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BBEOEHUE

B aTtom GykneTte paccka3biBaeTcs 0 Knaccudmkaumm u auarHocTuke
nepBUYHbIX UMMyHoaeduuuToB (MAN).

MW npencTtaBnsieT cobor uenyto rpynny pasnuyHbiX HapyLLEeHWI, BbI3BaHHbIX
HenpaBubHbIM OYHKLMOHUPOBaHNEM KaKoro-nmbo 3BeHa UMMYHHON CUCTEMBbI
(obbI4HO aTO KNeTkn 1 6enkn). B 300poBOM OpraHn3Me MMMyHHas cuctema
nomoraet 60poTbCH € UHPEKLUUAMM, BbIZBAHHBIMU MUKPOOPraHNn3mMamm:
HakTepusamMu, Bupycamu unm rpubkamu. CnegosatensHo, naumeHTsbl ¢ ML vaue
ocCTanbHbIX NMOABEPXEHbI NHEKLMAM.

VIMMYHHbI OTBET NOApPasfaensieTcs Ha «BPOXAEHHbINY» U «a4anTUBHbIN» (Mnu
«MPUOBPETEHHBINY).

* BpoXxXaeHHbIN UMYHUTET COCTOUT 13 Pa3NMYHbIX TUMOB KIETOK,
He3amMeanuTernbHO pearvpyroLmnx Ha Yy>KepoaHble MUKPOOPraHu3Mbl, BHE
3aBMCUMOCTHM OT TOro, NoNazarny fin OHW paHee B TeNno Yenoseka.

K Takum knetkam oTHocATcst: 1) dparouunTbl (Hanpumep, HeNTpodUsbl 1
Makpodaru), pacnosHaroLiue, norrnoLarLLme n youearLimne Yy>xepoaHble
MUKPOOPraHn3mbl; 2) UHble NENKOLUThI (HanpuMep, 303MHOGUbI, 6azodunsl

N MacToLuTbl), BICBOOOXAAMOLLME areHTbl, KOTOpbIE BbI3bIBAKOT BOCManeHme

1 KOTOpbI€ TOKCUYHbI A1 YY>XePOAHbLIX MUKPOOPraHM3MOB; a Takke 3)
ecTtecTBeHHble kunnepbl (NK-knetkun), yousatowne nHOUUMPOBAHHbIE KNETKN Tena
yeroBeka.

ApanTUBHbIN (NPUOBpPeTEHHbIN) UMMYHUTET paboTaeT kak NnaMaTb: Npu
nonagaHny HOBOW MOMEKyIbl B OPraHvu3m CucTema pacrno3HaeT ee Kak
YYXKEPOAHYH (aHTUreH) n hopMumpyeT cneundnyecKknin MUMMYHHbIN OTBET, KOTOPbIN
aKTMBM3NPYETCA cpasy, Koraa B 3TOT aHTWUreH nonagaet B OpraHn3m nNoBTOPHO.
OCHOBHbIMU KneTKkamy NpuobpeTeHHOro MMMYHUTETa ABNATCS T- 1 B-kneTku
(n3BecTHbIe Takke Kak T- 1 B-numdouunTsl). T-nMMOUUTLI aTakyroT Yy>KepOoaHble
MUKPOOPraHn3Mbl BHYTPU KIETOK 1 BbipabaTbiBalOT XMMUYECKME BELLECTBA,
HasblBaeMble LUTOKMHAMM, CNOCOGCTBYOLLNE B3AUMOLENCTBUIO BCEX UMMYHHbIX
KrneTok. B-kneTku BblpabaTtbiBaloT MIMMYHOIMOOYNMHbI (MK «aHTUTENay),
ybuBatoLme onpeneneHHble MUKPOOPraHn3mMbl 1 CnocoocTBytoLwme paboTe
aroumToB.

O pa3HoobpasHbie KNeTKM B3aMMOAENCTBYHOT U (DYHKLMOHUPYHOT Kak eanHoe
uenoe (BMecTe C MHbIMU KOMMOHEHTaMU, HanpUMep, KKOMMAEMEHTOMY, ONMUCAHHbIM
Hxe) Npu 6opbbe C MHEKUMAMU; TaKKe OHM 3aLULLAKT OpraHn3M OT PasBUTUSE
paka. HacumTbiBaeTcs cBbllwe YeTbipexcoT Bnaos NN, knaccnuumpoBaHHbIX

B 3aBUCUMOCTU OT HapyLUeHui B paboTe COOTBETCTBYHOLLENO 3BEHA MMYHHOW
cucTembl (CM. Tabnuuy).
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ML BbIABRAIOTCA KaK y AeTen, Tak U y B3pPOCbIX. B HEKOTOpbIX cryvasx naumeHT
MOXET rogamu xuTb ¢ cumntomamm MU, noka gnarHo3 He NOATBEPAUTCS C
NMOMOLLbIO CcrieuunarnbHbIX aHanu3oB. KpanHe BaxkHO, 4Tobbl Bpad paccmarpusarn
BO3MOXHOe Hanuuune NN y nauneHToB ¢ xapakTepHbIMU CUMNTOMaMM, Kak
[ETCKOro, Tak M B3pOCNOro Bo3pacTa, U HasHauun uM HeOOXOAMMbIE aHaNM3bI.
HekoTopble npocTble aHanm3bl MOTryT ObITb Ha3Ha4YeHbl GOMbLUMHCTBOM Bpayen
npun ycnosuw, 4To oHu 3HatoT o M. Opyrne 6onee cnoxHble aHanu3bl 06bIYHO
HasHayaeT BpaY, cneuuanuavpyroLmnics Ha 60ne3HsIX MIMMYHHOW CUCTEMBI
(vmmyHonor). B aToM GykneTe onucbiBaOTCS OCHOBHbIE UCMONb3yeMble aHanm3bl.

* Tshkenas KOMOMHUPOBaHHAA UMMYHHas

KoMBUHMPOBaHHbIN AeduunT HepocTaTouHoCTs (TKH)

T- n B-knetok * MonHbIi cuHapom Adubxopmkn
* Necounumtsl CD40 n CD40L?

» Cungpom Buckotta-Ongpuda (CBO)
CuHapomanbpHble opMbl

» CMHOPOM aTakCum-TerneaHrmakTasnum
MMMYHOAE(ULIMTOB

* [vnep-IgE-cuHgpom

» O6Las BapmabenbHas MIMMYHHasi HeJOCTaTOYHOCTb
(OBUH)

* NlecbnumnTbl pasnunyHbix MMMyHornobynuHos (Ig),
HedvunTel aHTUTEN Hanpumep: X-cuenneHHas arammarnobynuHemms
(XLA, unn «6onesHb bpyToHa») 1 cenekTUBHbLIN
aeduumt IgA
» Deduumtel CD40 n CD40L2

* JlumdonponudepaTmBHble CUHAPOMbI
BonesHn nMmyHHown

» CeMeliHbI reModharoLMTapHbIin MMMEOrMcTUoLMTO3
avicperynsumm

» Dednumt CD24

* Hapylwenus anddepeHumaumnm HemTpounos
(Hanpumep: Tshxenasa HacrneacTBEHHast HEUTPONEHUs,

BpoxzaeHHble aedekTsl uicna u/ X-cuenneHHas HeTponeHns)

UM chyHKUMIA charoumnToB + X-cuenneHHas XpoHuveckas rpaHyriemaTosHasi
6onesHb (XI'B)

» Dedonumnt agresun nenkouutos (OAJT)
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* HekoTopble MonekynsipHble AedekTbl Kak dakTop
NpeapacnonoXeHHOCTU K BUPYCHbIM (Hanpumep,
repneTn4ecknin aHLedanuT) n rpubKoBbIM

[edekTbl BpOXOAEHHOrO
WHpeKUMsIM (HanpuMep, XPOHUYECKUI KaHaAWMO03)

NMMYHUTETA

* AHrMgpoTMYeckas aKkToaepmMarbHasa Aucnnasus ¢
MMMyHOAeULMTOM

» CemeliHasi cpeaM3eMHOMOpPCKas nmxopagka

AyToBOCNaNUTENbHbIE CUHAPOMBI .« Mepyognyeckiii CHHAPOM, aCCOLMMPOBAHHBIi C
peuentopom ®PHO (TRAPS)

ﬂereKTbl CcuUCTEMbl KOMNNeMeHTa  * PasnuyHble ,ElereKTbI CUCTEMbI KOMMNEeMeHTa

Knaccudukaums MexxayHapoaHoro cot3sa MMMyHornorndeckux obwects, 2011 rog (cM. pasgen
«[JononHuTenbHas MHOPMaLMs 1 MOMOLLbY ).

2[lecpmumtl CD40 1 CD40L knaccuduumpoBaHbl no obounm kateropuam. PHO, dakTop Hekposa
onyxonen a.
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OBLWIEE ONMUCAHUE OAUWATHOCTUKU NUA

O6bl4HO MWL, MOXHO 3aNoA03pUTL B CBA3W C MHpekumsamn. MNMogo3peHns Ha Hanu4yne
MWAO y feten unm B3pocCrbIX BO3HUKAIOT, €CMN Y HUX HabnogatoTcs HEOObIYHO YacTble,
TShKEnble U NPOACIKUTESNbHBbIE MHPEKLMM, NN €CIIM OHW BbI3BaHbI HEOOLIYHBIMU
MUKpoopraHnamamun. Bua nHdekumm moxeT noackasartb, kakon tun MWL npyucyTtcTeyeT y
nauueHTa.

MWL Takke MOXET NPUBECTU K TOMY, YTO OpraHM3M aTtakyeT caM cebsi — Tak HasblBaeMbIi
«ayTOUMMYHUTETY. DTO NPOSIBMSAETCS Pa3fMYHONM CUMMTOMATUKOM, B TOM Y1cne
COMpoBOXAaeTcst 6ONsIMM U BOCNANEHWEM CYCTaBOB («apTPUT»), ChiMbio HA KOXe U
paspyLUeHMEM KpacHbIX KPOBSIHbIX TerneL, («aHemusi»). HekoTopeble Tspkenble coopmbl ML
NposIBNATCS cpasdy nocre poxaeHus. K npymepy, npy nonHom cuHapome Ou[bropmku yxe
Npu POXOEHWN OTMEYaIOTCS NULEBbIE aHOManuu, CEPAEYHO-COCYaANCTbIE 3aboneBaHuns
HapyLueHns paboTbl HEPBHOMN cuCTeMbI. [TonesHyr HpopMaLumio Aat0T CeMeHbI aHamHes
cnyyaeB unn cumntomos MWL, Takke nHopmaTMBeH U OObIYHBIN aHANM3 KPOBMU.

Mcxoas 13 nonyyeHHbIX pe3ynsTaTtoB NPOBOAST AOMONHATENBHYO OLEHKY MMMYHHOM
cuctembl (cM. cxemy). ObcrnenoBaHve MOET CTyneHvaTo, YToobl NepBbIM AEMOM UCKITHUUTD
Haunbornee cepbesHble hopmbl ML, HaNpUMep, TKENY KOMOMHUPOBAHHYIO UMMYHHYHO
HepocTaTouHocTb (TKWH). Hanbonee BaxHble 13 9TUX aHanmM30B — 3TO:

» O6wmn aHanm3a kposu (OAK) ¢ nevikouuTapHon oopmysion.

» OnpepeneHvie ypoBHA UMMYHOTMOBYIMHOB.

B nocneaytowyix pasaenax nogpobHee paccmaTpuBaeTcsi MpoBeAeHMe aTHX 1
[OMONMHUTENbHBLIX aHaNN30B.
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WHdekummn
AHamHe3  WHble npusHaku u cumntomsl M
CeMmeliHbli aHaMHe3

KnuHnyeckune nposiBneHns
MegauumHckuii ocmotp
' OCHOBHbIE aHanu3bl KPOBU (reMaToNorMYeCKNiA/BUOXUMUYECKIIA)
[lnarHocTuyeckuii NpoTokon obcrnefoBaHUs B 3aBUCUMOCTH OT KIMHUYECKWX MPOSIBIIEHNIA

MepBocTeneHHas 3apava: UCKNIOYUTL Tsbkenble ¢hopMbl AecdnunTta aHTUTEN, HEUTPONEHMIO,
TKUH v CNNAQ

+ O6LLMI aHanM3 KPOBM C NENKoLMTapHoO hopmymnoi
* YpoBeHb MMMyHornobynuHos (IgG, IgA, IgM, IgE)

Cnepytolwme gencTems

AHanusbl B LENSIX UCKMIOYEHUS UHBIX Pa3fUYHbIX MPUYUH NMOHWKEHHOTO YPOBHS UMMYHOITOGYNHOB,
HeWTPOneHuu v T.4.

[anbHenwme MMyHosornieckme aHanmabl B 3aBUCUMOCTM OT MOMyYeHHbIX Pe3ybTaToB.

K HMM oTHOCATCS:

« [MocTBaKuUMHarnbHble aHTUTeNna

« Cybknacchl IgG

« Cybnonynauuv numdoLumToB

« TecT nponudepaunm NMMQoLnTOB Mpu HeobxoamMMoCTM NPOBOAAT

« CospeBaHue B-knetok ' rEHEeTUYECKUA aHanu3 B Liensax

* PyHKUMA haroynToB noaTBepXaeHus anarHosa

* Baaumogevictere
T-numdoumToB/makpodaros

* KOMMNOHEHTbI KoMneMeHTa

CornacHo npoTokony EBponeickoro obuiectsa no 6opsbe ¢ ummyHogedmumtamm, 2011
rof, (cM. pasgen «[ononHutenbHas HPOPMaLWs ¥ MOMOLLbY).
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AHAIIN3 KPOBWU

OBLLIMIA AHANN3 KPOBMU (OAK)

B kpoBM 300pOBOro YenoBeka NPUCYTCTBYIOT KNETKM pa3nnMyHoro Buaa,
GOMbLUMHCTBO M3 KOTOPbLIX Y4aCTBYIOT B paboTe uMmyHHon cuctembl. OAK
nokasbiBaeT KONMMYECTBO KIMETOK KaXaoro Buaa B obpasue KpoBu naumeHTa.

Ona anarHoctukm ML BaxxHO onpegeneHne KoNUYecTsa KaXaoro Buaa 6enbix
KpOBSIHbIX Tenew (Ha3blBaeMbIX B COBOKYMHOCTU «rnenkountammy»). Pesynbratel OAK
CPaBHUBAIOT C «AManasoHOM» MokasaTternen HOpMbl y 300POBOrO YeroBeka.

HasHavaetcss OAK 60mnbLUMHCTBOM Bpayeit, 3TO OCHOBHOW aHanm3, No3BossitoLLniA
BbISIBUTb B KPOBU NOObIE CEPLbE3HbIE HAPYLLEHWS], NPEANONOXUTENBHO Bbl3BaHHbIE
Mna. K npumepy, y nauneHTtoB ¢ TKWH (ogHa 13 Hanbonee cepbesHbix dopm ML)
06bI4HO HabnogaeTcss o4eHb HU3KUIA ypoBeHb T-knetok. TKMH — a1o HeoTnoxHoe
COCTOSsIHME, NMOCKONbKY MIafeHLubl NoaBepKeHbI BLICOKOMY PUCKY OMacHbIX A5s
XM3HU NHGEKUMI. HeobXxoanMbl paHHAS AMarHOCTUKa U Tepanus 451s NOBbILWEHMWS
LLIAHCOB Ha BbbkMBaHWe. MexayHapoaHas opraHM3auus nauneHToB ¢ NepBUYHbIMU
nmmyHogeduumtamu (IPOPI) npunaraet B EBpone Bce ycunus no BHEAPEHMIO
ckpuHuHra Ha TKMH y HoBopoxaeHHbIX. CUHAPOM aTakCun-TeneaHrnakTasnum — aT1o
ewe oauH MNMNL, NnposABASOLWMINCS CHUXKEHNEM YPOBHS T-KNETOK, OAHAKO Npu HEM
CHDKEHME 3TUX KITETOK MPOrpeccunpyeT ¢ BO3PacToM.

OAK Takxe BbISIBISIET HEUTPOMNEHNIO — HU3KUI YPOBEHL HEUTPOUITOB,
oTmevaembin npu page MNMNLO (Hanpyumep: TAxxenas HacneaCTBEHHAs HENTPONEHWS,
X-cuenneHHas HeMTPOMneHus).

OAK Takke no3BomnseT BblsIBUTb N3MEHEHNS KOMMYECTBa TPOMOOLIMTOB, KOTOPbIE
CnocobCTBYIOT CBEPTLIBAEMOCTU KPOBM.

Y naumeHToB ¢ cuHapomMom Buckotta-Ongpuya (CBO) HabniogaeTcs HU3Kuia
YpPOBEHb TPOMBOLIMTOB, MOITOMY OHW MOABEPXKEHbLI PUCKY KPOBOTEYEHUIA.

Kpome atoro, OAK BbIsSIBNSIET aHEMUIO, aHOMarnbHO HU3KWI YPOBEHb KPACHbIX
KPOBSIHbIX TereLl, HeCYLLMX KMCNOoPOoa B TKaHN OpraHnsma.

Momumo ML, aTn BUAbI KNETOK KPOBU NOpaXatoTCa NPy pasfinyHbIX
3aboneBaHusX, a Taxe Ha hoHe nNprmema HeKOTOpbIX NpenapaTtoB. Takum obpasom,
pesynsratel OAK HeobxoamMmo paccmaTpuBaTth C OCTOPOXHOCTBLIO, U y4UTbIBaTb
Hanuume pasnuyHbIX OaKTOPOB.
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Kpome aToro, MNOCKOJTIbKY MMMYHHasA CUCTeMa pa3BMBaeTCA B ETCKOM BO3pacTe,
YPOBEHb KINETOK KpOBUM CrieayeT oueHnBaTb C y4eTOM BO3pacTa naumneHTa.

Xota OAK u BbISIBMISIET NpU3HAKN HapyLLEeHUiA B paboTe MMMYHHOW CUCTEMbI, €70
OfHOro HegocTaTouHo Ans anarHoctupoBanus ML, Ckopee, OAK onpegensiet
HeoOXoaMMOCTb AeTarbHOro aHanm3a KOHKPETHOro Buaa KrneTok. Takme aHanmabl,
Kak npaBuno, npoBoAUT MMMYHOOF.

APYITME AHANN3bl KPOBU

AHnanu3s Ha cy6nonynsauuu n nponudepaumto numcoumntoB JIumdouuTs (a
nMeHHo T- 1 B-kneTkn) nogpasgensoTcs Ha pasnuyHble cyononynsaumm, Hanpuvep:
T-xennepsbl (Takke HasbiBalTCA «knetkn CD4») n untoTokcmnyeckme T-numdoumnTbl
(«CD8»). KonunuecTBo pasHbix BUAOB MMM@OLUTOB B KPOBW MOMOraeT onpeaenutb
vn MO y naumenTa. Kpome nokasaTtens konvyecrtsa numdoLmMToB, He0bXxoanmo
NOHMMaTb, Kak OHU DYHKLMOHMPYIOT. K nprMepy, onpeaeneHHble aHanuabl
MOKa3blBatoT, HACKOSIbKO XOPOLLIO OHU AEeNsATCs (Mv «NponudepupyoT») Npu
CTUMYNMPOBAHMN XUMUYECKUMIW BELLECTBAMUN UMW @aHTUFEHaMK, YTO B HOpMe
BbI3blBAET MMMYHHbIN OTBET.

AHanus cdyHKUuI rpaHynouuToB Helitpodunbl, 303MHOMWbI, 6azodunsl n
MacToLUTbl B COBOKYMHOCTM Ha3bIBAKTCS «rpaHynouuTtbl». Kak npasunno, 4tobbl
ybuTb GakTepun 1 rpubkmn, aTM KNeTkn (B OCHOBHOM HENTPOMWUbI) BbipabaTbiBatoT
nepokcua Bogopoda (MHorga HasblBaeMbl «akTvBHas hopmMa kucrnopoga).
KonunyecTso BbipabaTbiBaeMoro nepokcnga Bogopoaa obbi4HO n3aMepsieTcs ¢
NoMoLLbo TabopaTtopHOro aHanunsa, Ha3blBaEMOro aHanm3 OKCUAaHTHOW peakunm
€ ncnons3osaHnem agurngpopoaamuHa (DHR). 3710 BaxHbIV AnarHoCTUYeckunii
aHanu3 Ha N[ noa HasBaHeM X-cLenneHHas XpoHnyeckas rpaHyriemaro3Has
6onesHb (XI'B), Npy KOTOPOM KONMMYECTBO HENTPOMUITOB B HOPME (MU MOBLILLEHO),
HO [jaHHbIe KNETKN AOMKHbIM 00pasom He PyHKLMOHMPYIOT. VIHble aHanu13bl
NPOBOASATCH ANA OLEHKN X MUTPUPYIOLLIEN CMOCOBHOCTU K aTTpakTaHTy (310
Ha3blBaeTCA «XEMOTAKCUCY), U HACKOMbKO 3hEKTUBHO OHM MOrnoLatoT u yousarot
GakTepun.
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AHanus co3peBaHus B-kneTok B KOCTHOM Mo3re JTOT aHanv3 NpoBoAAT Ans
AvarHoctupoBanus MU nog Has3BaHWeM arammarnobynmHemust, K npumepy,
X-cuenneHHasa arammarnobynuHemus (XLA, nnm 6onesHb BpyTtoHa). 310
3aboneBaHve BbI3BaHO reHeTUYEeCKUM AeeKTOM, NPUBOASALLMM K HAPYLLUEHUIO
co3speBaHus B-numdpoumnToB. B Hopme 3penbie B-numdounTsl BoipabaTbiBatoT
UMMYHOrNoOynuHbl. MNo3ToMy y NaumeHToB € 3TUMK CMHAPOMaMK HabnogaeTcs kak
O4Y€Hb HU3KMI YPOBEHb MMMYHOINoBynnHoB (cM. pasgen «OnpegeneHve ypoBHA
UMMYHOrNoBynHOBY»), TaK N HU3KUI YPOBEHb B-kneTok.

OKcnpeccus KneTovHbix 6enkoB AHanua cnocobeH BbISBUTbL AedULmT
onpegeneHHbIX 6enkoB, KOTOpbIe B HOPME HaxXOAAaTCS Ha NOBEPXHOCTM Benbix
kpossiHbIX Tenel. K npumepy, CD40 n CD40L — ato aBa 6enka, Gnarogaps ux
B3aVMOAENCTBUIO KNeTkn T-xennepbl ctumynupytoT B-knetku. Oecduumnt CD40 n
CD40L — ato cepbesHble M, HasbiBaemble runep-lgM-cuHgpomamu.
HapyweHus B pabote 6enkos CD11 n CD18 Bbi3biBaeT AeuULNT agresmm
nenkouutos (OAIT).

MNepekntoyeHHble B-kneTkn namatn B-knetkv namstn — 310 noarpynna B-kneTok,
CMOCOBHBIX K «3aMOMUHAHMIO» aHTUrEeHOB, MPOHMKLLNX paHee B TENo YernoBeka.
[Mpun NOBTOPHON CTUMYNALMM Ha 3TOT aHTUreH B-numdouuntbl namaTu
«BKITHO4AKOTCA» Ha BbIpaboTKy aHTUTeN K TakoMy aHTureHy. iamepeHue B-kneTtok
namsTV NCMONb3YeTCs NpW AnarHocTuKe obLuen BapnabenbHOM MMMYHHOWN
HepgocTtaTtouHocTn (OBUH), runep-IgE-cuHapoma u gecmumtos CD40/CD40L.

OMNPEAENEHUE YPOBHA MMMYHOITIOBYJIIMHOB

YPOBEHb MMMYHOITIOBYNIUHOB

MMMyHOrnobynuHbl (Mnun aHTuTena) — ato 6enkun, pacnosHaoLme Yy>KepoaHble
MWKPOOPraH3mbl Y MOMOratoLme UMMYHHBIM KinieTkam 60poTbCs C HUMMK.

Mpu 6onbmHeTBe MW Teno yenoseka BbipabaTbiBAET CAMLIKOM Marno
UMMYyHOrnobynuHOB Unn BoBCe MX He BbipabaTtbiBaeT. [1oaTomy onpeneneHve
ypoBHS uMMmyHornobynuHoB G (IgG), A (IgA), E (IgE) n M (IgM) HemanoBaxHo npu
auarHoctuke MAL.

PaznuyHble MW obnagatoT xapakTepHbIM BAUSHUEM Ha UMMYHOMMOBYNMHbI (CM.
Tabnuuy). K npumepy, y nauneHtoB ¢ XLA (6onesHb BpyToHa) HU3KMIN ypOBEHb BCEX
KnaccoB MMMYHOrMo0ynmHoB. Mpu cenektuBHoM aeduumnte IgA, kak MOHATHO U3
Ha3BaHuWs, HabrogaeTcs HU3KMIN YpoBEHb MMEHHO IgA.
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Y naumneHToB C M30nMpOBaHHbIM AeduumTom cybknaccos IgG ypoBeHb obuuero IgG
B HOPME, HO MOHWXEHbl YPOBHU OHOIO WS HECKOMNbKUX ONpeaeneHHbIX TUMNoB (Unu
«cybkrnaccoBy) IgG; nccnegoBaHmne aTux cybknaccoB NOMOrarT ANarHoCTUPOBaTb
[aHHoe 3aboneBaHue.

Hekotopble ML (k npumepy, Te, 4TO KrnaccnpuumnpyoTcsa kak 3adonesaHuns
UMMYHHOW ANCPErynsaLun) He BIUSKOT Ha YPOBEHb MMMYHOTMOOYMHOB.
CnepoBatenbHO, HOpMarbHbIA YPOBEHb MMMYHOTMOOYMNMHOB HE O3HAYAET, YTO Y
naumeHta Het MAL.

Ba)kHO OTMETUTb, YTO YPOBEHb MMMYHOTTIOBYNMHOB B ETCKOM BO3pacTe
N3MEHSIETCS], MO3TOMY pe3ynbTaThl Takux aHanv3oB crnefyeT paccmaTprBaTth C
y4yeToM Bo3pacTa naumeHTa.

CuHgpom atakcum- YpoBeHb 3avactyo 3avactyto Bbicokui
TeneaHrnakTasm cybknacco HU3KWN HU3KUI (MoHOMepbl)

MOXET ObITb

HW3KMM
XLA (6onesHb Huakui Hu3akui Hu3skuin Huakui
BpyToHa)
Oedununt CD40/ Huskun Hunskun Huakun B Hopme nnun
CD40L BbICOKUI
OBVIH Huskun Huskun MoxeT 6bITb

HU3KNUM

vnep-IgE-cuHapom B Hopme B Hopme Bbicokui B Hopme
Oedununt Oo6Lwuii B B Hopme B Hopme B Hopme
cybknaccos IgG HOpMe, oouH

UM HECKOMNbKO

cybknaccos

HU3KUA
TKVH OB6bI14HO OB6bI4HO O6bI4HO OB6bI14HO

HU3KWUIA HU3KNIA HU3KUIA HU3KWUIA
CeneKkTuBHbIN B Hopme Huzkun nnn B Hopme B Hopme
aedunumt IgA OoTCyTCTBYET
CBO 3avactyio 3avactyto Huskun

BbICOKWN BbICOKUI

OBWH, o6was BaprabenbHas nMMyHHasi HegocTaTouHocTb; TKUH, Tshxenasi kombuHMpoBaHHast
MMMYHHas HegocTaTtodHocTb; CBO, CuHgpom Buckotta-Ongpuda; XLA, X-cuenneHHas
arammarnobynvHemusi. lnarHoctvka nepBUYHbIX UIMMYyHOAedULUTOB
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NMEPBNYHbIE UMMYHOAOE®ULIUTDI

NYMOPAJbHbIA OTBET HA BAKLIMHALIMIO

BakumHy npor3BoaAT N3 MUKPOOPraHM3MOB, KOTOPbIX C MOMOLLbIO ONpeaeneHHbIX
MeToaoB YOMBaOT UNN MHAKTUBUPYIOT. Kak npaBunio, BakunHa CTUMynupyet
BbIpabOTKy aHTUTEN K JaHHOMY MUKPOOPraHU3My 1 No3ToMy MOAroTaBnnBaeT TeNo
yeroBeka k 6opbbe ¢ npeacTosien MHEKUNEN.

HekoTopble MU npuBogsAT K HapyLleHusim B paboTe 3Toro Tuna UMMyHUTETa.

K npumepy, y nauneHToB ¢ HekoTopbiMu M opraHnam He BbipabaTbiBaeT IgG

B OTBET Ha «MonucaxapuaHble» BaKUMHbI, TakMe, Kak BakLuuHa NpoTUB rpunna

unu npoTme Streptococcus pneumonia (MY «MHEBMOKOKKOBas BakumHay). K

atum MM otHocsTes CBO, aHrmagpoTnyeckas aktogepmMarbHasa gucnnasms ¢
ummyHogeduuntom (EDA-ID) n nedmumnt cneumdmnyecknx aHTUTeN ¢ HopMarnbHOM
KOHLeHTpaLmen MMMYyHOro0yMMHOB U HOpMarbHbIM Y1CIoM B-kneTok.

Mpu anarHocTuke MWL, 4TOObLI NPOBEPUTL PeaKLMio MIMMYHHOW CUCTEMbI, Bpay
N3MepSIET YPOBEHb aHTUTEN (UMW KTUTPbI») cnycTa 3-4 Heaenu nocne BakUMHaLUN.
MomrMo npoyero, NPoBepPSIETCS peakLms Kak Ha MonMcaxapuaHyto, Tak 1 Ha
6enKoByto BakUMHbI (Hanpumep, BakUMHa OT CToNOHSAKa 1 gudtepun). 3Tn
OTBETHbIE peakuun HeobXoOAMMO paccMaTpuBaTh C y4eTOoM Bo3pacTa (ecnm 3T1o
[eTv) naumeHTa u Tuna BakUMHbl, KOTOPYI OH/OHa A0 3TOro noryyanm.

BEJNNIKW CUCTEMbI KOMMJNIEMEHTA

KoMnnemMeHT — 3T0 TEPMWH, ONUCLIBAIOLLMIA Fpynny GEnKoB CbIBOPOTKM KPOBM,
KOTOpble yOuBaT MUKPOOPraHU3mbl U B3aMMOAENCTBYIOT C UHBIMU UMMYHHBIMA
knetkamu. Llenbin pag M, HasbiBaembli geektamm CucTeMbl KOMNEMEHTA,
BO3HUWKaET 13-3a HapyLLueHu B paboTe aTon cuctemsl. YTobbl BbIABUTL AedeKTbl
CUCTEeMbl KOMMIIeMEeHTa, NPOBOASAT cneumanbHble aHanuabl. OCHOBHbLIM aHaNM3oM
Ha KOMMIEMEHT siBMsieTcsa TecT nof Ha3saHvem CH50. [dpyroi aHanus nog
HasBaHMeM AH50 n3mepsieT ypoBeHb onpeaeneHHoro Tuna KomnreMmeHTa.






NMEPBNYHbIE UMMYHOAOE®ULIUTDI

BbIABNEHME UHbIX 3ABEOJIEBAHUA

MHble 3aboneBaHns n onpegerneHHble NekapcTBeHHble npenapaTtbl MHoraa
BbI3bIBAIOT peakumn, cxoxune ¢ MUA. Ytobbl ucknioumTb 3T1 hakTop, nepes
AvarHoctukon MU moryT noHagobuTbcsa cnepyroLlme aHanmabl.

* Bupyc nmmyHopedunumta yenoseka (BUY). BUY HapyluaeT paboty
UMMYHHOW CUCTEMBI, YTO BbI3bIBAET 3ab0NneBaHne, M3BECTHOE Kak CUHAPOM
npuobpeteHHoro nmmyHopeduunta (CMAL). Tect Ha BUY - npocToii u winpoko
pacrnpocTpaHeHHbIN aHanuns.

* AyToOMMMyHHble 3a6oneBaHusi. CUMNTOMbI ayTOMMMYHHOTO 3a6oneBaHus
MOTYT NPOSIBASITLCS NP psifie HapyLUEHWiA, U aHanu3bl MOTYT UCKITUMTb Takve
3abonesaHus. K npumepy, Hanmuve peBMaTtouaHoro haktopa B KpOBY U3MEPSIETCS
B LEMNSX UCKITIYEHUS PEBMAaTONOMMYECKUX COCTOSTHUA.

* OHKOMOrn4eckun ckpMHUHI. O6cneaoBaHVe 3a4acTyo NPOBOAAT AN MPOBEPKN
Hanuuusa oHko3aboneBaHu y nauueHTta ¢ cumntomamu MU, K npumepy,
NPOBOAAT ANarHOCTUYECKYIO BU3yanu3aumio: MarHUTHO-pe3oHaHcHyo (MPT) unn
NO3UTPOHHO-3MUCCUOHHYI Tomorpacduto (M3AT) numdoy3nos.

FrEHETUYECKUA AHANN3

ML BbI3bIBAOTCA HapyLleHMsIMU B reHax (To ecTb B ydactkax [HK), kotopbie
Yy4acTBYIOT B pa3BMTUM 1 pabote MMMYHHOW cucTeMbl. [eHeTnyeckne aedekThbl

B ocHoBe MHorux ML yxe nssectHbl. K HUMm otHocaTess TKUH, XI'B, cuHapombl
runep-IgE, CBO, XLA n nemuutbl komnnemeHTa. B 6onblunHcTBE cnyvaes

3TV AedekTbl NepeaarTcs No HaCNeACTBY OT PoAUTENEN, OQHAKO eCTb Te, YTO
NpOSsIBNAIOTCS BCNEACTBME rEHETUYECKON MyTaluun, BNepBble Npov3oLleaLen Bo
Bpemsi 6epemeHHocTu. Mpu anarHocTuke MU TwiatenbHoe N3yvyeHne ceMenHoro
aHaMHe3a MOXET [aTb BaXHYyH MHopmaLmio.



OVATHOCTUKA MEPBUNYHBIX UMMYHOOE®ULINTOB

Mpu aHanuse JHK Bpay MOXeT BbISABUTL Yy NaUMeEHTa HapyLLUEHUs 1 TEM CaMbIM
noaTeepanTb anarHos gaHHoro M. Takon aHanvs Ha3bIBaeTCa reHeTUYECKUM.
3HaHue reHeTu4eckoro gedekta No3BOsSET:

* HaszHauntb npaBunbHoe nederus MU, B Tom yncne peaakTmpoBaHns
OedeKTHOro reHa B TeX CTpaHax, rge 1o NPoBOAUTCS.

* MNporHo3upoBaTh, kak B AanbHenwem OyaeT pas3suBaTbCs 3abonesaHune
(«nporHo3»).

* MNpoBepuUTb, €CTb NN Y HEPOXAEHHOIO MIoAa reHeTUYECKMEe HapyLLEHWS,
BbI3biBatoLme MN[ (Tak Ha3biBaeMoe «npeHaTanbHoe» UCCreaoBaHue).

* [MpoBecTun KoHCyNbsTUPOBaHUK B3pochbix ¢ ML, xxenarowmx umetb geTen.
Ons ML xapakTepHbl pa3nuyHblie NyTy HacnegoBaHus. Jlydlle Bcero, YToObl
naumeHnTsl ¢ MW, xenatowme nMeTb AeTen, 06paTUMCb 3a KOHCYNbTaunen K
reHeTuKy, KOTOopbIi pacckasan bl nm o puckax nepegaum ML nx getam.

TonbKko cneuMann3npoBaHHble nabopaTtopun NPOBOAAT reHeTUYecknii aHanms. Ero
JenatoT He BO Bcex cTpaHax. O BO3MOXHOCTY cAaym reHeTUYeCKoro aHanmsa B
yKa3aHHOW CTpaHe MOXHO y3HaTb B MECTHOM opraHusaummn naumeHTos ¢ MAL.

XOTS reHeTUYeCKUiA aHanm3 sIBMSIETCS O4eHb NONE3HbIM MHCTPYMEHTOM
avardoctuku ML, HeMHoOroe N3BECTHO O FEHETUYECKON NPUPOLE HEKOTOPbIX
3aboneBanuii (Hanpumep, OBUH).
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NMEPBMYHLIE UMMYHOOE®ULIUTDBI

AOMNOJIHUTENIbHAA NHPOPMALIUA
M NMOMoOLLb

Otot Byknet coctasneH IPOPI. B atoi e cepun ecTb U nHbIe ByKneThl.

Bcto gononHuTensHyto 1 nogpobHyto nHdopmauumio 06 opraHM3aumax naumMeHToB
c MM, pencreytowwmx B 43 cTpaHax no BceMy mupy, Bbl HargeTe Ha canTe:
www.ipopi.org

[iBa Hanbonee aBTOPUTETHLIX NCTOMHUKE JOMOMHUTENBHOWN UHGOPMaLUK:

MexayHapogHas knaccudpumkauus MU, Haxogutcs B cBOGOAHOM JOCTyneE:
Al-Herz W, et al. Primary Immunodeficiency diseases: an update on the
classification from the International Union of Immunological Societies Expert
Committee for Primary Immunodeficiency. Frontiers in Immunology 2011; vol. 2:
article 54

MpoTtokon ckpuHuHra ML 2001 roga, onybnvkoBaHHbIN EBponeickum
obwectBom no 6opbbe ¢ MMMyHogedmumTammu n ero konneramu: De Vries E,
et al. Patient-centred screening for primary immunodeficiency, a multistage
protocol designed for non-immunologists: 2011 update.

Clinical and Experimental Immunology 2012; vol. 167: p. 108—119

OT0T TekcT ObiN NnepeBegeH opraHu3aumei, He oTHocsiwencs k IPOPI.
Bbinv npunoxeHsl Bce ycunus Ans obecneyeHnst kayecTsa nepesoaa, HO
IPOPI He rapaHTUpyeT TOYHOCTb, HAAEXKHOCTb UMM akTyanbHOCTb Ntoboi
nepesefeHHON MHPOPMaLIMK, U He HeceT OTBETCTBEHHOCTY 3a Ntobble
nocneacTBus, CBSA3aHHbIE C JOBEPUEM K TOYHOCTM, HaAeKHOCTU Unn
aKTyanbHOCTU 3TOM MHAOPMaLUN.

oclapharma

Mpwn obpasoBaTtensHoN nopgaepxke komnaHum Octapharma.



