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Knaccudukauma otaenbHbiX popm

ODEPEKTbl UMMYHOI/IOBY/IMHOB
*X-cuenneHHaa arammarnobynmHemuma bpyroda (OMIM 300300, Xq21.3-g22)

*X-cuenneHHasa arammarniobyiMHemMma ¢ CMHAPOMOM runepummyHornobynmHemun M (OMIM 308230,
300386 (CD154, Xq26-927.2))

*06wWwuii BapmnabenbHblit ummyHogeduumnt [OMIM 240500, reH TNFRSF13B (p v R) Pu, cynepcemeictea TNF
(17p11)

*Aedunumnt ummyHornobynuHa A OMIM 137100) passuBaetca npu gedekrte reHa tnfrsf13b (R naum p)

DE®EKTbI T-TMMPOLUNTOB

Ta)kénble KoMbMHMPOBaHHbIe UMMYHOAEDULMUTDI
® HeAOoCTAaTOYHOCTb afeHo3nHAe3amnHasbl [OMIM 608958, K& 3.5.4.4, reH ada (20q12-q13.11, p];
® HeAOoCTAaTOYHOCTb NypUHHYKNeo3suadochopmnnassbl [OMIM 164050, KP 2.4.2.1, reH pnp (14911.2), pl;
e T- n b-HeratueHana, NK-nonoxkutenoHas TKMH [OMIM 601457, reHbl RAG1 n RAG2 pekombuHaumnm
V(D)J-cermenToB Ig n TCR
(11p13), pl;
e cnHapom OmeHHa [OMIM 179615 1 179616, reHbl RAG1 u/nnn RAG2 pekombuHaumm V(D)) (11p13-
p12), pl;
* cuHapom OmeHHa ¢ runepaosnHodpuaneir [OMIM 603554, reHbl RAG1 u RAG2 pekombuHauum V(D))
(11p13-p12), pl;
e TKWH c noBbllEeHHOW YyBCTBUTE/IbHOCTBIO K MOHU3MpYyowen pagnaumm [OMIM 605988, reH
penapaummn OHK Artemis (10p), npyu myTaumnm reHa npoucxoauTt HapyweHune V(D)J-pekombuHauuu, pl;
® HeAOCTAaTOYHOCTb MPOTEUHTUPO3UHKNHA3LI ZAP-70 [OMIM 176947, ren ZAP-70 (2912, p]. Mpn myTaumnu
reHa ctpagaeT pochopunmpoaHue gomeHos ITAM C-uenu TCR n ITAM-coaepawmx Py, NK-kneTok;

® HeAOoCTAaTOYHOCTb TUPO3MHKMHA3LI Janus3 [OMIM 600802 n 600173, reH JAK3(19p13.1), p]. Mpwn
AedeKTax reHa HapyLatTCcA BHYTPUKNETOUYHbIE CUIHANbHble NyTH, obecnevnsatowmx npoandepaumio,
AndpdepeHUMPOBKY U BbIXKUBAHUE KNETOK (B YaCTHOCTU, MHTEP/IENKUHDLI 2,4, 7,9, n 15 He nHayuupyroT
KNETOYHYIO aKTUBaALMIO);



e TKUH c pedpuuutom U1-2 (OMIM 147680, reH IL-2, 4926-927);
e X-cuennenHasa TKUH c HepocTaTouyHOoCTbO Py, ana U1-2 [OMIM
300400, reH IL-2RG (y-uenb Pu ansa UN-2), Xg13.1-g21.1, K];

® HEeAOCTAaTOYHOCTb NPOTeMHTUPO3nHPocdaTasbl (CD45, OMIM 151460, reH PTPRC, 1931-g32). Mpwu
AedeKTe reHa NPOMCXoaMT yCUNEHUE MHIMBUpPYIOLWEN aKTUBHOCTM KMHa3bl Csk Ha NPOTEMHTUPO3UHKMHA3ZY
Src c HapyweHunem pochopunmpoBanma ITAM-gomeHoB TCR n BCR.

X-cuenneHHas TAXENaAa KOMOMHUPOBaHHAA MMMYHHAA HeaoCcTaTouHOCTb[OMIM 300400, reH IL-2RG (y-
uenb Pu ana -2, Xq13.1-g21.1, K ]

TaXKEénbI KOMBUMHUPOBAHHDbIA MMMYHHbIW AePULUT NPU HeAOCTaTOYHOCTU afeHO3uHAe3aMuHa3bl [OMIM
608958, Kd 3.5.4.4, reH ada (20g12- q13.11), p]

CuHpgpom «ronbix numeouutos» (tmn 1, OMIM 170261) (tmn 2, OMIM 209920).
Cunapom Au Oxopgxu [OMIM 188400, aeneunn B 22g 11, B Tom umcne reHa TBX1 (22q11.2),R]
Cunapom Jlyu-bap [OMIM 208900 n 607585, Kd 5.99.1.3, nedekr reHa AHK-Tonomsomepasbl ATM (11q22),

p].
CuHapom Buckotra-Ongpuua [OMIM 301000, aedekT reHa WASP (Xp11.23-p11.22),

OEDEKTbI PATOLIUTO3A

XpoHuuecKas rpaHynemaTtosHas 6onesHb (reH gp91-phox (Xp21.1), ;ReeH p47-phox (7911.23), p; reH p67-
phox (1925), p; reH p22-phox (16924), p],

OEDEKTbl CACTEMbI KOMNNIEMEHTA
HacneacrBeHHbIt aHTMOHEBPOTUYECKUNIA OTEK.
bone3Hn UMMYHHbIX KOMN/1IEKCOB



DeddpeKkTbl UMMyHOrnobynmHos

X-cuenneHHaa arammarnobynmHemua bpytoHa

BonetoT ManbyMKKM, CbIHOBbA HOCUTENbHUL, AePEKTHOrO reHa btk, Kogmpytowero
cneunduynyto ana b- (mpoumMToB NPOTENHTUPO3UMHKNHA3Y Btk). B pesynbrate
Pa3BMBAOTCA HapYLLIEHUA BHYTPUKAETOUYHbIX CUTHA/IbHbIX NyTeN, peKoMbUuHaLuum
TAXKENbIX uenen lg, anddpepeHumpoBKa npe-b-knetok B B-numopouymthl.

X-cuenneHHaa arammarnobyamMHeMusa ¢ CMHAPOMOM
runepummyHornobynmHemunn M

X-cuenkeHHbIn rnnep-lgM-cnHgpom (OMIM 308230, 300386) pa3sumBaeTca npu
nedekte reHa, Kogmpyoulero CD40LG (CD154, Xg26-g27.2) us cemencraa TNF -
nuranga ana CD40. HepgoctaTtovHoCTb akcnpeccmn CD40L B T-armmdountax
NPMBOANT K HEBO3MOKHOCTU NepeKNtoYeHun cmHTesa Ig B b-numdoumntax c IgM Ha
ApYyrve n3oTunbl U HapyLlweHuto GopmMupoBaHma b-kneTtok namaTtu. bonetot
Manbumkn (K).

O6wuit BapuabenbHblii UMMyHOAEPULUT

Mpu obwem BapnabenbHom nummyHogeduumnte [OMIM 240500, reH TNFRSF13B (p
n R) Pu cynepcemenctea TNF (17p11)] nponcxoamnt HapyLueHmne cnocobHocTn b-
nmmooumntos anddpepeHUMpoBaTbCA B NN1a3MaTUYECKUE KNETKU, PAa3BMBALOTCA
AePeKTbl aHTUTENONPOAYKUMN, BO3MOXKHA ANCOYHKUMA T-numdoumTos,
HaboAatoTCA YacTble peungmsupytowme baktepuranbHblie MHPeKUnn. CUHAPOM
MOXKeT MaHNPeCcTUPOBaATb B PaHHEM AETCTBE, B NOAPOCTKOBOM BO3paACTe UAN Y
MO104bIX NtOAEN.



Aednunt ummyHornobynmHa A

CenektmsHbIn gednumnt IgA (OMIM 137100) passuaetca npu aedekTe reHa tnfrsf13b (R nam p).
Oednumt IgA npu Hannumm Ig Apyrmx KNaccoB BCTpeYaeTcs B 06Lwen nonynaumMmn ¢ BbICOKOM
yactotomn (1 cnyyan Ha 500-1500 kutenen, a y annepruyecknx 6onbHbIxX ewé Yyaule). Pasnmyator
He[0CTAaTOYHOCTb IgA CeneKkTMBHYIO, T.€. 3aK/to4YatoLLytocs B gednumte oTaeNbHbIX NOAKNACCOB
(30% cnyuaes), n nonnyto (70% cnyyaes). Jeduunt nogknacca IgA2 npusogunt K bonee
BbIPAXXEHHOMW KNIMHNYECKOM KapTuHe, yem geduumt nogknacca IgAl. Bo3mMoXKHbl U COYETaHMSA
Aednunta IgA c gpyrumm HapyweHnamm: aepeKTHbIMm buocnHTesom IgG n aHomanuamm T-
mMmeoumTos.

Dedektol T aumoouuntos

Ta)Kénble KoM6UHUPOoBaHHbIe UMMYHOAEPULUTDLI
BapuabenbHas, nHoraa rnybokas ammaone-

HUA; AMMPoLNTbI He cNOCOBHbI NpondepmnpoBaTb B OTBET Ha cneunduveckui Ar; 4acto
Bblpa*KeHHOEe CHMXEeHMNE YPOBHA Ig B CbIBOPOTKE KPOBMU. Ha peHTreHorpamme rpyaHOM KNeTKU
OTCYTCTBYET TeHb TUMYCaA.

X-cuenneHHan TAXKénaa KOMbMHUPOBAHHAA MMMYHHAA HEAQOCTAaTOYHOCTb
[OMIM 300400, reH IL-2RG (y-uenb Py, ansa U-2, Xq13.1-g21.1, K ]. bonetoT manbuymnku.

NabopaTopHbie AaHHble. CHUXKEHO (BNAOTb A0 NOAHOrO OTCyTCTBUA) Konmndecto T- n NK-
nmmooumntos. KonmyectBo b-1mm¢poumnToB He HUXKe HOPMbl, HO UMEETCA BbipaXKeHHasn
runorammarnobynmHemus.

JNleyeHune. TpaHcnaHTaumAa HLA-coBmeCcTUMOro KOCTHOro mosra.

TAXKEéNbI KOMOMHMPOBAHHbINA MMMYHHbIN AePULUT NPU HEJOCTaTOUHOCTU
ageHo3nHge3amuHasbl [OMIM 608958, K 3.5.4.4, reH ada (20912- g13.11), p]. Mpwu
HeJ0CTAaTOYHOCTU aaeHo3nHAe3aMMHa3bl (AJA) B KneTKax HaKanMBaeTCA TOKCUYHbIN
nonynpoAaykT metabonmama nypuHoOB - Ae30KCMaAeHo3uH. bonblue Apyrux oT 3Toro ctpagatot
nmmoounTol.



CuHapom OmeHHa. [ledekT 3aTtparnsaet reHbl RAG1/RAG2. bnharopaps
HEBbICOKOM 0CMAaMOYHOU aKTUBHOCTM 3TUX FEHOB BCE e pa3BUBaeTCcA
HEKOTOPOE KONNYECTBO KNOHOB T-1MMPOLMNTOB, ayTOPEAKTUBHDBIX K IMUTENNIO
KO 1 HKKT, rae oHM U pasMHOXKatoTCA. 3TN KNOHbI NPoAyLUMpYIOT bonblune
Konndectsa U/1-4 n UN1-5, Bbi3biBaa runepsosnHoduanio n npoaykumto Igk
OCTaTOYHbIMU B-numdountamm.

CuHapom «ronbix n(MmeounToB»

TaK Ha3bIBAOT MNATONOINIO, KOTA4a B OPraHMU3Me He SKCNpeccupyroTca
monekynbl MHC-I (tun 1, OMIM 170261) nan MHC-II (tun 2, OMIM 209920).
Koraa HeT akcnpeccun monekyn MHC-I, nonHocTtbto oTcytcTBytoT CD8* TaB-
nmmeountbl, MHC-II - HeT CD4* T-numdountoB. OxapaKTepmn3oBaHO
HECKO/IbKO reHeTu4Yecknx gedeKktos. KnnHMyeckana KapTMHa CMHAPOMA
«ronbix» NTMMPOUNTOB aHAIOTMYHA OCTaNIbHbIM

TKUH. leueHne cumntomatnyeckoe.

CuvHppom Au AKopAarku

[Mpu cnHgpome Oun [XKOopaXKU, NN CUHAPOME TPeTbero U YeTBEPTOro
MOTOYHbIX KapmaHoB [OMIM 188400, aeneunn 8 229 11, B TOm umncne
reHa TBX1 (22q11.2),R] HabntogaeTca rmnonniasua uam anaasmsa TMMyca,
rmnonsiasua napawmnToBnaHon xenesbl, aedbnumt T-numdoumTos,
BapuabenbHble KoanyecTsa B-numoounTos.



X-cuenneHHbI ammeonponndepaTtusHbIN CUHAPOM

NmmyHoaeduumnT, MHUUNUMPYEMBbIN BUpycom dnwtenHa-bapp (EBV), nnmn X-cuenneHHbin
nmméonponndepaTnBHbIN cMHAPOM (0bycnoBneH aepeKkTamun NOKyca B

Xg25, KnuHuuecKkasa KaptuHa. bonetoT manbunkun: octpas nepsudHan EBV-nHpekums
NPOrpeccMpyeT C Pa3BUTUEM TAXKEIOro NOpPaXKeHUA nevyeHn. Echm manbumk BbIXKUBAET, TO
B Ja/IbHENLLIEM HEPEeAKO Pa3BMBALOTCA CTOMKAA rMnoraMmmarnobynmHemms, MHOUAbTPaTbl
B InMmdaTnUUeCcKnx y3nax, cenéseHke, neyenn, LLHC. Cpegm oTCcpoYeHHbIX NOCAeACTBUM -
NOBbILLIEHHAA YacToTa IMMPOM.

Cungpom Jlyu-bap, nan atakcua-teneanrnakrasua [OMIM 208900 n 607585, KP
5.99.1.3, nedeKr reHa AHK-Tononsomepasbl ATM (11g22), p]. 3TO0T cMHApPOM (4acToTa
1:300 TbIiC. HOBOPOXXAEHHbIX) C BECbMa reTeporeHHbIM GeHOTUNOM onncaH 6enbrumckum
Bpadom Jlyn-bap. XapaKtepHbl: runonsiasusa Tumyca, IMMdaTUUYeCKnX y3/10B, CENE3EHKMN,
MUWHAOA/INH, KOIMYECTBEHHAA U PYHKLUMOHAIbHAA HeA0CTaTOYHOCTb T-1MM$OLMTOB,
CHUXeH ypoBeHb IgA, IgE, 18G2; HeobblyalHO BbicOKa (B 200 pa3 npeBOCXOAUT CPeAHIO0
YyacToTy B 0buwen nonynaummn) 4Yactota HoBoobpasoBaHUIM (NpenmyLLEeCTBEHHO NMMPOMbI
N KapUMHOMbI), HEepeAKOo CTaHOBALLMXCSA HENOCPEACTBEHHOM NPUYNHOM NETANIbHOTO
ncxoga K 10-12-netHemy Bo3pacrty.

Cunpapom Buckortra-Ongpuua [OMIM 301000, aedeKt reHa WASP (Xp11.23-p11.22), K;
Takke OMIM 277970 (p) n OMIM *600903 (R)]. l'en WASP (ot Wiskott-Aldrich syndrome)
aKkcnpeccnpyeTca B AMMPO-LUTAX, TKAHM CeNE3EHKU N B TUMOUMTaX. MyTauum 3Toro reHa
acCoLUMMPOBaHbl C aHOMA/IbHOW 3Kcnpeccuen B HenTpodpunax un T-numopoumntax (CD4 un
CD8) monekynbl CD43 (nurang ans ICAM-1, BbINONHAET aHTUAATe3UBHYIO

dyHKUMI0). KnuHnueckn 3aboneBaHne npoAasaseTca TpMagon Npu3HaKoB:
TPOMbOOUMTONEHMEN, IK3EMOU N PEKYPPEHTHLIMU MHPEKLNAMMN.



KnnHnyeckas
KapTUHa

BeayLnm B KIMHMUYECKOM KapTUHE
AB/IAETCA TaK HA3bIBAaEMbI
WHPEKLUNOHHbIU CUHAPOM -
NOBbILWEHHAs BOCNPUMMUYNBOCTb K
nHpekumam soobuie, HeobbIYHO
TAXKENOEe KNNHNYECKoe TeyeHune
NHPEKUMNOHHbIX BonesHen,
PEKYPPEHTHOE TeYeHMe,
aTUNUYHble Bo3byauTenn (4acto
ONMNOPTYHUCTUYECKUE). MHpeKyuo
HHbIU CUHOPOM XapaKmMepeH, HO
He Namo2HOMOHUYeH ANsA
NCTUHHbBIX UMMYHOAedULNTOB, T.€.
OH BCeraa nmeeTca npu
NMMMyHoAedUUMTaX, HO BO3MOXKEH
n 6e3 nmmyHogeduumnTa.

Ta6bnuuya. [laHHble pU3NKanbHOro
o6cnepoBaHus, NO3BONAIOLLME CAENATD
npeaBapuTenbHbIA AUarHo3

|0aHHbIE 06cnegoBaHus

MNpeaBapuTenbHbIN
ANarHos3

BpoxaeHHble MOPOKKU cepaLa,
[FrMnonapaTtupeongmnsm, TUNUYHOE
L0

Cungpom [un
JIXKOp XU

XonoaHble abcueccbl, TUNMNYHOE
MU0, BO3AYLLHAA KUCTa NErkoro

[Mnep-IgE-cuHapom

MepieHHOoe 3aXUBJfieHne
[Myrno4Hon paHbl

[edeKkT aaresnn
nenkoumtoB (LAD-
CUHAPOM)

OK3eMa+TPOMOOLMTONEHNS

CuHapom BUCKOTT-
Onagpnya

ATaKcua+TeneaHrMnoaKTasuns

Cunpgpom Jlyn-bapa

YacTUYHbIN anbbUHN3M rnas u
KOXW, TMFaHTCKWe rpaHysibl B

darouyuTax

CuHgpomM Yepguak-
Xuray

OTCyTCTBME TEHU TUMYCA MpPU
PEHTreHOCKOMNuUWU, aHOPMasibHOCTH
B pas3BuUTUM pebep

[edekT

afeHo3nHae3aMnHasbl

F]opa)KeHm'-l KOXW N CITN3NCTbIX
KaHOnaamu, ayTOouMMyHHbIE
KaHOMAO03 SHAOKPUHOMATUK

XPOHUYECKUIN KOXKHO-
CNU3NUCTbIN




CuHgpom n xopaxu

YacTuuyHaa moHocommna 22q11.2.
MNonynaynoHHasa yacToTa - 1:20 000.

BonbHblE UMEOT cnegyowme
KNUHNYecKne npusHakn: aedexktsl
pPasBUTUA TPETLEro N UETBEPTOro
MOTOYHbIX KAPMAaHOB, UTO NPUBOAUT K
runonnasvn nn annasmn TMMmyca c
aedunyntom T-KNeToK n
nMMyHozednunTom; aechekTel cepaua
N XapakTepHble gucMmoppnyHele
N3MeHEeHNA nruya (rmnepTenopunsm,
KOpOTKaA OCb BEK, 3MNKaHT, WNPOKUIA
KOPOTKNIA HOC C BLIBEPHYTOWN HOCOBOMW
nnacTnHon, cnabo obo3HaYeHHbBIN
pPOT, MUKpOpPETPOrHaTNA, HU3KO
pacnonoxeHHble gucMmopcpunyHele

VLUK ),BONYbA NacThb.

et ¢ cnHgpomom Oun [xopaxn
YacTo hUsNYEcKn N YMCTBEHHO
oTcTanble.

(M= wwnw netterimag es. com)

(M2 immuneweb, xxmu.edu.cn)



I1narHOCTUKa

°*  M3yYEeHMEe MMMYHHOrO CTaTyca Npu UMMyHoaedULUMTaX AOKHO BKAOYATb U3yYEHUE
KO/IMYyecTBa U PYHKLNOHA/IbHON aKTUBHOCTM OCHOBHbIX KOMNOHEHTOB MMMYHHOM
CUCTEMbI, UTPAOLWNX [/TaBHYIO POSb B NPOTUBOUHGEKLMOHHOM 3aLumMTe OpraHm3ama. K
HMM OTHOCATCA ¢parounTapHaa CUCTEMA, CUCTEMA KOMMNJIEMEHTA, T- U B-cuctemol
NnMMyHuUTeTa. Metoabl, NpMMeHAemble A5 OUEHKMN GYHKLNOHUPOBAHMUSA 3TUX CUCTEM,
YCNOBHO pa3aeneHsbl MNetposbim P. B. ¢ coasT. (1984) Ha TecTbl 1-ro 1 2-ro ypoBHEMN.
Mo AaHHbIM 3TUX aBTOPOB, TECTbl 1-ro YPOBHA ABAAKOTCA OPUEHTUPOBOYHLIMU U
HaMpaB/iIeHbl HA BbiABJ/IEHWUE TPYDObIX AePEKTOB B UMMYHHOMN CUMCTEME; TeCTbl 2-TO
YPOBHSA ABNAIOTCA PYHKLUMOHANBHBIMU U HanpaBaeHbl Ha NAEHTUPUKALUIO
KOHKPETHOM “nonomkn” B MUMMYHHOM cUCTEME.

K Tectam 1-ro ypoBHS ANA oUeHKN Gparoumntosa OTHOCUTCA onpeaeseHune:

e abcontoTHOro Ymcna HemTpoduIO0B U MOHOLIUTOB;

®*  WHTEHCMBHOCTU NOIOWEHUA MUKPOHOB HENTPODUTAMM U MOHOLUTAMMU;
e cnocobHocTu Pparountos ybmeaTb MUKPODOLI.

K Tectam 2-ro ypoBHS OLUEeHKN Gparoumntosa MOKHO OTHECTU onpeesieHune:
°*  WHTEHCUBHOCTM XeMOTaKcuca $paroymTos;

e 3Kcnpeccun monekyn aaresmm (CD11a, CD11b, CD11c, CD18) Ha NnOBEepPXHOCTHOWM
membpaHe HeUTPoPpuMNoB.



K Tectam 1-ro YPOBHA OLUEHKUA B-cuctembli MMMYHUTETA MOXHO OTHECTU onpeaesieHne:

MMMYHOrNobynnHos G, A, M B CbIBOPOTKE KPOBU;
MMMYHOTN06YyNMHa E B CbIBOPOTKE KPOBY;

onpeaeneHue npoueHTa n abcontoTHoro Konmyecrsa B-numpoumntos (CD19, CD20) B
nepmdpepmnyeckomn KpoBsu.

K Tectam 2-ro YPOBHA OLEHKUA B-cuctembl MMMYHUTETA MOXHO OTHECTU onpeaesieHne:

cybKknaccos MMMyHOrNobynnHos, ocobeHHo IgG;

CeKpeTopHoro IgA;

COOTHOLUEHUA Kanna- n nambaa-uenein;

cneunduUYeckux aHTUTeN K 6eKoBbIM M NOMUCaXapUAHbIM aHTUTEHaM;

cnocobHocTn "inmdoumnToB AaBaTb NpoandepaTUBHbIN OTBET Ha B-(cTadmMNOKOKK, innononncaxapua,
aHTepobakTepuin) n T-B-(MnTOreH nakoHoca) MUTOrEHbI.

K Tectam 1-ro YPOBHA OLEHKUA T-cnctemol MMMYHUTETA MOXXHO OTHECTU onpeaeneHune:

obuwero yncna NMMPOLUTOB;

npoueHTa n abcontoTHOro ymncna spenbix T-numeoumtos (CD3) 1 ABYX OCHOBHbIX UX Cybnonynauni:
xennepos/mHayKkTopos (CD4) u knnnepos/cynpeccopos (CD8);

nponndepaTMBHOro oTBeTa Ha OCHOBHblE T-MUTOreHbl: PUTOreMarrtoTUHUH U KOHKaAHaBaAUH A.

K Tectam 2-ro YPOBHA AN1A OULEeHKHA T-cnuctemol MMMYHUTETA Mbl OTHOCUM onpeaeneHme:

NPOAYKLUNU LUMTOKMHOB (MHTepnenknHa-2, (WN-2), UN-4, NN-5, NUN-6, ramma-uHTepdepoHa, pakTopa
HeKkpo3a onyxonu (PHO) n ap.);

aKTMBALMOHHbIX MOMIEKYN HA NOBEPXHOCTHOM membpaHe T-numdoumtoB (CD25, HLA-DR);

monekyn aaresum (CD11a, CD18);

npoandepaTMBHOro OTBeTa Ha cneuuduyeckme aHTUTreHbI, Yallle BCero Ha AMPTEPUINHBIN U
CTONOHAYHbIN aHAaTOKCUHbI;

anneprmyeckon peakuum ¢ NOMOLLbIO KOMKHbIX TECTOB C PAAOM MUKPOBHbIX aHTUTEHOB.



JleyeHune

TaKTUKa BeaeHUA
JleueHune onpepenaeTca TMNOM UMMyHOAedULUNTA
Mpu TAXKENon natonormm T - KNEeTOK NOKa3aHa TPAHCNAAHTaUMA KOCTHOIO MO3ra

Mpun HepocTaToYHOCTM I1IgG — nNpoBeaeHNE BHYTPUBEHHbIX MHBEKLIUM
NMMYHOIN06YyAMHA

He cheayeT BBOAMTL XMBble BaKUUHbI 601bHbIM C UMMYHOA4EPULMTOM U YleHaM
nx cemen. Npu KNeTo4HOM MMMyHoAEePULMTE NPOTUBOMNOKA3AHO NepesinBaHue
CBEXKEeW KPOBU M NpenapaToB KpoBu. [epea nepennBaHMeM KPoBb 1 NpenapaTbl
KpoBu Heobxoanmo obayyaTb (1 500-3 000 pag). UMmyHOrnobynmnHbl U naasmy He
cneayeT BBOAMTb NaLMEHTaM C n3bmnpaTtenbHON HeaoCcTaTOYHOCTbIO IgA. Mpwu
TpombounuToneHun cneayet nsberatb BHYTPMMbILLEYHbIX MHBbEKUMIM (Hanpumep,
NMMYHOTN1006ynAnHOB). MNepean XMpypruyeckUmm Uam CTOMaToNorMYecKumm
BMeLLaTeNbCTBaMm 06A3aTeIbHO Ha3HaYeHne aHTUMOMOTUKOB.



Mpenapatbl BbibOpa

» [paKkTuyeckn npu scex popmax
®e AHTUONOTMKN ANA NPOPUNAKTUKM N HEMEAJ/IEHHOTO JIeYeHUA MHPEKLU M

®e /IMMYHOCTMMYAATOPbI (Hanpumep, NeBaMMN30/1, aCKOPOUHOBAA KNCNOTA)
ANA ynydweHna GyHKUUN HeUTpoduaos.

» [pu rymopanbHbIX U KOMBUHUPOBAHHbIX UMMYHOAeDULIUTAX —
3aMeCcTUTeNbHas Tepanms MMMYHOM06YAMHOM

e e /IMMYHOrNObYAUH AnA BHYyTpMBEHHOro BBeaeHus (06biuHO 200 mr/Kr,
3aTem exemecayHo rno 100 mr/Kr) nosblwaeT coaepaHue IgG B
cbiBOpoTKe a0 200 mr%

e [pu HeobxoanmocTn BeoaaT no 400—800 mr/Kr/mec, noaaepusas
KOoHUeHTpayuto 1gG B cbiBopoTKe Bbiwe 500 mr%

ee [1pn ogHOBpEeMEHHOW HegocTaTo4HOCTH IgA 1 I1gG npumeHeHune
OrpaHMYeHO BBUAY PUCKA aHAPUNAKTUUECKOWN pPeaKkL MM Ha SK30reHHbIN IgA.

» [pn HepoCTaTOYHOCTN afeHO3UHAEe3aMNHa3bl — 3aMecTUTeNbHas Tepanus
bepMeHTOM, KOHBIOTMPOBAHHbIM C MOAMITUAEHTAMKOoAeM (ApareH), nau
reHHas Tepanua (KoppurnpoBaHHble T - AMMIOUUTBLI NaUMeHTa).
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