[eHOTUNUNYecKas
reTeporeHHOCTb

nonumopdunsm 6enkos



Kaxabin yenoBek reHeTn4deckn nHauBuayaneH. leHotunnyeckas
reTeporeHHOCTb B NONynALUUKN YenoBeKa CBA3aHa C FreHeTUYECKMU
0oOyCroBJfIeHHOMN reTepPOreHHOCTbLI0 BCEX CTPYKTYPHbIX U
dyHKUMOHaNbHbIX O€JyIKOB OpraHu3ma, T.e. Bbi3BaHa
nonmmopdunaMom 6ernkoB.

NosBneHne pasHbiX dopm 6erka (M306erkoB), BbIMOMHAIOLWMNX
OAWHaAKOBbLIE UMTU O4YeHb CXOoAHble PYHKLUUN ABNSIeTCA CrneacTtBMeM
NosABNEeHUA B NonNynsiuMm ABYX UMK OonbLUero Ymcna ansneneu
O4HOro U TOro Xe reHa.

9TO0 NMPONCXOONT B XOO4€ MHOIOKPATHbIX KIEeTOYHbIX aeneHunmn
cornpoBoXxXgarwLwnxcd rnocrtoAdHHbIM yaoBoeHMEM TeHOB U O6pa3OBaHMeM
HOBbIX NT€HHbIX JTOKYCOB.

CHavarna 310 KONMn NCXOAHOro reHa, Ho nocriegywowmne HesasUCUMbIE U
HEOQMNHAaKOBblE MYyTaluMN KOIMUU reHOB MNpunBOAOAT K NMOABIIEHAUIO B
OopraHnM3mMe HOBbIX MO,EI,I/ICbI/ILI,I/IpOBaHHbIX ’eHHbIX JIOKYCOB.

[MpoaykTamm TPaHCKPUNLMM Pa3HbIX FEHHbIX JTOKYCOB SABMNSAKTCS
MOANMULIMPOBAHHbIE MONUNENTUAHbIE LIENMN NPOTOMEPOB N3 KOTOPbIX
BO3MOXHa cbopka pasnmyHbiX n30dopM OHOIO 1 TOro e benka.

B pe3ynkraTte B opraHn3mMe nosaBnaroTCcAa NofMMopgHble Mo
CYybEAMHUYHOMY COCTaBYy M30(POpPMbl OAHOIO U TOro Xe benka.

NonumopdHLIMU GenkamMu _ABNAKTCA reMornoouH, ranTornoouH,
HeKoTopble ddepMeHTbI U nx nsocgopmbl (M30hepPMEHTHI),
rpynnocneuncpunyekme Genkun KpoBu u ap.




lemornoouH

Morekyna remorriobmHa cocTtomT n3 4 cyobegmnHuL.

femorno6uH B3pocnoro Yyenoseka (HbA) coctont ns 2
anba n 2 beta cydobeanHul,

f'emorno6uH nnopa (HbF) - 2 anbda u 2 ramma,
femorno6uH A2 - 2 anbda 1 2 3aNCUnNoH cyobeanHuL.

[eHbl 3TUX OENKOB He annenbHbl, OHXM 3aHUMAatOT pasHble
ITOKYCblI.

CuHTE3 CyObeauHUL, 3TUX BapuaHTOB reMorrnobdunHa
TpaHCKpNOUpyeTcsa pasHbIMU reHaMm BO3HUKLLKX B Xo4e
9BOMNOUKMM B pe3ynbraTe ayniukauum reHa
npeaLlecTBEHHMKA U MyTaLUX KOMUN.

ST BapunaHTbl remorniobnHa cogepxaTcsi B aputpoumTtax
NoYTU BCEX Ntogen B bonbLUen NN MeHbLLE CTEMEHMN.

Kpome aTtoro obHapyxeHo, 4TO annenbHbIM BapUuaHTOM
HbA aBnsetcsa HbS (B 6eTa-uenun rnytammHoBas
KMcnorta 3ameHeHa Ha BarivH).



[To annenbHbIM TUNam (HbA n HbS) Bce nogu
oenartca Ha Tpu rpynnbl ¢ reHotunamm AAAS,SS.

[NepBasa rpynna nogen cogepxut HbA,
BTopas - HbA n HbS,

TpeTbA - HbS.

AnnenbHbiM BapmnaHToM HbA aengaetca HbC

(BMeCTO rnyTaMmHOBOW KUCNOThLI HA 6 MecTe B beTa-
Lenu CTOUT NIU3UH ).

[lo aTOM Nape anneneun cywecTBYOT BapUaHTbI
AA, AC, CC.

B ntore, Tonbko rno annensHblM napam S n Cy
remorrnobmnHa A cylecTByeT NATb FeHOTUNMUYECKU
n cpeHoTUNNYECKUX pa3HbIX rpynn: AA, AS, AC,

SS,CC.

BmecTe ¢ TeM, yctaHoBneHbl 300 annenbHbIX
BapuaHToB HbA, a UX reHOTUNNYeCKUX rpynn
okono 600.



[anTornoouH (Hp)

[[anTornodbuH (Hp)- npeacrasnsetr cobou rnukonporena
OTHOCALWMUCA K ppakumn anbda2-rinodynmHoB niasmol
KPOBMW.

[[anTornodbuH obpasyeT KOMMIEKChbl C reMornodbnHomMm,
NOBbILLIAET MepOoKCMOa3HYH ero akTMBHOCTb U obecrnednBaeT
gocTtaBky Hb B KNneTkn peTnkynoaHaoTearnbHON CUCTEMDI.

MmeeTca gBa reHOTUNUYeCKMX BapuaHTa rantorriobuHa (Hp1
n Hp2) n3 kotTopbix opMUpyoTCH Tpn peHoTuna:

Hp1-1,

Hp1-2,

Hp2-2.

Kaxxgpasa monekyna rantorriobvHa COCTOUT U3 ABYX
cy6beauHuu Tuna anbda-1 n anbda-2 u ooHon Gera-

uenu. lNpuyem 6eta-cybbeamHmnua Bo Bcex peHoTunax
oJMHaKoBA.

Cpeou anbda-1 uenen pasnuyatoT OBa annesbHbIX
BapuaHTa:

anbca -1f
anoga- 1s.




* COOTBETCTBEHHO BO3MOXHbI TPU arnsenbHbIX
doeHoTuna rantorrnodbmHa Hp1-1:

° Hp( 1f-1f)1

 Hp (1f-1s),

 Hp (1s-1s)

 [1Ba annennbHbIX TUNa rantornobuHa Hp1-2 :
Hp (anbgpa2-1f),

e Hp (anbgpa2 -1s)

1 oanH TN

e Hp2-2 (anbgpa2-anbcha2).

e Takum obpa3om, 2anmoasiobuH_siesisiemcsi

nosiumMopHbLIM 6esIKOM UMerWUM Wecmb
peHomunu4YecKUx eapuaHma.




| pynnocneuugunyeckme o0enku

KPOBW
Y yenoBeka Mo annernbHbIM BapnaHTaM CNCTEMbI

ABO un gpyrux 6enkos pasnuyatot cBbiwe 30 rpynn
KpOBM.

B knuHn4yeckon meauumHe Hambdonee n3BectHa
cucrtema ABO, cornacHo KoTopoWu

pasnnyaroT YeTbipe rpynmnoi.
Cuctema ABO cBsizaHa c Hann4ymem pepmMmeHTa

rmukosun-tpaHcdepasbl B CO3peBakoLmnX
apuTpouUTax.

IJTOT (hepMeHT KaTanu3anpyet nepeHoc
ranakro3unbHoro unu N-aueTunranako3uriHoOro
paaukana

Ha pyko3-ranakro3-N-aueTunrrnroKo3aMMHHbIU
paauKan Hapy>XHOU nfa3MmaTtuyeckoun memopaHbl
cOo3peBakoLUX IPUTPOLUTOB.



B nonynsuusax yenoBeka BCTPEYalTCs TPy
annenbHbIX BapuaHTa 3Toro pepmMeHTa:

rmuko3nnTpaHcoepasa A,
rmukosunTpaHcdgepasa B
rmmko3unTpaHcdepesa O.

[ Muko3unTpaHcdepasa A obecrieunBaeT
TpaHcnopT N-aueTmnranakrossl,

[ NnnkosunTpaHcdepasa B - nepeHoc
ranakTosbl.

[ nuko3mnTpaHcdepasa O He nmeeT
depMeHTaTMBHON aKTUBHOCTMW.



B pe3ynbrtate Ha Hapy)XHOW MeMOpaHe 3JpUTPOLUTOB MOTYT
cchopMmpoBaTbCs pasHblE MO CTPYKTYpE oJsiucocaxapuoHbie
aHmMu2eHHble demepMUHaHMbI:

onurocaxapuva - A,
onurocaxapua - B u
HeaoOCTPOEHHbIN onurocaxapua - O.

Mo mpem annensam anuko3unmpaHcgepasbl -A, -B u -0
803MO)KHbI Wecmb OUN/TIOUOHbLIX 2eHOMUIrio8:

00, AA, BB, AO, BO, AB, m.e. wwecmb 2pynn Kpoeu.

[lo HaNM4YKMIO TOro UM MHOFO aHTUreHa Ha MembpaHe
apuTpouuTa (aHTUreHHOW AeTePMUHAHTLI) pasnuyatoT YeTbipe
rpynnbl KPOBW:

1 (O ) rpynna - HeT aHTUreHa

2 (A)rpynna-ectb aHTUreH A

3 (B ) rpynna - ectb aHTureH B

4 ( AB ) rpynna - ectb aHTUreHol A un B.



Cucrtema u MMYHHOTIO KOHTPOIA

CyLlecTBYET 4Ba OCHOBHbIX TUNA MMMYHHOIO KOHTPONS:
rymoparnbHbIf U KITETOYHbIN

['ymMOopanbHbIX OTBET COCTOMUT B BbIpaboOTKe aHTUTEN,
KOTOPbIE LUMPKYINMPYIOT B KPOBUM B COCTaBe ramma — (ppakumnm
rnobynnHoB (MMMYHOITI00YNNHBGI)

CBs3biBaHNE UMMYHOITIO0OYNMHOB C aHTUreHOM obnerdaer
NOrnoLleHne aHTUreHa ¢ goaroumtaMmm n akTUBUPYET OCODYI0
cnuctemy OernkoB KpOBU, Ha3bIBAEMYIO KOMMIEMEHT, KOTopas
CNOCODCTBYET paspyLUEHUNIO aHTUrEHa.

MMMYHHbIW OTBeT KJIeTOYHOro TUMa BKIoYaeT
obpa3oBaHune cneumanm3npoBaHHbIX KIETOK, pearnpyoLmx ¢
Yy>KepoaHbIM aHTUFEHOM rMaBHbIM 00pa3oM Ha NOBEPXHOCTU
cOOCTBEHHbIX KITETOK OpraHM3ma.

[Tpn 3TOM 3TU KNETKU NMMDO YHUYTOXKAKOTCA NMOOo npoucxoguT
paspyLleHne aHTUreHa c NOMOLLLI APYrnUX KNETOoK, TakuX Kak
Makpodparn.

Takmm obpasom, MMMYHUTET 3TO BMONOrnMd4ecKkoe siIBNeHne,
CYLLIHOCTb KOTOPOIro COCTOUT B MNOCTOAHHOM PErynnpoBaHnm
B3aMMOOTHOLLEHUN opraHn3ma co "cBouMun” n "4yyxkmmm"
MaKpOMOJSieKynamMm, Nnn aHTUreHamn.



T-numgounTbl 1 B-NMM@POLMUTLL.

KneTouHbl 1 ryMmopasribHbIi UMMYHUTET
onocpenyetca OBYMSA pasfiMyHbIMU KllaccamMmu
NMM@OLINTOB.

3a KINeTo4YHbIN UMMYHUTET OTBETCTBEHHbI
T-nnmdounTsl,

3a rymoparnbHbin - B-numdouuThbl.
T-numaounTbl pasBuBalOTCA B TUMYCE.

Cpegun T-nnmdounToB pasnuyatoT crieayrouine
KNOHbI: T-knnnepobl, T-adpdPeKkTophl,

T-amnnudpavep (T-T-xennepsbl), T-xennepsl,
T-cynpeccopsbl, T-numMdounTbl NaMATH,
T-nHnymartopsbl, T-perynatopsl,
T-aHTUCynpeccopk.l.



B-numcgouuntbl OTBETCTBEHHbLI 32 F'YyMOpPanbHbIU
MMMYHUTET U UX eaUHCTBEeHHasa PyHKLUUA -
BbipaboTKa aHTUTen (MMMYHOrnooynmHoB).

"ObyyeHmne" B-nndoumToB y YenoBeka NponcxoanT
B CrPYnnMPOBaHHbIX NUMMMaTNYECKNX y3nax
KNLWWEeYHNKA, B KOCTHOM MO3re, MMHAANMHax n gaxe B
KOXeE.

[Tonynauymna B-kneTok He MeHee CnoXHa, Yem T-
NMMM@OLINTOB:

B-knnnepel,
B-cynpeccopil,
B-numaounTsl UMMYHONMOrMYEeCKON NaMATH,

ATOK - aHTuTenobpasywwme knetkn B-numddoumnTtos
(IlgG IgM IgA IgE IgD)



MMMYHHOrMoOYynuHbI

* AHTUTEnNA, Npoayumpyemble aHTUTENObpasyoLwmmMmn B-
nupoumtammn, obbeanHarTca B 5 knaccos: IgG IgA IgM
IgD IgE .

« Ha npumepe IgG nokaszaHo, 4YTO BO3MOXHO pacLUenfeHme
nananHom Ig Ha Tpn doparmeHTa: gsa Fab dparmeHTa
(cBA3bIBalOWNE aHTUreH) n oanH Fc-doparmeHT
(obecneynBarOLWMn peakumio aHTUTEN C KOMMIIEMEHTOM,
B3aMMOOENCTBUE C MaKpodaramum 1 cnocodCcTBYHOLLMM
TpaHcnopTy Ig yepes membpaHy).

« CornacHo gaHHbiM R.R. Porter ( 1962) kaxgas monekyna
NUMMYHOINobynnHa CoCTOUT M3 ABYX UOEHTUYHbLIX L (
nerkux) uenen u oByxX naeHTU4YHbIX H (Taxenbix) ueneun,
T.€. COCTOUT U3 4 nonNMNenTUAHbLIX Leneu, CBA3aHHbIX
Mexay coboun ancynbpmaHbIMM MOCTUKAMMU.



T'shkenbie H-uenu umerom 5 munoa:

Mio(M)-, curma(o)-, ramma(y)-, anbga(a)-, ancUnoH
(€) TUNbI - XapakTepHble ANa KaXaoro Kracca
nMmyHornobynmHos (lg) ocobeHHoCTH.

Kaxaaa nerkasa L-uenb umeeT ABa Tvna:

kanna (x)- 1 namaa(A)- Tvnbl.

N cocTtout na 2-x obnacreu:

C-KOHUEeBasi YaCTb MOCTOAHHAsA, Y OHOIO N TOro Xe
buonornyeckoro BmAaa,

N-KOHLUEBas - BapunadernibHas 4YacTb Nerkux ueneu
CUNbHO BapbUpyeT (dopmupyet
rmrnepsapuabenbHbI y4aCTOK JIEFKOW LEenu).

Mornekyna uMMyHOrnobynmHa MoXXeT MMETb B JIEMKOW
L-uenn nnbo kanna, nMoo namaa Tvn
cybbeanHuLbl, HO HE TY U OPYryt0 OAHOBPEMEHHO.



CTpoeHmne nmmyHornobynmnHa

aHTUred CBASbIBAIOLLYE YHOCTKHU
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AmmyHoeanobynuHsl M

Monekyna IgM coctont u3 10 nerkux n 10 TaXenbIx
Lenen v ogHowu J-uenu, npeacrasBniss coboun
neHTaMmep NMerLnn 3se3gobpasHyo dopmy.
J-uenb cnHTtesmpyetca IgM-cekpeTupyroLmmm
KIneTKkammn, KoBaneHTHO BCTpanBaeTCca Mexay

CMEeXHbIMK Fc obnactaMmn M MHULUUMPYET NpPoLiece
oniMromepusaumm - obpasoBaHne NeHTamepa.

ImmyHoeanobynuHbl knacca M (IgM) noctynatoT B
KPOBb Ha paHHUX cTagumsix NEePBUMYHOTO0 MMMYHHOrO
OTBETA.

IgM He npoHUKaloT Yepes NnaueHTy, pacLiennarTcs
npoTteasamm Ha doparMeHTbl, akTUBUPYIOT CUCTEMY
KOMMIMMEHTa.



* IgM npuHMmatloT yyactne B Heumpasnausauyuu
MOKCUHOB8, az2aJsiromuHayuu,
oricoHu3zauuu, b6akmepuoJsiuse,
azaJIlomuHayuu 2emepo2eHHbIX
apumpouyumos.

* B Hopme B cbiBopoTKe KpoBu IgM cooepxumntca
oT 50 mr/n go 1,9 r/n.

* YPOBEHb UX MOBbILLIAETCA NPU NepmnHaTanbHbIX
MHEKLUMNAX, MHPEKLIMOHHbIX 3aboneBaHUAX y
B3POC/IbIX N AETEWU, NPU OCTPLIX renatuTax u
nepBM4YHOM OUNMMapHOM LIMppPO3e, Mnpwu
MakpornodbynmHemun BanbaeHwTpema



AmmyHo2nobynuHbl knacca G

* UmMmmyHo2anobynuHsbl kKnacca G (IgG) -
NPOU3BOAATCA B OONbLUMX KONu4yecTBax Nnpw
BTOPUYHOM MMMYHHOM OTBETE.

* |gG - Ha ux gonto y Yenoseka npuxogutcs 70-75%
OT 0OLleEN KOHUEHTPpaUMnU NMMYHOrnooynnHoB.
OHu obecneynBaroT NPOTUBOUH(DEKLIMOHHYIO
3aLmTy.

« KIgG oTHOCATCA aHTUTOKCUHBI, arrniOTUHUHBI U
OMNCOHUHbLI. BbipaboTka nx xapaktepHa rnaBHbIM
obpa3om Ansa BTOPUYHOro MMMYHHOIO OTBETA.

B cbiBopoTke KpoBu IgG oOHapyxuBarTCA BO
MHoOrux chpakumax 6enkoB OT raMma-rrnooyrivHoOB
Ao anbda 2-rnodbynnHoOB.



 Paznunyarot 4 nogknacca IgG

* (IgG119G2 1gG3 1gG4), otnuyatomnecs
MONEKYNApPHOU MaccoW, anekTpodopeTnyeckomn
NoABUXHOCTbIO.

Y yenoBeka npeobnaaatoT 1 n 2 nogknaccsl IgG.

* IgG xopowwo NpoHuKatoT Yepes NnaueHTy U
obecneuynBalOT NacCUBHbIM UMMYHUTET Y NJ10AA,
OHU XXe CNMOCOOHbLI BbI3BaTb 3O EKTLI YCUNEHUSA
npu 3nokavyecTBeEHHOM POCTeE.

B Hopme copepxaHue IgG B CbIBOPOTKE KpOBU
yenoBeka 8-16r/n.

 YpoBeHb IgG B KpoBUu yBenu4imMBaeTcs rnpu
3aboneBaHUAX NevYeHn, XpoOHUYECKNX NMHPEKLINAX,
MUenomax.

e YMeHblUaeTcH npm cnHapome HeaoCTatToO4YHOCTH
dHTUTEs



VIMMmyHo2r106yrnuHbl Knacca E

immyHoeanobyrnuHbl Krnacca E (IgE) nocTtpoeHsl, Kak v
apyrne U3 AByx Nerkux n aByx TSXernbiX uenen,
TepMonabunbHbl, pacwennsaTca nananHom Ha pparmMeHThbl.

dukeunpyrotes IgE Ha Ty4dHbIX KneTkax (TKkaHeBbIx 6azodomnnax)
n baszodunax, Yyepes nnaueHTy He NPOHUKAIOT, HO CNOCOOHbI
BXOOMTb B COCTaB CeKpeTa.

Uenoseyecknn nnog cuHtesnpyet IgE co 2-n Hepenu
BHYTPUYTPOOHOIO pasBuTUS, MaKCUMarnbHbIA YPOBEHb
onpenensetrca B 30-40-neTHem BO3pacTe.

CuHTesnpyouwme IgE KneTkn nokannayTcs B CIIM3UCTbIX
obonoykax AbiXxaTeribHOro annapara u XenygovHo-KULWEYHOro
TpakTa.

[Mo-Bugmnmomy, IgE aBnaoTca ogHUM U3 PakTopOoB
aHTMKaHLeporeHesa.

Fc-obnactb monekynbl IgE cBsisbiBaeTcsa co
cneyndomnyecknmm peuentopammn 6enkoB Ha NOBEPXHOCTU
TYYHbIX KNETOK U 6a30dunIIbHbIX NENKOLNUTOB.



CBsi3aHHble Mmonekynbl IgE cnyxat peuentopamu ans
aHTUreHa: npncoeguHeHne K HUM aHTUreHa NpuBOAUT K
cekpeuun bMonornvyeckn akTMBHbIX aMUHOB (rMCTaMUHa UNu
CEPOTOHMHA).

OTN aMuMHbI BbI3bIBAOT pacLLUMpeHne KPOBEHOCHbBIX COCYA0B U
yBENUYEHNE MPOHULAEMOCTUN UX CTEHOK.

C aTMM ammHaMm cBsA3aHbl KIMHUYECKME MPOABIIEHUS TaKNX
annepruyeckux peakumn, Kak ceHHasa nuxopaaka, actMma u
KpanusHULA.

Uepes aToT mexaHusm IgE genatot obnactbs BocnaneHus
boriee OOCTYyNHOW AN NENKOLUNTOB, aHTUTEN N KOMIMOHEHTOB
KOMMJIeMEHTa.

KoHUeHTpaumsa ux pesko noBbILLAeTcs Npu anneprum
HemMeaeHHoro Tuna: 6poHxmManbHoOM acTMe, refibMMHTO3aXx,
annepruyecknx gepmaTtosax.

B Hopme B KpoBu cogepxaHue IgE HeBenuko u B cpeaHem
coctaBnset 0,1-2 mr/n. CunbHoe yBeNMUYEHME NX YPOBHS
HabrnogaeTcsa Npu anneprusax 1 MUENome.



MmyHo2r106yruHbI Knacca A

* UImmyHoarnobynuHel Knacca A (IgA) cywlecTByloT B
BMOE MOHOMepa unn aumepa. Hepes nnaueHTy He
NPOHMKAIOT. NSIOX0 pacLUennAoTCA
NPOTEONUTUYECKUMU PEPMEHTAMU, OTHOCUTENBLHO
TEPMOYCTOUYMBLI, MPUHUMAIOT y4acTue B peakuumn
HeuUTpanu3aunum TOKCUHOB U arrntoTUHaLUWN.

IgA oenartca Ha gBe pa3sHOBUOHOCTU: CbIBOPOTOYHYHO
|I/| XeZerTopHym N pasnuyaroT aBa nogknacca: IgA1 v
gA2.

« CbIBOpOTOYHaa pasHoBuaHocTb IgA HaxoauTca B
CbIBOPOTKE KPOBU U B APYrnMX BHYTPEHHUX cpenax:
CUHOBMAanNbHas, nneBpanbHas, CMIMHHOMO3roBag,
aMHUOTUYEeCKaa U Ap. XUAKOCTb.

* |gA1 NnpMHMMalOT y4acTue B ABIeHNsSIX obLero
nmmyHmuteta. Ha nx gonto npuxogutes 15-20 % or
obulero cogepxaHma nmmyHornobynnmHos. 90%
CblBOpOTO4YHOro IgA otHocutca K knaccy IgA1.



CekpeTopHas pa3HoBuaHOCTL IgA BCTpedaeTcs B
CEKPETE 3K30KPUHHBIX XXErea: CritoHe, Crn3u
TpaxeobpoHXManbLHOro gepesa, MOYENOSIOBbLIX MyTeEN
N KULLEeYHMKa, B MOJIOKE, crie3ax Mono3uBe n ap. w
obecneymBaeT MeECTHbI UMMYHUTET, SBIAETCH
CUHEPrncTom UHTepdoepoHa n nusounma.

Monekyna cekpeTtopHou pa3HoBuagHocTn IgA B
COCTaBe MOHOMEPHbIX CyObeanHNL, COAEPKNT
KpeneXxHble uenu (J-Lenun) n CeEKpeTopHbIe LEenM.

OHKn obpasyroTcs B annTenmarbHbIX KIeTKax U
NpUcCoegmnHAKTCA K CUHTE3NpyeMoMy B
nnasmartnyeckux knetkax IgA B komnnekce ['onbaXxu
N KOTOPblE CNOCOBOCTBYIOT npoxoxaeHuto IgA yepes
CIN3NCTble Dapbepbl.

B cbiBOpoOTKe KpoBU IgA cogeprkaTca B KONMYeCcTBe OT
1,4 no 4,2 r/n.

YpoBeHb IgA yBennumBaeTca npu Luppose nevyeHu,
XPOHUYECKUX UHAPEKLUNAX, MUESTOME.



iMmmyHozanobynuHb! knacca D

mmyHoanobyrnuHel kracca D (IgD) ypesBblvanHO
YyBCTBUTENbHbLI K NpoTtea3am, OTHOCUTENbHO
TEPMOCTabUNbHbI, YEePE3 NaUeHTy He
NPOHWUKAIOT, KOMMIEMEHT HE (PUKCUPYIOT,
YYaCTBYIOT B peaKkuuu npeuunutaumu.

OTKPbITbIM OCTAETCHA BOMPOC O UX
LMTOOUNBHOCTN, CNOCODOHOCTU K CEKPELNN U
KaTeropum aHTuTen.

B cbiBOpOTKe KpoBU YenoBeka ypoBeHb IgD
oYeHb HM30K 30-400 mr/n.

ypOBeHb X yBeEJIIM4YNBaAETCA TPU MUEJIOME.



Cuctema KomMnremeHTa

« Cuctema KoMnremMeHTa - rnmaBHoe opyauve, C
MOMOLLIbIO KOTOPOro aHTMUTEeNa 3aluLLatoT
opraHn3am 4yerioBeka OoT OONbLUMHCTBA
BakTepmanbHbIX MHPEKLUMA NyTEM NM3nca
DakTepunanbHbIX KIETOK U NMpUBRNeYeHns daroymtoB
K MECTY MHMEKUUM N MOBLILLEHUS KX
CMOCOOHOCTM NornoLiaTh U paspyLuaThb
MUKPOOPraHn3Mbl.

* /lHanBMOymbl C HE4OCTATOYHOCTLIO OQHOMO U3
LleHTpanbHbIX KOMMNOHEHTOB KoMMnnemeHTa (C3)
noaBepXXeHbl YaCTbIM MHMPEKLIMOHHBIM
3aboneBaHNAMMN.

 [1pn ayTOMMMYHHbIX 3aboneBaHnsx, Npu LMppo3e
neYyeHn n gpyrnx 3aboneBaHUAX YPOBEHb UX B
KPOBU YMEHbLLIAeTCH.



e KomMmnrieMeHT - 3TO He OAuUH OerloK, a CrloXKHas
cuctema benkos, BKIodaroLwas okono 20
B3aMMOOEUCTBYOLLNX KOMNOHeHTOB: C1 (KomMnsekc
n3 Tpex 6enkos: C1q,C1r,C1s), C2,C3,C4,C5,C6,
C7,C8,C9, dbaktop B, dpaktop D, C3-koHBepTasa,
C5-koHBepTasa un ap.

« Bce 91K Benkn UMpKynMpyroT B KPOBM U TKAHEBOW
XUOKOCTU N OTHOCATCA K dopakumu beta-
rmodynmnHoBs, Kpome C1Q, KOTOPbLIN OTHOCUTCS Kak U Ig
K raMma-rrnobynmHamu.

« BonblWKMHCTBO BENKOB KOMMIIEMEHTA HEAKTUBHO A0
Tex nop, Noka He OyOeT NnpuBeadeHo B AENCTBUNE UMNN
MMMYHHbIM OTBETOM, W HENOCPEACTBEHHO
BHEJPUBLLUMMCS MUKPOOPraHM3MOM.



MexaHn3m gencTBus KOMMIIMMEHTA

KomnoHeHTbl C1,C2,C4, chakTopbl B u D - npocdepmMeHThl,
nocriegoBaTeNibHO aKTUBUPYHOT OOUH OPYroro nytem
nporteonusa.

LleHTpanbHbI KOMMOHEHT 3TOro NMPOTEONUTUYECKOIO Kackaga -
C3 MOXET ObITb akTMBMPOBAH OBYMS pPasHbIMU NYTAMW,
KNacCUYeCKMM U anbTepHaATUBHbIM.

Knaccuyeckum nyTb 3anyckaeTcd KOMMMNEKCOM aHTUIEeH-
aHtuteno (IgG nnn IgM), npnBoaaunn kK obpasoBaHuUIo
akTMBHoro C1-koMrnoHeHTa, KOTOpPbIX MPUBOAUT K
obpasoBaHuto komnnekca C2+C4, koTopbIn npeacTaBnaeT
cobon goepmeHT C3-KoHBEpPTA3Y.

AnbTepHaTUBHbLIN NYTb MOXET NPAMO aKTUBMPOBATbLCS
MUKPOOPpraHn3mMamu u NpuBoanT K cBs3biBaHMIO doakTopa B ¢
doparmeHTom C3b. Npn atom daktop D pacwennaeTt daktop B
c obpasoBaHnem pparmeHTa Bb, koTopbin coeauHsieTcss ¢ C3b
n obpasyetca komnriekc C3bBb, 1.e. ansrepHaTueHasa C3-
KOHBepTa3sa.



HNanee nytv naytT oanHakoBo:. depmeHT C3-koHBepTasa
pacwennsaetr C3 Ha aBa parmeHTa: C3a u C3b.

Bonbwnn n3 HUx C3b coepgunHseTcsa ¢ C3 - KOHBEPTA30M 1
obpasyeTcsa pepMeHTHbIN KOMMSIEKC eLle 0oMnbLUMX pasMepoB
C U3MeHeHHon cneundunyHocTbio - C5-KoOHBepTa3a.

3artem C5-KkoOHBepTa3a MHULMUNPYET CMOHTAHHYHO COOPKY
NINTUYECKOro KomMmnriekca M3 no3gHUX KOMMOHEHTOB
cucTtemMbl KomnrnemeHrta - C5+C6+C7 +C8+ C9,
BbI3bIBalOLWMU JIN3UC KNETOK.

JlnTnyeckmnm Komnnekc cucTtemMbl KOMIMJeMeHTa
nectadnnusnpyeTt NunuaHbin Gucnon membpaH KNeTok U
obpa3syeT CkBO3Hble BOAHblE KaHarnbl. B pesynbraTte aToro
BHYTPb OakTEPNanbHON KNETKN OCMOTUYECKN HAKaYMBaETCH
BOJa, OHa HabyxaeT 1 fionaeTcs.

Mpn akTUBaLUM KOMMNJIEMEeHTa 0CBOOOXaaeTcs TaKxke paa
HebonbLIUX NeNTUAHbIX PpParMeHTOB, NPUBMEKAOLLNX
nonumopdHosAepHbIE NENKOLMUTBI U CTUMYITUPYHIOLLINX
CEeKpeLMo rmctaMmHa Ty4YHbIMU KNeTkaMmn. OTO NPUBOAUT K
BOCManuMTeNbHON peakumn B MeCTax akTUBaLUMM KOMMIIEMEHTA.

Takum ob6pa3om, NMPOTEONIUTUYECKMM KacKad KOMMNJIeMeHTa
obecrne4ynBaeT noKasribHyH aTaky Ha MeMOpaHbl KNeTOoK-
MULLEHeN



bOXUMMNYeCcKme mMexaHu3mMbl natoreHesa

HacneAcTBEeHHbIX 3aboneBaHUM.
[lo MexaHn3My pasBUTUA NaToOsIoOrM4ecKoro npouecca

HacrneacTBeHHble 3aboneBaHUs, 0OyCNoOBrEeHHbIe
reHHbIM AgecgeKTomM, MOryT conpoBoOXAaTb CrieayroLwmumMmm
BapuaHTaMum HapylwieHMn metabonuama:

(3) (2) (1)

(4)P
1 BapmaHT - B Uenn mMetabonnyecknx npespaLleHnin, B CBSI3U
C OTCyTCTBMEM 3H3UMa (E), 3 cooTBeTCTBYylOWEro cybctpata
(S) He obpasyeTcsa bnonornvyeckn BaxxHblt metadbonut (M).
Hanpumep, npu rmnotMpeose N3 MOHO- U AUNOATUPO3UHA He
CUHTE3NPYETCA TUPOKCUH.

2 BapuaHT - B Lenn metabonmyeckux npespaLleHnn ns-3a
OTCYTCTBUA UIN HU3KOW aKTUBHOCTU pepMeHTa (E) noer
HakonreHne cyboctpara (S), KOTOpbIW, HaKannMBascCh,
N3MEHAET CTPYKTYPY U PYHKUUIO KIETKU U TKaHW.
Hanpumep, npwu ankantaHypum ns-3a OTCYyTCTBUA OKCUreHasbl
noeT HakonfeHne roMoreHTe3MHOBOW KUCIOThI.



e 3 BapuaHT - B Lenu metabonnyeckmx npesBpalleHnn n3-3a
oTcyTcTBUA (pepmeHTa (E) nponcxoant HakonneHwe
npealecteseHHNKoB (A, B) cybctpara (S), okasbiBalOLWmMX B
BornbLUMX KONMYecTBax TOKCUYECKOe AeNCTBME Ha DYHKLMK
KneTok. Hanpumep, runepaMmMoHUUEMUS, Bbi3BaHHASA
Hannmumem aedekTHoro doepmeHTa, HeobxoanmMoro Ans
npeBpaLlleHna OpHUTUHA U KapbomoundoocdaTta B UNTPYIIUH.

e 4 BapumaHT - B LUeN Metabdbornmyeckmnx npespaLleHnn n3-3a
oTcyTCcTBUA dbepmeHTa (E) M3 ogHoro n3 npeawecTtBeHHUKOB
cybcTpaTta ycuneHHo obpasyeTtcs TOKCUYHbLIN NpoaykT (P).
Hanpumep, npyu eHUNKeToHypun n3-3a OoTCyTCTBUS
rmgpokcmnasbl peHunanaHnHa, BKIHYaeTCs
anbTepPHaATUBHbLIN NYTb, NPUBOAALLNIN K 0Dpa3oBaHUIo
doeHunnupysara.

e Ucxopa u3 3aTUX BapUaAHTOB pa3BUTUSA NATOSNTIOMMYECKOro
npouecca, CTPOUTCA cUctemMa KInUMHNKO-OMOXUMUYECKOU
ANarHOCTUKN HaclneacTBeHHbIX 3aboneBaHUMN.



