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WMYHHA CUCTEMA U UMYHUTET



B npoueca Ha eBonwouUMA YOBELLKUAT
OpraHm3bM e npugodbun BaXXHO CBOMCTBO Aa
pasno3HaBa ,CBOeETO“ OT ,,4yXAOTO U Oa ce
npegnasBa OT HeEONAronpuUATHOTO Bb3OEUCTBUE
Ha YyXXOa reHeTu4yHa nMHgopmauumsa. Team BUCOKO
cneymnuyHmn 3aLlUTHU MEeXaHn3Mu ce
M3NbnHABAT OT WMYHHaATa CUCTEMA, YUATO
OCHOBHa (oyHKUMA € ga pasno3HaBa 4vyXxau oOT
COOCTBEHM  QHTUFEHHM  CTMMYyNKM W Jda
ocbllecTBdBa cneunpuieH UMyHeH OTroBop.
OCHOBHU €enemMeHTU Ha cneunuyHns UMyHEH
OTroOBOp Ca BUCOKa AOudepeHUUpPaHOCT U
cneundpUYHOCT.



OcBeH TO3M cneunduyeH OTroBop B
3alUNTHUTE MEXaHM3MM Ha opraHusma ce
BKMOYBaT 1 HecneundpPu4iHn hakTopu.
‘OapuepHata QYHKUMA Ha KOXaTa WU
nuraBuLINTE;

‘charoumnTUpaLLU KNETKMU;
‘CcUCTEeMaTa Ha KOMNJEeMeHTa,

*‘UHTEepPdepoHM,
Jloyrn (NMM303MM, OMONIOrMYHO AaKTUBHMU
dakTopu noTUCKaLum HecneunUuyHo

Pa3BUTUETO Ha nMNaTtoreHHW OakTepuw,
ecTecTBeHa Mukpodnopa).



CneundmnyHata WMMyHHa 3awWuTa cCce
OCbLLECTBSIBA OT crieuuanm3npaHmn KroHoBe Ha
T n B numdouutn, oTroBOpHN CHLOTBETHO 3a
KNETbYHUA U XYMOPASTHUA UMYHUTET.

OCHOBHUTE €fIEMEHTM Ha WMYHHaTa
cuctema ca npeacraseHu B Tabnumua Ne 1.



Tabnuuya Ne 1 OCHOBHM enneMeHT Ha MMyHHaTa cuMcTema

OpraHu M TbKaHu Knetkn Monekynu
A. UeHTpanHu 1. T-numcpountn [1. NmyHornobynuHm —
1. Tumyc 2. B-numdounTn LMPKYNnpaLLlm,CEKPETOPHMU,
2. KocteH mo3bk |3. NK-KneTku MeMbpaHHK
4. Makpodharu 2. benTb4HM Monekynu Ha
B. lNepudepHu KrneTb4yHaTa MembpaHa
1. JlumdpHM B3NN a) AnepeHUNpPOBBLYHN aHTUTEHN
2. Cneska Ha T-numdounTnTe
3. HekancynupaHa b) aHTUreHn Ha TbKaHHaTa
nuMmdHa TbKaH CbBMecTMMOCT - HLA
(rmaBHO B C) pasnu4yHu peuenTopu (3a
CTOMaLLHO- KOMMreMeHTa, 3a Fc-
YpPEBHUS TPAKT doparMeHTa Ha
n 6enna apob) NMyHornobynuHute, 3a
pacTeXxXHn dbakTopu u apyru
aKTUBHW BeLLeCTBa)
d) XxopMOHM Ha TUMyca
e) NUMMPOKNHN U OAPYrYU LUTOKNUHWN




Bb3 OCHOBA Ha CeKkpeTmpaHuTe
NMUMMOKMHN KN doyHKUMATA T-KNneTb4yHUTE
KroHoBe moraT ga ce pasgendar Ha Th (CD 4+)
mn Ts (CD 8+). OT cBos cTpaHa Th Bknwo4BaTt
Tpu cyononynaumm Th 1, Th 2, Th O.

Thl knoHoBeTe obpasysat IL-12 n INF-y u
MMaT  OTHOLUEHMne NPEeNMYLLECTBEHO B
NPOTUBOTYMOPHMUSA n MHJEeKLUNO3HUSA
UMYHUTET, MnoanoMoramkm B KNeTkute KbM
CMHTe3ata Ha IgMunlig G.



Ot pgpyra cTtpaHa Th2 knoHoBeTe
obpasyBaT IL-4 n IL-5 n ca oTroBopHM 3a
Pa3BUTUETO Ha  HaW-YeCcTUTe  aneprnyHu
zabonsiBaHuda, 4pe3 amnnudpumumpaHe Ha
CUHTe3aTa Ha Ig E.

ThO KIOHOBETE cbyeTaBar
NnMM@OKMHoBUTE npodunnu Ha Th 1 v Th 2.

TBW KaTo npe3 nocnegHUTe OeceTuneTusd
ce otbenasBa naBMHOOOpPa3HO yBENMUYEHNE Ha
anepruyHmnTe 3abonaABaHUA wMMa  pPasnnUyHK
Teopun obsICHABALLM TO3M (DaKT.

EgHa oT Han-npumamMnmnBuTe 7
obLonpueTuTe e Tasn, cb3gageHa ot Okudaira
(®urypa Ne 1.)



Purypa Ne 1 lpeHacouyBaHe HA UMYHHUA oTroBop oT Th 1 B
Th 2 n yBenn4yeHue Ha aTtonnM4yHuTe 6onecTtu, BCneacreme
BINUSAHUETO Ha (haKTObU OT OKONMHAaTa chena.
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* [[poMeHNTE B yCnoBuATaA Ha XXMBOT B Halle
BPpEME Ce XapakTtepusmpaT C Hamangdsalia
ponsd Ha OakTepuanHUte U  BUPYCHMU
MHEeKUMN, NOTUCKAHM OT rMpoBeXaaHUTe
BakCMHaUMM N  aHTUOUOTUYHO JievyeHue,
BOOELWMN OO CHWXEeHMe Ha KIEeTb4HOo
zgamcummnga (Thl) wMMyHeH OTroBop W
CBbp3aHUTE C Hero uuToknMHun — IL-12 wu
INF-y.



* CblUeCcTBYBaALLOTO B MWHaANOTO paBHOBECUE

vMexgy Th 1 u Th 2 kneTb4yHM nonynaymm u
XapakTepHuTe 3a TaX UMTOKMHU Ce U3MecCTBa
KbM Th 2 — WMYHHMA OTroBOp, CTOAL, B
OCHoBaTa Ha atonudata. [lpn TO3KM OTroBOpP
npesanupar UntokmHute IL-4 (Heobxogmm 3a
CuHTesata Ha |Ig E), IL-5 (nHayumpaly
XapakTepHOTO 3a artonms €eO03UHOMUITHO
Bb3naneHune) u 1L-10.
[lokaTo B KNEeTbYHUA WMMYHEH OTroBoOp
OCHOBHa pona umaTt akTuBupaHute T-Ly, TO B
XymopanHua UWMyHeH OTroBop ToBa ca
aHTUTeNna, KOUTO WMaT WMYHOrIo0yNMHOB
CTpOEX.



Tabnuua Ne 2 XapakTtepucTuka Ha UMYHOINoOynnMHUTe

MpuaHak lg G 1-4 g A lg M lg D lg E
MM kDa 180-170 160-380 970 185 188
B nnasmara -
CTpykTypa MOHOME MOHO- neHTame
PykTYP P B cekpetute - P
anmep
Bpoi Ha aHTUreHcBbp3BaLLM 2 — B nnasma
2 10 2 2
AETEPMUHEHTH 4 — B cekpeTun
Coabpianne B cepyma 8-16 1,4 - 4,0 0,5-2,0 0-04 | 0014-045
mg/ml
(o]
7o Ot obuyre 80 13 6 0-1 0,002
NMYHOTNOOYNNHN
9-1gG3
[Mepuog Ha Nony>X1BOT (OHW) 23-19G 1,2, 4 6 5 3 2,8
[NMpemnHaBaHe npes + ] ] i ]
nnaueHTa
Ponst Ha 3awuTa ot
BTopuyeH [MbpBUYEH napasmTtu un
3awuTa Ha NMYHOTo6Yy-
OcHoBHa (hopma UMYHEH UrABALATE NMYHEH UHOBM MbpPBY TUN
OTroBOp 4 OTroBOp anepruyHn
peuenTopu

peakuum




KuHetmkata Ha NbPBUYHMS U  BTOPUYEH
MMYHEH OTroBOp € npeacrtaseHa Ha durypa Ne 2

Purypa Ne 2 lNbvpBHUYEH U BTOPUYEH UMYHEH OTrOBOp




OnpocTeHa cxemMa Ha eTanute Ha UMYHHUS
OTroBOp € npeacraseHa Ha durypa 3



NocneanoBaTenHOCT Ha

npomMmeHuTe npmn eamH npunmMmepeH MMyHeH

Purypa Ne 3
OTroBoOp
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Envpemunonorna: CpeagHa 4ecTtota Ha
MO e 1:10000. lNbpBUYHUTE MMYHOOEDULNTU
ce nposBABaT rMaBHO B AeTcKka Bb3pacT. [lpu
geuaTta pasnpegeneHMeTo MomMyeTta:MOMMUYETa
e 51, a B 3pana Bb3pacT umMa WU3BECTHO
OOMUHMPAHE Ha »XEeHCKNS Mof.

B — knetbyHuTe U ca Han-yectn (50%
OT BCUYKW)

T — knetbyHUTE obxBawaT 10%,
KOMOUHMpaHu B u T — 20%, gednuntnte Ha
darountopHaTta yHKuua ca 20%, a Te3n Ha
KoMmnyiemeHTHaTa cuctema noa 1%.



WMYHOOAEPULIMTHU CBCTOAHUA

OnpepeneHue: [Tpneto e
nMyHogedunUUTHUTE CbCTOSAHMA ga Obvaar
pasgensaHn Ha ABe rIpynu — MNbPBUYHU U

BTOpUYHU. CbrnacHo onpegenenmeto Ha C30
nog nMbpBUMYHA MIMYHHA HEOOCTATb4YyHOCT Ce
pa3dbupa reHeTU4YHo obycrioBeHa
HecCrnocobHOCT Ha opraHnama fa peanusuvpa
eeKkTMBHO eaHO unn gpyro 3seHo Ha NO0O.



COHIN

I 5=

KNACUPUKALUA HA U1

NMbPBUYHM.:

B — numdouutHu (50% 4yectoTa).
HacnencrBeHa XunoramarnooynmHemus
CBbp3aHa C X-xpomo3omarta (bonect Ha
Bruton).

X cBbp3aH U] c xunep Ig M.

ObwukHoBeH BapuabuneH WO - Common
Variable immunodeficiency.

CenektuBeH aeduuunt Ha Ig A.

CenektmBeH pgedpumunt Ha cybknacoseTe
Ha Ig G.

[TpexogHa xunoramarsiodyrnMHEMUA B paHHa
OEeTCKa Bb3pacT.




W = O

T-numdouutHmn (10% yecTtoTa).

TumycHa areHesuns (cuHgpom Ha Di George).
XpPOHNYHAa KOXXHO-NUraBu4yHa KaHgmaosa.
Oedonunt Ha NYyPUH-HYKNeo3na

docdopumnasara.



B. KombuHupaum (B n T - numcpountn) - 20% 4vecrora.
1. TexxbK, KoMmouHmnpaH U[:

*X-CBbp3aHa peuecuBHa doopma;

ABTO30MHO-peLiecuBHa dopma  (LUBEenUapCKn  Tun)
Glanzmann-Riniker;

*TKNL ¢ peduuunt Ha ageHo3nH Je3aMnHasa;

[ledonuymt Ha T-KNeTbYHUA peLenTop;

CnopaaunyHa cdopma.

2.1 ¢ HamaneHo nNpou3BOACTBO Ha LUUTOKMHU — HaW-
yecTo IL-2.

3.ATakcusa — TeneaHruektasnsa (cuHapom Ha Louis - Bar).

4.0 c TpomMmbouuTONEHMA U ek3ema (CMHOPOM Ha
Wiskott-Aldrich).

5.CuHgpom Ha Nezelof.

6.Xunep Ig E cuHgpom (cnHapom Ha Job).



HapyweHus BB (haroyuuto3aTta Ha
rieBKouuTUTe.

[edekT B MukpodbuumagHata akTMBHOCT
(20%).

[ledeKT B ABUKEHMETO Ha NeBKOUUTUTE

UL cbc 3acaraHe Ha cuctemaTta Ha C,
Hecownunt Ha C,, C,, C., C..

HacnencrteeH aHrmoenem (oedpuumt Ha C,
ecTepaseH NHXnMouTop).

[ledpmnuunT Ha peuenTopn Ha KOMMIEMEHTAa.



BTOPUYHMN:

UHdekumosHuun 3abonasanua: CIH, CMV,
Epstein-Barr-virus, nenpa.

B pesyntat Ha ne4yebHun Bb3pencTeua. KC,
LuTOoCcTaTuULUM, obnbYBaHe, APYr.
Heonnactu4iHm nu XeMaToONOrM4YHM
3abongBaHua, neBkeMud, Oonect Ha
Hodgkin, mnenoma, gpyru.

MeTabonutHu 3abonaBaHus: nnaoer,
HEeOOUMBYHO XpaHeHe, HedpoTUYEH
CUHOPOM, ekcygaTuBHa eHTeponaTus.
TpaBMMU ©N  XUPYPrUYHU  UNHTEPBEHLMN:
N3rapsiHnus, CrreHeKTOMUS.



KnuHnyHa KapTuHa.

MO vmaT pasnuyHn KIMMHUYHKW MPosiBU, oOLla
yepTa Ha KOUTO € CKIMOHHOCTTAa KbM TeXKU W
XPOHUYHO-NpPOTUYaLWUMN MHPeKuMn. Han-4ecto npwu
oedouunt  Ha  XymMopanHua  UMYHUTET  Cce
yCTaHOBsIBAaT  NOBTapsWm ce  OaKTepuanHwu
MHdeKuMn, 4YeCcTo nNpemMmnHaBalLlM B cerncuc. 3acsrat
ce KoXaTa W nuraBuumTe Ha gumxatenHute NbTULLa,
XpaHocMumnartenHarta W oTaenuTendHata cuctema.
[lp pOedouunT Ha KNeTbYHUA WUMYHUTET cCe
yCTaHOBABAT 4YeCTU  (PyHruanHu, BUPYCHM,
npoto3ouHN (Toxoplazma gondii Pneumocistis
carin) wn  OakTepuanHum  UHEKUMN, HYUUTO
NPUYNHUTENN UMAT WUHTpauUuenynapHo pasBuUTUE
NN ca YCINTIOBHO NAaTOreHHM.



B - KNNETBb4Y4HU UL.

X-cBbp3aHa XunoramarnooynmHeMus

(bonect Ha Bruton).

3abonsBaHETO ce nposiBABa CcamMo Mpu
MOMYETa OKOMO 5-6 Mecel OT XXWBOTa, Korarto
npeMuHanuTe TpaHcnnauyeHTapHo aHtutena IgG
ce usdepnart. [laToreHe3ata Ha 3abonsBaHETO €
CBbp3aHa ¢ b6nok B andepeHunaumnaTta Ha B-Ly Ha
HMBOTO Ha npe-B-knetkute. XapakTepHu ca
peunameBupalin  UHgeKkunn, Obmkawm ce Ha
bakTepmanHm areHTn ¢ U3BBLHKNETHYHO pa3BUTHE.



3a [OuarHosata ca BaXHU TPU KIAUHUYHU
benera:

1. WHpekumnte He ce noenusasatr ObLP3O U
HanbiHO OoT Ab Tepanug.

2. Jlnnceat nepuoau Ha peMucus.

3. Bwvbnpekn nostapdwmte ce MHPEKUUN He ce
Habntogasa ysenuyeHune Ha J1B n crieskarta.
[OnarHo3ata ce noctaBd Ha ©0asata Ha

YCTaAHOBABAHETO Ha 3HA4YUTENHO HamaneHue Unu

nunca n Ha 5-te nmyHornodynMHOBK Kraca.
JleyeHuneTo e 3amecTUTENHO — UMYHOBEHWH B

no3a 100-200 wMr/kr Ha Bcekun 4 cegMuun u

lunMpokocnekTbpHn AB npu  ek3auepbauma Ha

MHAQEeKLnnTeE.



O6unkHoBeH BapuabuneH UL.

ABaABa ce cnopaanyHo, ©0e3 yCcTaHOBEH
MEXaHM3bM Ha YyHacrnegsiBaHe, MNPU KOETO Cce
yCTaHOBABAT HamManeHn HMBaA Ha HanW-manko 2 oT
3-Te rmaBHU umyHornobynuHosu knaca (Ig G, Ig A,
g M).

KnnHn4yHaTa KapTuHa e nogobHa Ha Tasu npu
bonectta Ha Bruton, ¢ Tasn pasnuka, 4e ce
3acqaraT U gsata nona, u 4Ye cCMMNTOMUTE MoraT ga
Ce MNOSIBAT BbB BCAKA Bb3pPacT.

JleyeHuneTo e KakTo npu dborectTta Ha Bruton.



CenektuBeH gedmumt Ha Ig A.

ToBa e Haum-gyectnatr NI — 0,1-0,2% ot
HaceneHueto. [loka3zaHO e, 4Ye Ce Kacae He 3a
HamaneHa CUHTES3q, a 3a HapyLUEHO
ocBoboxaaBaHe Ha IgA oT B-knetkute. Npun HAKOM
OOnMHM ce aoka3Ba NoBULLEHAa aKTUBHOCT Ha TS,
cneyndunyHo noTmckawm obpasyBaHeTo Ha Ig A.
OTKpUTKU ca aBTO30MHO-PELIECUBEH N aBTO30MHO-
OOMWHAHTEH TWUMN Ha YyHacregsiBaHe, KakTo W
acoumaumna Ha cenektmeHua Ig A pedpmumnt ¢ HLA-
Al, A2 n B8.



KnnmHn4HaTa KapTuHa BKMNOYBa:

1.Yectn uHdbekuun Ha I n 6ennte gpobose.
2.AneprmyHu NPosBMU. Cpen aronmuuTe
yecToTata Ha CcenektTmBHua Ig A gedpuuut e no-
ronama 0,5-1,0% . Yectotata Ha artonuaTta npu
6onHu ¢ Ig A gedonuut e Bucoka — 55 %. CmaTta ce,
ye OedununTbT Ha ceKkpeTopHuda Ig A nosuLlaBa
abcopbumnsata Ha Al npes nuraBnuuTe.
3.ABTOMMYHHU Oonectn. CucremeH nynyc,
PesmatongeH aptput, XpOHUYEH YILIEPO3EH KOJUT.
[lnarHo3ata ce nocTaBa 4pe3 [OoKa3BaHeTo Ha
HUCKM CTOMHOCTM Ha Ig A npu HoOpManHu WUnu
yBenundeHn HuBa Ha lg M, Ig G n Ig E.



T - KINETb4YHU U[.

CuHppom Ha Di George (BpogeHa TUMYCHa
annasus).

Tosn WO ce pObmknm Ha HapyweHue B
emMbpunoHanHoTo passutne Ha Ill n IV bpaxmnanHa
obra KkbM 8-12-Ta cegMuua OT BbTPEYTPOOHMUSA
xuBoT. OT Te3n AObrm ce pasBuMBaT TUMYCA,
napalnToBNOHNTE XI1E€3N U roNeMmnTe CbAoBe.

KnnHun4yHa kapTtuHa: CuMmnToMuUTe ca Hanuue
OLLle B MbPBUTE YaCoOBe cre paxOdaHeTo 1 ToBa €
TeTaHUATa, AbKalla ce Ha Xunokarnymemumsita.



[TouTn BuHarum ce ycrtaHossBaT BCM u gpyru
MangopmMmaTtuBHM CTUTMU. NOLIO OQPOPMEHU YLLUHU
MUAON, MUKPOrHaTus, xunepTtenopussvM. leyara 4yecTto
pasBmBaT BUPYCHW, MNPOTO30UHN, QYHINaNHN W
BbTPEKNETbYHN DaKkTepmnanHm NHAPEKU NN,

JTabopaTopHM nokasatenu:

* Hwucko HMBO Ha cepymMHuMsa Ca u noBULLEHO Ha P;

e 3Ha4uUTENHO NOTUCHAT T-KNEeTbYeH UMYHUTET;

« Ypes cboTBeETHM O0OpasHWM wu3creaBaHusa ce
Ookassat nuncata Ha Tumyc n BCM.

MeTog Ha ne4vyebeH n3bop e TpaHcnnaHTaums
Ha doeTaneH Tumyc.



XpOHMYHA KOXXHO-NMraBu4yHa KaHagmao3sa.

YHacneasiBa ce aBTO30MHO-PELIECUMBHO W
npegctaBnsBa CenektuBeH T-KNneTtbyYeH aedpuunt
KbM aHTUreHn ot Candida.

KnnHnyHa KapTuHa:. HadanHute CcMMNTOMWU
ca XPOHWYHA KaHOWOO03Ha MHJEeKLUUA Ha KoxaTta U
nuraBmyuTe. YecTo ce  ycTaHoBgaBaT "
eHOOKPMHONATUM — HaW-4YecTo XunonapaTtupeo-
Man3bM 1 bonect Ha Adison.

JleyeHune: AHTUMUKOTULMN.



KOMBUHUPAHU (B u T — KIIETb4YHW) UL.

TeXxbK KOMOMHUpaH o (TKA).
[lpenctaBnsBa XeTeporeHHa rpyna oT
HacneacTBEHU 3abongaBaHug, KOATO ce
Xapaktepusvpa C yBpeOeH egHOBPEMEHHO
KINETbYEH U XyMOpaneH UMYHUTET.

KnMHM4Ha KapTuHa:

1. WHopekuuu, BKITHOYUTENHO "
OMNOPTHOHUCTUYHU (Pneumocystis carini),
3acTpallaBaLLn X1BOTA Ha bonHus.

[logaTnMBoCcTTa KbM  BUPYCHU  MHAEKUUN e
ocobeHo Bucoka: EBV, Herpes, CMV.



2. bonect Ha peakuma Ha npucagbka cpeLlly
peunnueHta (graft versus host disease) —
noctenBaHe Ha T-Ly oT mMaukata npwu
paxgaHeTo unu npu TpaHcdysnsa Ha KPbBHU
NPOOYKTW.

3. DBbnpekn dectute uUHEKUMHM He ce
yctaHoBaBart yeenuyeHnun J1B n XCM.
NNabopatopHuTe  KM3cneaBaHUA  OOKasBaT

3acsdraHe, Kakto Ha [-, Taka U Ha B-knerbyHus

NMMYHUTET.



Jleyenneto Ha TKWL Bkrnro4yBa:
KoHcepBaTUBHO nevyeHuve C Ab,
aHTUMUKOTULMN, aHTUBUPYCHU "
aHTUMPOTO30UHN CPEACTBA.

TpaHcnnaHTaums HA  anoreHeH HLA-

cbBMecTUM KM — ToBa e MeTtog Ha um3bop
npu TKWL.



ATakcua — TeneaHrmekrasusa (CMHOPOM Ha
Louis — Bar)

ABTO30MHO-pELECUBHO 3abonsiBaHe C reH,
nokanusnpaH B 1ll-ta Xxpomo3oma, C KIMHUYHU
CUMMTOMM NpodBABaALLUM Ce A0 2-Ta rognHa oT
XMBOTA.

1. TeneaHrunekrasmu no KoXkaTa n
KOHIOHKTUBUTE.

2. Hesponorn4yHa CUMMTOMATUKA,
MarikoMo3b4Ha aTakcug BCnencTeme

AereHepauust Ha KneTkute Ha Purkinie.
3. Peungmnsumpalimn nHdekumm Ha [C.



JTabopaTtopHu nokasaTtenm:

1. XymopaneH MMyHUTeT — geduunt Ha Ig G2,
IgAnlig E.

2. 3abaBeH otroBop Ha T-Ly kbm PHA.



RS

CuHpgpom Ha Wiskott-Aldrich.

YHacneasasa ce peuecmBHO C X-XxpomMo3omaTa
KNMMHWYHNTE CUMMNTOMU BKI1HOYBAT:
XemMoparnmyHa guartesa cBbp3aHa C nspaseHa
TpomMmbouuToneHus yCTaHOBsIBaHa
HENoOCPEeaCTBEHO crep paXXgaHeTo.
Peunansupalin MHdeKLnW.

Ek3ema, nogobHa Ha atonuyHara.
MImyHoOMnornyHa guarHoasa:

XyMopaneH UMYHUTET — CHWMXeHMne Ha Ig M,
noBuLLeHO HMBO Ha Ig A n Ig E, HopmanHo Ha
g G.

[ToTUCHAT KNeTb4YeH UMYHUTET.



CuHppom Ha Nezelof.

HabntopaBa ce cnopaguyHoO U ce cuuTa, 4e
ce Ob/MKN Ha AedeKT B pa3BUTMETO Ha TUMYycCa —
KNeTKkuTe My ca ¢ aedpunumt Ha peuenTtopu 3a IL-2.

KnnHn4yHarta KapTUHa BKIHOYBA
peunanBmpalln 1N TEXKU BUPYCHU, PyHrranHu,
NMHEBMOLIMCTHUN N BakTepuanHm nHMeKLunn.

NabopatopHuTe  un3cnegBaHMs  OONABAT
TEXKO NMOTUCKaHe Ha XymMmoparnHusa n knetbdeH NO.



Xunep Ig E cuHapOM.

Hapuya ce owe cuHgpom Ha Job (Mos,
bubnenckn obpas) — ocBeH kombuHupaH WL, ce
ycTaHoBsABa W pOedekT B XuMMMOTakcuca Ha
HeyTpodounmte. OnnucaH e 3a NbpBU NbT MNPE3
1966r. (npu 4epBEHOKOCM MOMMYETA CbC CBETMA
KOXa, CcTpagalm OT CTyaeHU CTadUIToOKOKOBMU
abcuecn. OcBeH cTaPUNOKOKM KaTO MaTOreHHW
MUKpoorHasamm ce pgokaseat H. Influence,
Streptococcus pn., Candida.



[TaToreHe3arta ce 0bsicHABa ¢ gedeKT B bpos
n OyHKUMUTE Ha TS BOOELWO OO0 YBENUYEHUE B
obpa3yBaHeTOo Ha cneundunyHn
aHTuctadmnokokoBu Ig E. Te ce doukcupat c Fc
doparmMeHTa cu KbM MaCTOLUUTUTE N MPU KOHTAKT
CbC S. aureus ce nony4yaBa 0OCBODOXJaBaHE Ha
XUCTaMWUH 1 Opyru MeanaTopu Ha aHaumnakcusaTa,
KOUTO NOTUCKAT XMMmMoTakcuca Ha Neu.

KnMHMYHO ce xapaktepu3npa OCBEH C
PasBUTMETO HA CTydeHn abcuecu, 3acsrawm
koxkata n [OC wn c pasBUTUETO Ha XPOHU4YHA
ek3ema. 3acerHatute 4YecTto ca C rpyou 4yeptu Ha
NWLETO W CKEeneTHM aHomanuu. osteogenesis
Imperfecta n craniosynostosis.



HAPYWEHUA BbB ®AITOLUUNTOSATA HA
NEBKOUUTUTE U B KOMIMJIEMEHTHATA
CUCTEMA.

[MTbpBUYHU HapyLWeHUA BB (parouutos3ara
Pa3goenar ce Ha ABe rpynu:

1. [dedektn B MnkpobuumagHata akTUBHOCT.

2. lledektn B xmummortakcuca.

Ot 3abonsiBaHuATa C nedoexr B
MUKpobuLumagHaTa akTUBHOCT Han-gobpe onmncaHa €
XpOHW4YHATa rpaHynomarto3Ha Oonect (XI'B). B
60% oT cny4Yyante ce YyHacneodea C @ X-
xpomo3omarta, B 30% aBTO30MHO-pPELECUBHO, B
10% — cnopaan4dHu crny4vau.



[laToreHeTMYHO ce Kacae 3a (PyHKUMOHaneH
OEeMEKT, CBbP3aH C eH3UMEH AedULUT BoaeLl Ao
HapylweHnss B OKcuaaTMBHUA MeEeTabonnsbmM Ha
HeyTpodunute. bonHute ctpagaT oT bakTepunanHu
N MUKOTUYHU MHAEKLNN.

NNabopatopHuTe  wn3cneaBaHua  Aokassar
HapyLleHne B MnkpodbuumaHata pyHkuma Ha Neu —
NBT Tect (HOpmanHO nNo Bpeme Ha paroumTtosara
Ha naTekc HeyTpodunute pegyumpaTr XbnTuUga
Nitro-Blue Tetrazolium B TbMHOCUH doopMa3saH).



CuHpgpom Ha Chediak-Higashi

Hedpnuntnte Ha [N6P pgexungporeHasa WU
MUeronepokcuagasa ca Cblo 3abonsiBaHUdA, Mpu
KOUTO € HapylleHa MUuKpobuumaHata PyHKUMS Ha
Leuc.

3abonsiBaHMATa NpPU  KOUTO € HapyLlueH
XnMmoTtakcmuca Ha Neu ca Hau-4ecTo CBbpP3aHu C
oedpuunT Ha AOXe3nOHHU MOSEKYIN.



Bpooeun pedoumuut Ha cuctemarta Ha
komnnemeHTa (Co)

Nedovuntute Ha Co  Ham-yecto  ce
yHacnegasar aBTO30MHO-PELIECUBHO 7
ANarHoCTUUMpaHEeTo UM BKITOMBa U3cregBaHe Ha:
1. XemonutmndHa Co aktuBHocT (CH 50).

2. KonnyectBeHO onpegensdHe Ha HAKOU OT
KOMMNoHeHTUTe Ha Co
3.  ®yHKUMOHAIHO nacneaBaHe Ha
KomMroHeHTuTe Ha Co.



Han-yecto ce yctaHoBaABa gedpuumnt Ha C 3,
No-psaKO HA HSKOM OT Apyrute KoMnoHeHTn Ha Co.
OcBeH OT ©OaktepunanHu WuWHMeKUnn, OonHuTe
cTpagat M OT aBTOMMYHHU N MMYHOKOMIMSIEKCHM
3abonsaBaHua (Nnopagn HapylweHaTta enMMmuHaums
Ha oOpasyBaHUTE WUMYHHM  KOMMMEKCU  OT
opraHmama).



