH i3 awap/iapbl 60AManabl.



reHHiH akaybl (MyTayus).
/labopaTop/ibl KepceTKiwTep: T-KAeTKaznapAablH CaHbl MEH KbI3METI
TOMeHaereH, Ig-HiH geHreni TomeHgereH. KanMHukaga: emipain
a/FalWKbl aniapbiHAQ peunanBTi MHEBMOHMUA, XY TKbIHLLAK NeH
OHeLTiH KaHAMA0MUKO33, Kbi3blALa Tapi3ai 6epTtnesnep, BUpycKa
»KOFapbl KabblagafbIThIK, Anapes.

[laTasioroaHaTOMUANLIK Bearinepi: TUMYCTbIH, iMMbaTYniHAEpAiH
KOHe TaHgan 6e3aepiHiH, an/a1asnACbl Hemece rMnon/iasmAchl.
KancynaHblH pnbpo3abl ©3repictepi. laccanb geHesnepimeH
ammoounttepail 6o1maybl. /IMMPOUATLI OpTanap *KoHe YPbIK
$O//IMKY/1a1apbl aHbIKTa/IManAabl.

Emagey. HLA cankec cymeK KeMmiriH TpaHCn/iaHTayMAanay.



aKbIMAQWTbIH aHTUAEHENEP HeMe
KO/I0HAapbl Naiiga 6oafaHaa aamuabl. Naiga 60afFaH
AYTOMMMYH/AbI MpoLecc- y3aK yaKbIT TiHAepAiH 3aKbiMAa/1yblHa
9Ke/1eTiH, CO3bl/IMa/ibl Kybbl/biC. BYA eH angbiMeH ayTOMMMYHAbI
peaKUMAHbIH TIHAIK aHTUreHAepMeH TYPaKTbl TYpae
6al/1aHbICTBI.

KneTkanap meH TiHaepAiH ayTOMMMYHAbI 3aKbiIMAA/y M@XaHU3MI
a4anTUBTI UMMYHUTET Ke3iHAerigeH avbipMaLUbl/bIFbl }KOK KOHe
cneun@PuKanbiK aHTUAEHenep KlacTapbiMeH T- KaeTKablK
cybrnonyaauuanapabiH, aHTUreHaepre »kayan oepy Kabinetin
Kocaapbl.



AeCTPYKUMACbIHA 9KeNeTiH HeUTpoPUu/ibae rrapgbl
*KUHanAbl. PEBMOTOMATBI aPTPUT KOMM/IEKCTI aypy, JEM K/iacbiHa
¥aTaTblH aHTK- JgG- aHTUAEHeNepai, ayToaHTUAEHe1ep peTiHae

Kocaabl. Bya aHTUgeHenep peBMaTomnAaTbl GakTop 60/bIn
caHanagpbl.



eH CebebTi eKeHAaIr KYAIKTeHyae.
MOHOUUTTEPAIH MM30COoMAapbiHbIiH, HK-K/1eTKanapbiHbIH
Be3UWKY/1a/1apblHbIH, aHOMAAUACbIMEH 6an/1aHbICTbl. Be3unKyianap
KOCbI/IbIM, K/eTKA iWiHAe Y/IKeH rpaHyanapabl Ty3enai, 6ipak
darosmsocoma Kaabintacnamabl. COHAbIKTAH, Oy KaeTKasnap
X€MOTAKCUCTIH, }XOHE KU/I/IMHI TbIH, aKay/1apbiMeH CUNaTTaNagbl.

KAvHWKaga: pekypeHTTi nuoreHai 6akTepuAnapMeH LWaKblpblAaTbIH
MHEeKUUANAP, KO3 6eH TepiHiH *KapbIM-}KapTbl/1an a/1bOUHU3MI,
KaHayFa belimaisik, HepB KYHeci }KafblHaH NaTo/10rMANbIK
KOpiHicTep, renatocn/sieHomeranauvs, iIMmbageHonaTma, KaMTnamTbIH
6e3rek, NnaHUMTONEHUA AEeKOMMNEeHcaumMA/IaHFaH Ke3eHge.

Emaey. CuMmnToMaTUKaAbIK






L ‘ ‘ ‘
Figure 1 — Chediak-Higashi Sindrome giant azurophilic granules in peripheral blood. A - Eosinophil:
B - Lymphocyte: C - Neutrophil: D - Monocyte



aroumnTTepAIH NaToreHal X
ilWiHAE blablpaTbIN XOKFa MYMKIHAIF XXOK. HoTMXReciHae
daroumnTTep, emipre Kabisneti 6ap MHPEKUNANBIK
MWKpPOOpraHmsmMmaepaiH Kopbl 60/1aabl. Makpodartap owaKTbiH
anuMarFblHA XWHaA/IbIM, MAaTOreHAepAi *KYTbiM, FPaHy/1I€MaHbl
Kypanabl. OnapablH 42 MMKPOOPraHM3Maepai *Kotofa KabiseTi
KOK.

KAnHWKaaa: cosblimanbl MHGeKUMAnap 6arkanaabl.

Emaey: aHTMBMoTMKOoTEpanua, MHTepdepoH-raMma, CUpeK-
CYMEK KeMiIriHiH, TpaHcnaTaymMAcbl. HaTuxKeci paTtasbabl.






a/inbl BApuabe/iabl runoram
cenexktuBTi gedpuunTi B) IgG meH IgGA-HbII KeTicneyLwwiairi runep IgM-
MeH Katap IN) IgG-nogKaacTapbiHbIH AePULUTI.

T-K/1eTKa/IbIK UMMYHKeTicrneyLwiniktep

/lIumdountapabl aucreHesus (cuHapom Hesenoda)

An-AKOpAKM CUHAPOMBI (TUMYCIEH Ka/iKaHLla MaHambl 6e3aepiHiH
rMNonaasuAchl)

KOMOWHUpPAEGHTeH MMMYHXKeTICneyLwinikTep

PeTuUKyAAp/bl gucreHesna

iumbountodTns (BUHK-TiH WBenuap Typi)

*anaHaw AMm@oumnTTep CUHAPOMDI

BuckoTtT-O/14pUY CUHAPOMDI

/lyu-bapp cMHApPOMBbI

O3repmeni UMMYHXeTicneyLinikTep



aroumnTO34blH XKeTicneyLliniri.
b. EKIHLUIZIIK UMMYHKeTICneyLwinikrep.
BupycTbl MHGeKuMANapMeH 6ainiaHblCTbl (COHbIMeH KaTap MKUTC)
BakTepuanabl MHpeKUMANapMeH BanaaHbICTbI
[TpOTO30MANbI }KOHE KYPT aypy/1apbiMeH 6an/1aHbICTbl
TamaKTaHyAblH 6Y3bl/1ybIMeH
XumMmuornpenapaTtrapMeH UMMYHOAeNnpeccaHTTapAblH 8cepimeH
Paguauusa xKoHe MMMYHOTOKCUHAED 9cepiHe BanaaHbICTbI
¥3aK cTpeccTiH 8cepimeH
3aT aamacy natosorusacbiMeH (KaHTTbl AMabeT, MUKPO3/1eMeHTTEp
)KeTicrneywinirimeH kaHe T.6.)



Ba3nAnap, TaMak CTapbl, XMPYPrua/biK onepaumasapm i
aHecTe3uAnap, 6e/10KTbl }KOFaATybl, 3aT a/IMacy aypy/apsbl, Katep/i iciktep,
KYMIKTEp, CTpeccTep, *Kac Wwamacbl, MOHU3MUpAeyLLi paguauma, 49piaik
3aTTapAbl Kabbligay (aHTUBMOTUKTEP, KOPTUKOCTEPOUATAP, UMTOCTATUKTEP).
dopmachbl 6orbiHwa: A) EMXK-TiH KomneHcaumanaHFaH dopmachl
MHdeKUnAnapFa )Kofapbl KabbligafbilThiKneH 6aKanagbl, »xui OPBU,
MHEeBMOHUANAP, NUogepmuanap TypiHae. basa wakKrafbl MHOeKuuAnapfa ga
*KOFapbl cesimTanablK 6arikasnaabl. B) EMMK-TIH cybromMmneHcaymanaHFaH
dopmackl MHGEeKUUANBIK TpouecTepaiH Co3bl/iManaybiHa 6enimginikneH
6alikaznagbl. B) EMXK-TiH geKomneHcaumanaHFaH GopmMach! LIAPTTbI-MATOreHA|
d/10paMeH MHAYLUP/IEHIeH reHepain3auuaiaHfad MHGeKuuanapabiH nanaa
60aybIMEH, KaTepi iCikTepmeH KepiHeai. lekomneHcaymAananfaH EMXK-TiH
KOPHEeKTI Mbicanbl peTiHae, KUTC 60abin Tabbliagbl. UMMyHKeTiCcneyLwinikTep
K/IMHUKAbIK TYPAE 4 Heris3ri CMHAPOMMEH KepiHeai: MUHDeKUUAbIK,
annepruaabik, ayTOMMMYHAbI }KOHE UMMYHONPONPEpPaTUBTI.
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