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AKTyanbHOCTb NPO6ieMbl MePBUYHBIX MMyHoAedpuumToB (M[) 3aKntoyaeTca B NO3AHEN ANArHOCTMKE JaHHOW naTtonorum

B CBA3U C HN3KOW OCBEOMIIEHHOCTbIO Bpauel pasnnyHbIX CneluanbHoCcTen, GopmMrpoBaHmemM XPOHNYECKNX 3a601eBaHunii y 60MbHbIX,
BbICOKOW NIeTaNIbHOCTbIO Y JAHHOTO KOHTUHIEeHTa. B HacToswee Bpems noHATve ML BkntoyaeT B ceba Kak TpaguLMOHHble NpeacTaB-
neHvs — gedeKTbl, NPYBOAALLME K PA3BUTUIO KOIMYECTBEHHOWN /U GYHKUMOHANbHON HEAOCTaTOYHOCTU, TaK U HOBbIE MOHATUA —
HEeKOHTpONMpyemas akTuBaLms nponndepalin IUMMYHOKOMINETEHTHbBIX KNETOK 1 GOpMUPOBaHME ay TOMMMYHHBbIX, ay TOBOCMANUTEb-
HbIX 11 annepruyeckmx 3aboneBaHuin.

B cTaTbe paccmoTpeHbl KpuTepun guarHocTkm ML 1 ocCHOBHble HanpaBieHWs B IeYeHUM JaHHOTO KOHTVHIeHTa GOMbHbIX.

Knroyesole ciosa: nepguyHbil UMMYHOOeDULUUM, UMMYHO2/100Y/TUHbI, BPOXOEHHbIE OWUBKU NPUpOoObl, aHMumesnd, Oucpe2ynayus.

The urgency of the problem of primary immunodeficiencies (PID) lies in the late diagnosis of this pathology due to the
low awareness of doctors of various specialties, the formation of chronic diseases in patients, and high mortality in this group
of patients. Currently, the concept of PID includes both traditional concepts - defects leading to the development of quantitative and /
or functional insufficiency, and new concepts - uncontrolled activation of the proliferation ofimmunocompetent cells and the formation
of autoimmune, auto-inflammatory and allergic diseases. The article discusses the diagnostic criteria for PID and the main directions

in the treatment of this contingent of patients.

Key words: primary immunodeficiency, inmunoglobulins, congenital errors of nature, antibodies, dysregulation.

AXTyaABHOCTH TPOOAEMBI TIEPBUYHBIX UMMY -
"HopmedurnToB ([TM/1) B meaoM cBS3aHAa C ITI03JHEHN
JQHUATHOCTUKOM MaHHOM ITaTOAOTUH BCAEICTBHE
HHU3KOH OCBEAOMAEHHOCTH Bpaded pas3aud-
HBIX crienasbHocTed. [lo mawubiM BcemupHO
OpraHu3alluu 3APaBOOXPAHEHUA CPOK OT MO-
MEHTa KAMHHYECKUX [IPOSIBACHUN NEPBUYHOTO
UMMyHOOe(PUIUTA 00 BEPU(PUKAIIUN JUATHO3A
B CcpeaHeM cocTaBasgeT oT 8 mo 12 aer. Kpome
TOT0, aKTYaAbHOCTDb JAHHOU IIPOOAEMBI CBI3aHA
C paSBI/ITI/IeM OHKOAOTHMYECKHUX U ayTOI/IMMyHHBIX
3a60A€BaHUN Y JaHHOTO KOHTHHTEHTA GOABHBIX,
XPOHUYECKUX 3a00A€BaHU PA3AUYHBIX OPTaHOB
U CHUCTEeM, BBICOKOM CTOMMOCTBIO AedeHud. [Ipu

HECBOEBpPEMEHHON AUarHOCTUKE U Ha3HAYEHUU
A€YEHHS OTMEYaeTCs BBICOKHM IIPOIIEHTOB A€-
TaABHBIX UCXOZIOB Y 60AbHBIX [TH/1. OnHako gaske
npu Bepuduranuu auartHosa [T/ y B3pocabIx
U Ha3HAYEHUU A€UEHUS OTMEeYaeTCs HU3KAas IIPU-
BEP3KEHHOCTD ITAIlMEHTOB K 3aMEeCTUTEABHOHN Te-
pamuu nmpenapaTaMmu UMMYHOTAOOYAMHOB H, KaK
CA€CTBUE, BBICOKUM MPOIIEHT WHBAAUITHOCTH
Yy 9THUX IallueHTOoB[1].

Kak nokazasa nmpakTuka, ¢ BHEAPEHHUEM HO-
BBIX Aa00paTOpHBIX TexHoasoru# [T1/1 aBasroTcsa
6oAee YacThIMU 3a60A€BAHUSIMU, YEM 3TO IIPEI-
noaarasoch paHee. Ocobo XOYeTcs OTMETHUTH
TEXHOAOTHIO METOJOB CEKBEHHPOBAHHA HOBOTO
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IIOKOAEHUS, Gaaromaps KOTOPoil eCTh BO3MOK-
HOCTB «IIPOYHUTAThL» €IUMHOBPEMEHHO Cpas3y He-
CKOABKO y4acTKOB reHoma. CoraacHO IIOCA€I-
HUM JIaHHBIM, PaCIIPOCTPAHEHHOCTE [I€PBUYHBIX
HUMMYHOIE(PUIIUTOB B MHPE MOXKET COCTABASTH
1:10 000 poxnenuti [2].

B macrogmiee Bpems nouarue [11/] BkatogaeT
B cebsI KaK TpaaUIlMOHHbIE IIPEICTaBACHHS — [Ie-
(PeKTEI, IIPUBOASIINE K PA3BUTHIO KOAUYECTBEH-
HOM U/ HuAH PYHKIIMOHAABHOU HEJOCTATOYHOCTH,
TaK U HOBBIE IIOHATHUS — HEKOHTPOAUpYyeMas akK-
THUBALIHS IIPOAU(PEePALITH HMMYHOKOMIIETEHTHBIX
KAETOK U (pOPMHUPOBaAHHE ayTOUMMYHHBIX, ayTo-
BOCITAAUTEABHBIX U aAACPTHYECKUX 3a00AeBaHUH.
B cB4a3u ¢ aTuM auarHoctudeckue kpurepuu [T /]
U TepalleBTUYEeCKUe IIPOTOKOABI A€UEHHS II0CTO-
SIHHO IIepecMaTpPUBaIOTCS U COBEPIIIEHCTBYIOTCS.

[TepBuYHbIE UMMYHOAE(MUIIUTHI SBAGIOTCS
reHEeTHYEeCKH JIeTePMUHUPOBAHHBIMU 3aboAeBa-
HHSMH, OCHOBOIIOAATAIOIIMMHU KOTOPbIX AIBAFIOTCSI
MOAEKYASpHBIEe AUOO0 opraHmyeckue aedeKThl,
COTIPOBOXKJAIOIINECS HAPYIIIEHUIMU UMMYHHBIX
peaxiii. XapaKTepH3yloTcs KAMHHYECKUMHU IIPOo-
ABACHUSIMH HH(EKIIMOHHBIX U ayTOUMMYHHBIX 3a-
OoaeBaHMii, a TaKKe HAOAIOIAETCS IOBBIIIEHHEIH
PHCK pasBUTHHA 3A0KA4YECTBEHHBIX HOBOOOpPa30-
BaHUH. [laHHOE oIpesieAeHHEe CHOPMYAHPOBAHO
MexkayHapOOHBIM COI030M HMMYHOAOTHYECKHUX
obitectB (International Union of Immunological
Societies IUIS) B 2011 roxy [6].

FeHeTHn4ecKu neTepPMHUHUPOBAHHOE Hapyllle-
HUe nudPepeHIINPOBKHA B-AUMMOITUTOB AEKHUT
B 0CHOBe¢ pasButud I1M/] c HapyllleHHueM CUHTe3a
aHTUTEA U XapaKTepHu3yIolleecsd HapyIIeHHUEM
IIpoliecca aHTUTEA0OOPA30BaHMsI B OTBET Ha Ilepe-
HECEHHYI0 HH(EKIIUIO AU BaKIIHHAIIHIO.

JedeKThI ¢ IPEeUMYIIECTBEHHBIM IIOPasKeHH-
€M I'YMOPaAbHOTO 3B€EHA UMMYHUTETA COCTABASIIOT
0Kono 60 % ot Bcex ITN/I. HacToTa BCTPEIaEMOCTH
IIEPBHUYHBIX UMMYyHOAe(HUIIUTOB C HapyIlIeHHEM
CHUHTEe3a aHTUTEA BapbUPYET B 3aBHCUMOCTU OT
BBIIBAEHHOIO AedeKTa: CeAeKTHUBHBIN AeUIIUT
IgA — 1:300-1:700; OBU/I - 1:7 000-1:200 000;
X-cuenaeHHasa araMMaraobyanHemus —1:50 000—
1 000 000. B 80 % cayuaeB BO3pacT MallEHTOB
K MOMEHTY IIOCTAHOBKH AHArHOo3a HE IIPEeBbI-
maeT 20 aet, 70 % HOpUXOAUTCS Ha MYK4YHH,
IIOCKOABKY OOABIIIMHCTBO CHHIPOMOB CBSI3aHBI
¢ X-XpoMOCOMOH.

Kaaccudukanua IUIS (IUIS - MexnayHa-
POIHBIH COI03 MMMYHOAOTHYECKHX OOIIECTB),
OCHOBaHHAad Ha M'eHEeTHYeCKOM AedeKTe, IIPHUBO-
OG0IeM K pa3BuTuio cuMnromoB [IU/], oTrpazkaet
COBpPEMEHHOE IIPeICTaBACHUE O ITpobaeMe, OTHAKO
B PYTHHHOH IpakTHKe B Poccuu B Hacroslee
BpeMs ucroabdyercd MexkayHapoaHas KaacCHU-
Kayda 6oaesHeir 10-ro nepecmorpa. C deBpans

2017 roga 3TUM KOMHUTETOM IIPHHATO PEIlIeHNe
[IePEeMEHOBATE «[I€PBUYHbIE HMMYHOIE(PUITUTEI»
BO «BPOXKIEHHbIE OIINOKN MMMyHHUTeTa». M3me-
HeHHEe Ha3BaHHUsS OTPasKaeT PaCTYIyIO OLIEHKY
HeUH(EKIIMOHHBIX ITPOSIBACHHH MOHOTE€HHBIX
HapyIIeHuY UMMyHHOH CHUCTEMEI [S5, 6].

[IpencraBaenuble B Kaaccudpurarmu [ULS Ho-
30A0THYECKHE CHUHAPOMBI BPOKIECHHBIX OITHOOK
HUMMYHHUTETa Pa3feA€Hbl Ha 9 rpym:

1. KomOrHUpOBaHHbIE UMMYHOAE(OUIIUTEI.

2. Kombunuposannsle [TH1/], acconimupoBaH-
HbIE C CHHAPOMAaAbHBIMH ITPOSIBAEHUSIMHU.

3. [TpenMyIIeCTBEHHO aHTUTEABHBIE 1e(PEKTHI.

4. 1IN/ ¢ *UMMYHHOUN OUCPETYASLHEH.

S. Bpoxknennsle neeKThI YrcAa U (PyHKITUH
drarouToB.

6. [lepeKThI BPOKIAEHHOIO UMMYHHUTETA.

7. AyTOBOCIIaAUTEABHBIE CHHIPOMEI.

8. [le(pbeKThl KOMIIAEMEHTA.

9. ®eHOKONIHH.

B caenyromux Tabauriax (1-4) npencraBaeH
pasmea 3 u3 kaaccucpukarmu [UIS — npeumytie-
CTBEHHO aHTHUTEAbHBIE Ne(PeKThl, BKAIOUAIOIIIE
B cebsa Ho30AOTHYECKHE (DOPMBI C BBIPAKEHHBIM
CHI3KEHHEM BCeX N30THIIOB HMMYHOIAOOYAMHOB CO
CHHMKEHHEM HAM ITIOAHBIM OTCYTCTBHEM B-KA€TOK,
BBIPasKEHHBIM CHHXKEHHEM 2 H30THIIOB HMMYy-
HOTAOOYAMHOB C HOPMAABHBIM HAW CHUIKEHHBIM
ypoBHEM B-KA€TOK, BbIPasKE€HHBIM CHUXKEHHEM
IgG u IgA ¢ HOpMaAbHBIM / TIOBBIIIIEHHBIM COZIEP-
*)aHueM IgM 1 HopMaABHBIM YPOBHEM B-KAETOK,
TYMOpPaABHBIMH HapyILIEHUSIMHU C HOPMaAbHBIM
ypoBHEM B-KaeTok [6].

[TepBUYHbIE UMMYHOAE(PUIIUTEI MOTYT Ma-
HU(ECTUPOBaTh KaK B IETCKOM BO3pacTe, Tak
u y B3pocabIX. Hamboaee 4acTo KAMHHYECKas
MaHudecTanug HabAIOaeTCsd IPH CAeAyIoIeH
IIaTOAOTHH: CEAEKTHBHAsI HENOCTATOYHOCTD IgA,
nedpunut cybkaaccoB IgG, neduIUT CHCTEMBI
KOMIIAEMEHTa, OOLHi BaprabeAbHBIH UMMYHO-
IepUITUT.

NMMyHOnepUuIIuThl, 06yCAOBA€HHBIE HEIO0-
CTATOYHOCTBHIO TYMOPAABHOI'O 3B€Ha HMMYHU-
TeTa, MOTYT OBITH CBS3aHBI KaK C HAPYIICHH-
€M CHHTe3a MMMYHOTAOOYAMHOB BCEX KAACCOB
(B ocHOBHOM KAaccoB A, M, G) nan ux cybxaac-
COB, TaK M C CEAEKTHUBHOH HEZOCTATOYHOCTBIO
HMMYHOTAOOYAMHOB OIHOTO Kaacca. PaszButue
CHMIITOMOB HMMYHOAe(QUIINTA KOPPEAUPYET
C YPOBHEM CHUIKEHHS CHHTE3a UMMYHOTAOOYAH-
HOB, a TaKe KAacca UMMYHOTAOOYAHHOB (A, M,
G, D). ¥ TalriieHTOB C TUIIOTaMMAarA0OyAUHEMHUEHM
pa3BUTHE KAUHUYECKUX CUMIITOMOB HaCTyIIaeT
paHbllle, a OCAOKHEHHUI ropa3no cepbe3Hee II0
CPaBHEHUIO C AHIIaMH C CEAEKTHBHOM UMMYH-
HOM HeZOCTaTOYHOCTBIO I'YMOPaABHOI'O 3BE€Ha
HMMyHUTETA.
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MPEMMYLLECTBEHHO AHTUTEJIbHbIE AEDEKTbI

Tabnuua 1
Bbipa)keHHO€ CHIKeHMe BCeX M30TUNOB MMMYHOI/1I06yNnHOB
CO CHVDKEHMEM WK NOJIHbIM OTCYyTCTBMEM B-KneTok
AwarHos Msl::::: bie H:;’:;io- T-Knetku B-knetku Oco6eHHOCTU MKB-10
Oedwnunt BTK :
(X-cuenneHHan aramma- BTK X-cuen. N npo-B Trxkeneie bakTepy D80.0
o6y nHeMs) anbHble MHdeKUMM
Hednunt Taxenbix IGHM 3 N npo-B llg, Taxkenble 6akTe- D80.0
y-uenen P P puranbHble HGEKUMN ’
i llg, Taxenble 6akTe-
Jedununt A5 IGLL1 ap N npo-B PMANbHblE MHA EKLI D80.0
) llg, Taxxenble 6akTe-
Jeduun Iga CD79A ap N npo-B PMARbHbE MHGEKLMM D80.0
i g, Taxenble 6akTe-
Dedwnuu IgB CD79B ap N npo-B PMANbHbIE MHbEKLMN D80.0
i llg, Taxenble 6akTe-
Hedununt BLNK BLNK ap N npo-B PMARbHbIE MHAGEKLMM D80.0
/- l1g, Taxenble 6akTe-
Oeduunt PI3KR1 PIK3R1 ap npo-B pMANLHBIE HHEKLIN D80.0
llg, Peunansupyio-
Eeitim;fa:?s; TCF3 Al Wue 6aKkTepuranbHble D80.0
P puny NHbEeKLMM
Tabnuua 2
Bbipa)KeHHOe CHUKeHue 2 N30TUNOB UMMYHOINO6YNNHOB
C HOpMAaNbHbIM U CHUXKEHHbIM YpOBHeM B-Knetok
AwarHos UEFEE T B T-knetkn | B-knetkm Ocob6eHHOCTIN MKB-10
reHbl BaHue
PaznuyHbin deHoTvn: y 6onb-
O6ujan Bapuabens- LUMHCTBA peuuamsmpyiolme
Has UMMYHHAS NH)EKLMI, Y HEKOTOPBbIX MO-
Y - - NUKNoHanbHas numdonponu- D83.9
HeOoCTaTOYHOCTb
(OBVH) bepauus, ayToMMMyHHble LUTO-
neHuy U/Unu rpaHynemaTosHble
6onesHu
c / Tskenble 6akTepuranb-
VHAPOM PI3KS PIK3CD GOF Al l 8 Hble nHdekuun; BIb- D83.9
akvsauim npo numéonponundepauma
Taxkenble 6akTepuranb-
PR (o) PIK3R1 AR NPOB | bie ungerunn, B35- D839
| Bmem numoonponudepayma
Jeduuut PTEN Numdbonponndepaums, aytonm-
(LOF) PTEN ALl MYyHHbIe npoLecchbl D83.9
Peunansupyowme nHbekymn,
Dedununt CD19 cD19 ap MHOTHa rIoMepynoHedPUT D83.9
Peunansupyowme nibekymn,
HednunT CD81 CD81 ap MHOrza FoMepynoHedpuT D83.9
Jeduuur CD20 MS4A1 ap Peuuavsnpytoujve nHpekLUy D83.9
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MpogomxkeHwve Tabn. 2

N3BecTHbIE Hacnepo-

OwuarHos T-knetkmn | B-knetkn Oco6eHHOCTHN MKB-10
reHbl BaHMe
OeduunT CD21 CR2 ap Peunavnsupyiowne nHGekumm D83.9
TNFRSF13B BapwnaTtnBHasA KnuHMYyeckas Bbl-
Oedwnunt TACI (TACH ap/ Al PaXEHHOCTb D83.9
Oedwnunt BAFF TNFRSF13C BapwnaTtnBHasa KnuHnyeckas Bbl-
ap D83.9
peuenTop (BAFF-R) pakeHHOCTb
Leuunr MHeBMOHUA, 6aKkTepranbHble
» TNFSF12 AL NHPeKL MK, 6opofaBKm, TPOM- D83.9
TWEAK .
6ouunTOoNeHNA, HeTponeHns
BakTepuranbHble 1 BUPYCHble
Oeduunt maHHo- HbEKLMY, TAXeNas HEBPOO-
3us-onMrocaxapug MOGS (GCST) ap rmyeckas natonorus (BpoxaeH- D83.9
rI0KO31asbl Hble HapyLeHWs FNKO3UINPO-
(MOGS) BaHwus, Tun llb,
CDG-lIb)
BpoxpeHHan cuepobnactHas
OednumTt TRNT1 TRNT1 ap aHeMunA®, rnyxoTa, 3agepkka D83.9
pa3suTuA

Peunpnsupytowre 6aktepu-
Teuumt TTC37 TTC37 ap arnbHble N BUPYCHbIE NHPEKLUH, D83.9
aHOMasMM BOMOC: y3110Bas

Tpuxoknasua®'

PeunpanBurpytoLwme cMHonynb-
MOHapHble nHdekuun, COPD,
Oednunt NFKB1 NFKB1 AL B3b-nponudepauunsa, aytoum- D83.9
MyHHbI€ LIUTONeHNN, anoneuus,
AYTOVMMYHHBI TUPEONaNT

Peungusupytowwme criHonynb-
Oedununt NFKB2 NFKB2 Al MOHapHble UHdeKuun, anone- D83.9
LuA, SHAOKPUHONATN

Peungmsunpytowme cnHonynb-
Dedununt IKAROS IKZF1 AL MOHapHble D83.9
NHbeKLUMM

Peunansupytowme nHbekymu,
Heduunt IRF2BP2 IRF2BP2 AL BO3MOHbI ay TOMMMYHHbIE 1 D83.9
ayToBoCMnanuTenbHble 6onesHn

Oednunt ATP6AP1 ATP6AP1 X-cuen. lenatosbl, nenkonenus, | meab D83.9

Tabnuua 3

Bbipa)keHHoOe cHIKeHue IgG 1 IgA ¢ HopmanbHbIM/NOBbIWEHHbIM coaepKaHnem IgM
1 HopManbHbIM ypoBHeM B-Knetok

AwnarHos MB?::::ble Hac::::;osa- T-kneTkn B-kneTku OcobGeHHOCTU MKB-10

bakTepunanbHblie nHbeKLUn, yBe-

ﬂﬁ;bmm AICDA ap NINYEHHble NMMPaTUYECcKUne y3nbl 1 D80.5
3apofbilleBble LLeHTPbI

Hednunt UNG ap YBenunueHHble numdatnyeckne D80.5

UNG Y3/1bl 1 3apOAbILEeBble LIeHTPbI

Hednunt Taxernble 6akTepuranbHble

INOSO INO80 ap MHbeKLM D80.5
HacnepctBeHHas oTAroWweHHOCTb

J,\:lAESTi'I/éLWIT MSH6 ap MO OHKOJOTMY UV Hannuve D80.5
B aHaMHe3e
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Tabnuua 4
FymopanbHbie HapyLLeHNA C HOpMalnbHbIM YpoBHeM B-Knetok
. MyTauunn
HedeKT Taxenbix yenen MoxeT npoTekaTb
Ig v ap 6eccMMnToMHO D80.3
del 14932
Hedununt IGKC IGKC ap BbeccumnToMHO D80.3
O6bIYHO 6ECCUMNTOMHO, MEHBLLUWH-
" . CTBO MOXET MMETb NSIOXON OTBET
3gnv|posar:H:m AeduuuT - - aHTWTeN Ha cneunduyeckme aHTmre- D80.3
cybrnaccoslg Hbl 1 peLuanBupytoLLne BUpYCHble /
6aKkTepuranbHble nHbeKuUn
Jeduunt cybknaccos IgG Peungmsunpytowme 6aktepranbHbie
n aedununt IgA - - nHbeKLUm D80.3
. BbakTepunanbHble MHGeKUUN, ymepeH-
CenekTusHbIN gedpnumt IgA - - Hble ayTOUMMYHHble peaKkLum D80.2
Cneumnduryeckan aHTUTENbHaA C 6 :
He0CTaTOYHOCTb C HOPMasbHbIM HIPKEHHAA COCODHOCTL NPOAYLM
- - poBaTb aHTUTeNa K cneyrdruyecknm D80.6
ypOBHeM Ig 1 Konnuectsom SHTVFEHAM
B-kneTtok
HopmarnbHasa cnocobHoCTb NpoayLum-
ToaH3MTODHAR MIaZeH eCKas poBaTb aHTUTENa K BaKLVHHbIM aHTW-
P P A - - reHam, o6blYHO He CBA3aHHbIM D80.7
runoraMmmarnobynmHemms
CO 3HAUNTENbHbIMY
NHPEKLNaMM
CnneHomeranus, numdoageHonaTus,
Cunapom aktysauum CARD 11 CARD11 (GOF) ALl | cnabbiit BakUMHaNbHbBIN OTBET D80.9
MHeBMOKOKKOBas / 6akTepuranbHas
CeneKkTuBHbIN gedunumT IgM - - NHeKLMs D80.4

[as onrrumuszanuu puarHoctuku [TW/I, co-
IPOBOXKIAIOIINXCSI MPEAPACIOAOKEHHOCTHIO
K HH(EKIITHOHHO-BOCIIAAUTEABHBIM 3200A€BaAHHU-
aM, EBponetickum u [lanHamepukaHCcKUM 00611ie-
crBaMu uMMmyHozneduiuto (ESID PAGID) 6p1au
pa3paboTaHbl CACAYIOIHE KPUTEPUH PUCKA!

1. YacTble 3a00A€BaHUA BEPXHHUX AbIXATEAb-
HBIX ITyTEH:

* MOIIIKOABHUKU: 9 U Goaee pa3 B rof;

* IIKOABHUKU: 5—6 1 6oaee pas3 B rox;

* B3pocable: 3—4 u Goaee pa3 B Tof.

2. Boaee 1ByxX CHHYCHUTOB B T'O[.

3. AuTubakTepuasbHas Tepanus 6oaee 2 Me-
CHIIEB C HEJOCTATOYHBIM 3(PPEKTOM.

4. Boaee AByX THEBMOHUH B I'OJ.

5. [ToBTOpHBIE TAKEABIE THOMHbBIE MH(PEKITHU
KOXKH, abCIIeCcChl BHYTPEHHUX OPraHOB.

6. PertmnuBupyronmii KaHAUI03 KOXKH U CAU-
3UCTBIX AWIL CTApPIIIEe OLHOTO Toaa.

7. Heo6X0AUMOCTE UCIIOAB30BAHUSA BHYTPHU-
BEHHOI'0 BBEICHUST aHTUOHUOTHKOB JIAS KOHTPOAS
HaZ MH(PEKIIMOHHBIM IIPOIIECCOM.

8. [IBa u Ooaee 5MH304a TAKEABIX I'eHepa-
AU30BAHHBIX UH(QEKIIHUN (CEIICHUC, OCTEOMHEAUT,
MEHUHTHUT U [Ip.).

9. OnnopryHuctryeckue nHdpekmuu (Pneu-
mocystis carinii u op.).

10. Haan4gue B cemeifHOM aHaMHe3€e cCMepTel
B paHHEM BO3pacTe C KAMHHUKOH HH(PEKITMOHHBIX
3aboAeBaHUE HAW BBISIBA€HHOTO HMMYHOIE(MU-
ITUTHOTO COCTOSTHHUS.

JlaHHbIe IPHU3HAKHU B COYETAHHUH C JAHHBIMHU
DPYTHHHBIX aHAAN30B (OHOXMMITYECKHH aHaAN3 KPOBH
C OIIpeIEACHHEM YPOBHS CBIBOPOTOYHOIO OeAKA 1 €TO
bpakxITHii) IT03BOASIIOT 3aII0M03PUTE Haanywre [TH/].

Ecan muarHo3 He yCTaHaBAMBAETCS CBOEBPE-
MEHHO, OAS JAHHOH I'PYIIIIEI OOABHBIX XapaKTePHO
OpICcTpOE (hOPMHPOBAHHE OCAOKHEHHH, XPOHHIYE-
CKH TEKYIIIHX TSIKEABIX HH(EKITHMOHHBIX IIPOIIEC-
COB (HampuMep, PopMHUPOBaAHKE GPOHXOIKTA30B).
Haa cuMmrnroMorommaekca ITH/] ¢ HapyleHuaMu
B r'ymMopaabHOM 3BeHe (OBH/, X-cliennaeHHasa aram-
MaraoOyAMHEMHsI) XapaKTePHO HAAMIHE ITPH3HAKOB
ayTOMMMYHHBIX ITPOIIECCOB, 3A0KaYECTBEHHBIX HO-
BOOOpa30BaHUi, 0COOEHHO AMM(OHIHBIX OPTaHOB,
a TaKsKe BOCITAANTEABHBIX OOAE3HEH JKeAYI0IHO-KH-
meyHoro TpakTa (2KKT), mpoaBagrolxcs auapeei.

B Tabaulie crpynmupoBaHBI KAMHHYECKHE
CHHOPOMEBI, KOTOPbIE BCTpedYaroTCd y Hauboaee
gacTeix [IM]] ¢ HapyllIeHuEM CHHTE3a aHTHUTEA.
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Tabnuua 5
KnuHunyeckue cungpombl npu Hanbornee yacto BcTpevawwmxca MAL ¢ HapywieHeM CUHTE3a aHTUTenN
KnuHnueckne
MepBuYHbIE UMMYHOAEPULINTDI
CUHAPOMbI
MNopaxeHne Y Bcex 60sIbHbIX NpY 06LeM BaprabesibHOM UMMyHoaeduumTe, runep-lgM-crHapome,
BEPXHMWX Y HUXKHUX [bIXaTeNbHbIX arammarnobynuHemun bpyToHa; y 605bLIMHCTBA 60/bHBIX NPY CHAPOME BuckoTTa —

nyTemn
CMHAapome

Onpapuvya, aTakCun-TeNnleaHrMosKTasnm, cenekTmesHom feduuunte IgA, runep-IgE-

KoXHbIn cnHgpom

Y Bcex 60nbHbIX — Npu IgE-crHapome; y 60nblUMHCTBa 6OSIbHBIX — MPU CUHAPOME
BrickoTTa — Ongpurya, XpOHUYECKO rpaHynemaTosHo 6onesHu, runep-lgM-cuHgpome,
arammarnobynuHemun bpyTToHa

[MopaxeHne
KenyaoyHO-KMLLIEYHOTO TpaKTa

Y 60nblWNHCTBA 6ONbHBIX — NPY CMHAPOMe BuckoTTta —-Ongpuua; y 20-40 % — npu
runep-lgM-cnHapome, arammarnobynuHemun BpyTToHa, 0bLwelt BaprabenbHon M-
MYHHOW HEAOCTAaTOUYHOCTY 25 %, aTakCMM-TeNleaH-TMo3KTa3mnm

N3meHeHuna MMnepnnasua — Npu XpoHMYECKoN rpaHyneMaTo3Hon 6onesHn, cuHapome BuckoTta —
NMMPONIHbIX Ongpwvya, npu runep-lgM-cnHgpome; runonnasus — npu obuein BapnabenbHoM M-
opraHos MYHHOW HeloCTaTOYHOCTU, arammarnobynuHemmm bpyTtoHa

AyTOoMMMyHHasA B 20-50 % cnyyaes - npu araMmmarnobynvHemmmn bpyTToHa, obLein BaprabenbHoM
natosiorua UMMYHHOW HeAOCTaTOYHOCTU, Npu runep-lgM-cnHapome, cenekTBHoM feduuute IgA
Annepronatonorus Y Bcex 60sbHbIX — Npu runep-IgE-cuHapome, cuHapome BuckotTta — Ongpurya;

B 6-23 % cnyyaeB — npw cenekTreHoMm aeduunte IgA, arammarnobynnHemumn bpyToHa,
runep-lgM-cuHgpome, npy o6uein BapuabenbHOVM IMMYHHOW HEAOCTaTOYHOCTH

3noKayecTBeHHble onyxonu

B 6-20 % cnyyaeB — Npu aTakCcMmU-TesleaHrmosKTasum, cuHapome Buckorta — Ongpuua,
arammarnobynuHemun BpyToHa, o6ule BaprabenbHoM MMMYHHOWN HeJOCTaTOYHOCTH

AabGopaTopHaa auarHocTuka ITHU

C HapylUI€eHHEM CHHTe3a aHTHTEA

1. ITpu fOCTYIIHOCTH JAHHOTO BUAA UCCAEI0-
BaHHsa HEOOXOOUMO: OIIpeeACHHEe COMEPIKAHUI
u30TUIOB Ig B ceiBopoTKe KpoBuU: IgG, IgA, IgM
C MHTepIIpeTalel pe3yAbTaToOB B COOTBETCTBUU
C BO3PaCTHBIMH HOPMaMH.

OmpeneaeHune conepkatHug rmoakaaccosB IgG:
Pe3yAbTaThl HHTEPIIPETUPYIOTCE B COOTBETCTBHUH
CO CIOCOOHOCTRIO BhIpabaThIBATh CIIEIIU(H-
gyeckHe aHTuTeaa. OIpeneseHHE COLEpPKaAHUSA
u (peHOTUITMPOBaHNE B-AMEMOITUTOB C ITOMOIITHI0
MOHOKAOHaABHBIX aHTUTea CD19 (CD20, CD21).

B Tabauiie 6 ipeacTaBA€HBI OCHOBHBIE A€KAP-
CTBEHHBbIE IIpernapartbl, IIPUEM KOTOPBIX MOKET
IIOBAMATH Ha Pe3yAbTaThl UCCAE€IOBaAHHL IIOKa-
3aTeAel UMMYHOTAOOYANHOB.

2. OBIIEKAMHUYECKUH aHaANu3 KPOBHU C A€H-
KoITUTapHOH (popmyaoii u COI.

XapaKkTepHOH 0COOEHHOCTHIO y IAIIMEHTOB
OPU OOIIIEKAMHUYECKOM OOCAE€IOBAHUH SIBASIET-
Ccd OTCYTCTBHE A€HKoOIMTO3a U ycKopeHuda COOD

B OCTPBIH NEPHON UAU Ilepuon oOOCTPEeHUd HMH-
(PEeKITMOHHOTO 3a00AEeBaAHHUS.

3. OO0t aHaAU3 MOYH.

4. BuoxuMudecKu aHaAnu3 KpOBHU: OTMEYAET-
Csl THIIOTAMMAarAOOYAMHEMUS C PA3HOM CTEIIEHBIO
BBIPaKE€HHOCTH, BO3MOXKHO CHHIKEHHE YPOBHS
obO1rero 6eaka.

[Tpu oTCYyTCTBUH BO3MOXKHOCTH UCCAEIOBAHUSI
YPOBHS U30THUIIOB UMMYHOTAOOYAMHOB A, M, G —
oIrpeeAcHUE YPOBHS 00IIero 6eaka u 0EAKOBBIX
dbpakui MOXKET CAYKHUTh CKPUHHUHIOBBIM Me-
TomoM auarHocTuku [1M/] ¢ HegocTaTOYHOCTLIO
CHHTE3a aHTHUTEA.

5. BakTepHoAOTHYECKHE HCCAEIOBAHUS CO-
JEP3KUMOTI'0 U3 04aroB MH(EKIIUH C OIIPENEACHHUEM
YyBCTBUTEABHOCTU K aHTHOHOTHKAM.

6. [IluarHOCTUKAa BUPYCHBIX MHPEKIIUU Me-
Tomom IIIP (remarurer B, C, BUY, LIMB, 3BEB).
OnpeneaeHHUe YPOBHA aHTUTEA K MH(PEKITHOHHBIM
aHTHUTEeHaM MOXKEeT OBbITH HEMH(OPMATUBHO.

7. MOAEKYyAIPHO-TEHETHIECKOe 00CAeIOBaHIE
110 TIOKa3aHUSIM.

Tabnuua 6

XapaKTep BNusiHNA IeKapCTBEHHbIX CPEACTB
Ha pe3ynbTaTbl KNVHNYECKUX 1aGopaTopHbIX MCCef0BaHNI NOKa3aTenell UMMYHOrNo6ynHOB

AHanus

3aBbiweHne pe3ynbTaTa

CHMXKeHune pe3ysbTaTa

NmmyHornobynuH A [JaHHble oTCyTCTBYIOT

Kap6amasenuH, AeKCTpaH, 3CTPOreHbl, MeTUNpes-
HV30/10H, NepOopasibHble KOHTPaLENTVBbI

NmmyHornobynmH G

AcnaparunHasa, MeTafjoH, MeTUAoMa,
HUTPOPYPAHTOUH, MPONUATMO-YpPaLu

[ekcTpaH, npenapaTbl 30/10Ta, METUANPEAHN3O0MOH

NmmyHorno6ynus M

XnopnpomasuH

[lekcTpaH, npenapatbl 30/10Ta
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8. ITpu HEOOXOMUMOCTH UCKAIOYECHUS IEPUITH-
Ta CEAEKTHBHBIX aHTUTEA OLIEHHUBAIOT THUTP aHTH-
TeA K OEAKOBBIM U IIOAUCAXaPUAHBIM aHTUTeHAM
(mocTBaKIMHAABHBIN UAW ITOCTUH(PEKIINOHHBIN).

JIAST OLIEHKH aHTUTEA000Pa30BaHUs HA GEAKO-
Bble aHTHUIeHBI HccaeayioT IgG K pudreputinoMmy
U CTOAGHIYHOMY aHATOKCHHAaM Hau K Haemophilus
influenzae Tumna B. [Iag olleHKH OTBeTa Ha IIO-
AUCaxXapUAHbIE aHTHUTEHBI IIPUMEHSIOTCS ITHEB-
MOKOKKOBas ¥ MEHHHIOKOKKOBas BaKIIMHbBI, HE
comepkalme 6eAKOBBIX HocuTeAeH. OIIeHKY CITO-
COOHOCTH aHTHUTEA000PA30BAHNS IIPOBOALAT Yepe3
3-4 HemeAHW mocAe BaKIIMHAIIUU. ANEKBATHBIM
IPUPOCTOM IBASIETCS 4-KpaTHOE YBEAWYEHHE OT
HCXO/THOTO YPOBHS. [Ipr COMHUTEABHBIX PE3yABTa-
Tax IPOBOAAT IIOBTOPHYIO OIIEHKY depe3d 3—4 He-
nean. Pe3yabTaThl OIIEHHBAIOT C yYETOM Bo3pacTa
6oarHOTO. lCccaemoBaHMe TOCTBAKIIMHAABHOTO OT-
BeTa B Bo3pacTe O0 3 AeT MaArOHMH(OPMATUBHO [5].

AuddepennnasbHasa AHATHOCTHKA

y naunuenToB I[IH]/] ¢ HapyuieHHEM

CHHTe3a aHTHTEeA

1. 3aboaeBaHus, COIIPOBOKIAOIINECH IIO-
Tepel Oeaka (He(ppOTHUIECKHH CHHIAPOM, SKCCY-
[JaTHUBHAas SHTEPONAaTHd U IP.).

2. Omyx0Au AUM(OUIHON TKAHH (AUM(OMEI,
THUMOMaA).

3. MueaogucCriAaCTUYECKHUH CUHIPOM.

4. OGuUABHBIE KPOBOIIOTEPH (TpPaH3UTOPHAS
TUIIOraMMarA00yAMHEMHUS).

5. [Tobounble 3pheKTHI OT IIpHeMa HEKOTO-
PBIX T'PYII IpenapaToB, CIIOCOOHBIX BBEI3BATH
BpeMeHHOe cHuxkeHue [gG nam IgA (kamTorpua,
XAOPOXHWH, THAPOKCUXAOPOXHH, KapbaMasernH,
¢peruronH, HIIBII (kAo eHak), cyabhacaras3vH,
COAM 30A0Ta, IIEHHUITUAAAMUH).

6. [Ipyrue reHeTHYECKUE 3a00A€BaHUS, ITPO-
TEeKAaIIlHe C UH(EKIIHOHHBIMU ITPOSBACHUSIMU
(MykoBHCIIIO3 U Ap.) [4].

Aeuyenue

Ycnex Tepanuu 00abHBIX ¢ [TU/] rymopanb-
HOTO 3B€Ha UMMYHHUTETa 3aBHUCHUT OT MHOTUX
daKTOPOB: B IEPBYIO OUYEPEb, IPUBEPKEHHOCTH
GOABHOI'O K A€YEHHIO, CBOEBPEMEHHO HAYATOH
Teparnny, THAUBUAYAABHOTO IOAXOMN K BBIOOPY
OIITUMAaAbHOM Tepanuu, NIPEeeMCTBEHHOCTH Ha
Bcex aTanax AedeHus. OCHOBHBIMHU HallpaBA€HHU-
AMHU B A€YEHUHU NJAaHHOIO KOHTUHIEHTA OOABHBIX
SABASIOTCS:

1) 3amecTuUTeAbHAsS Tepallusd IIpernapaTaMu
BBUT;

2) mpopuaaKTUKA 1/ UAH Tepalus HHPEKIIU-
OHHBIX ITPOSIBACHUH;

3) Teparnysa HeMH(EKITNOHHBIX IPOSIBACHUH;

4) KOPPEKIIUSA OCAOKHEHUH UMMYHHOM IHC-
PETYyAILINH — DHTEPOIIATHH, IPaHyA€MAaTO3HBIE
IIPOIIECChI, 3A0KAYECTBEHHBIE HOBOOOPA30BAHUSI
u ap., (mpeuMyiiecTBeHHO y 0oapHBIX OBI/I).

[Toxkn3HeHHAasT 3aMeCTHUTEeAbHAas Tepanud
npenapatamu BBUI aBageTcss OCHOBHBIM METO-
JIOM A€YEHHI I'YMOPaABHBIX HMMYHOAE(OUIIUTOB.
OcHOBHa4 IIEAb A€YEHUH — IPEAOTBPAILCHHUE HH-
(PEKITMOHHBIX OCAOKHEHUH.

B Hacroginee Bpemsa B PO 3aperucTpupoBaHbl
nBe POPMEI IIPEIIapaToB A 3aMEeCTUTEABHOH Te-
panuu: BHyTPUBEHHbBIH HMMyHOTA00yAuH (BBUI)
U UMMYHOTAOOYAWH [AS TIOAKOKHOTI'O BBEICHUS
(IIKWT). TIpu BHyTpUBEHHOM BBEOEHUH KpaT-
HOCTBb BBeIeHUS cocTaBaseT 1 pa3 B 3—4 Heneaun
HMAHM Yallle, eCAU 3TO TpebyeT cocTogHue GOABHOTO.
[Ipu IOAKOKHOM BBEIEHUH UMMYHOTAOOYAMH BBO-
outcd 1 pa3 B 1-2 HezmeAu, JaHHBIY BUIL TePaITUH
HOApPa3yMeBa€eT CaMOCTOATEABHOE BBEICHUE I1a-
IUEHTOM, YTO MOZKET IIOBBICUTD IIPUBEPKEHHOCTD
HanueHTa K ACYEeHHIO.

Kpome Toro, B KAMHHYECKOM IIPaKTHKE HC-
IOAB3YIOTCS KakK S5 %, Tak u 10 % BBUI'. Bce
10 % BBUT BrITycKaroTcd B opMe TOTOBOTO pac-
TBOpA A UH(PY3UH, a HE AMOPHAM3ATA, bAaaroaapst

7. Opyrue. YeMy UCKAIOYEH PUCK KOHTAMHUHAIINUH IIpernapara
Tabnuua 7
JlabopaTopHas guarHocTuka Hanbonee yacto BcTpevatowmxca MU c HapyweHem cMHTe3a aHTUTeN
Nsotnnbi Hopma XLA CenektuBHbI | nnep- oBuAa
VIMMYHOrNo6ynnHoB n gpyrue aramma- | geduuut IgA IgM
(mr/pn) rnoGynuHemumn
Ig A (mr/pn) 100-350 <20 <7 <7 CHuXeHune
Ig M(mr/pn) 80-250 <20 Hopma >300 CHWKeHue nnm Hopma
<450-500 mr/pn
Ig G(mr/pn) 900-1800 <200 Hopma CHXeHNe (y B3pOCAIbIX), CHItKEHMe
Ha 2 CTaHAAPTHbIX OTKJIOHEHNA
OT BO3pacTHOW HOPMbI (y fieTel)
M3meHeHus BaprabenbHbl
- 0 -
B-numo. (%) 5.19 <1% Hopma Hopma (OT HOpManbHbIX 3HaYeHUIA
calo [0 PEe3KOro CHUXKEeHNA
<1 %)
T-numa. (%) Bapua-
I3 55-80 Hopma Hopma 6enbHO BapurabenbHo
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IIPH €TI0 PACTBOPEHUH, CHHUXKAETCH PHCK BO3HUK-
HOBEHUSI IIOTPENIHOCTEN pas3BeNeHHUd U II0AyYE-
HUS TUIIEPOCMOASIPHOTO pacTBoOpa, IPUMEHEHHE
KOTOPOI'0 MOXKET IIPUBECTH K Pa3BUTHUIO TPOM-
OOTHYECKHUX OCAOKHEHHUH, TaKXKe COKpAalllaeTCd
BpeMs IIOATOTOBKHU K MH(y3uu. Kak 5 % BBUD
3apy0esKHOro ITPOU3BOACTBA, TaK U POCCHUHCKO-
IO IOAYKHBI XPaHUTCH B XOAOJUABHUKE BO BpEMsI
TPaHCIIOPTUPOBKU U Ha ITPOTSAXKEHNUU BCETO CPOKA
ronHocTH, B oTandue oT 10 % BBUI'. Hapyiienue
TeMIIEpaTypHOIo pexxuMa xpaHeHuda S5 % BBUT
MOXKeT ITPUBECTH KaK K CHUXKEHUIO 3(P(PeKTHUB-
HOCTH, TaK U Pa3BUTHIO ITI000YHBIX pPeaKIUH IIpHu
UX IPUMEHEHWH, CBI3aHHbBIX, B YaCTHOCTH, C 00-
pasoBaHUEM JUMEPOB U arperarosn [3].

CoraacHo pekomeHnanuam BO3, BBUT pas-
AWYHBIX IIPOU3BOAUTEAEH HE MOTYT paccMaTpH-
BaTbCs KaK 9KBUBAaACHTHBIE, TAK KaK HE SIBASIOT-
cqa mxeHepukamu. BBUTL umeroT pasHbIld criocob
IIPOU3BOACTBA, COCTaB, coaepxaHue IgA u IgM,
cocraB cybraaccoB IgG, criocoObl 1 KOAHYECTBO
cTagu¥ MHaKTUBAIIUH U 3ANMHAHAIIUU BUPYCOB.

Y4uTeIBag PHUCK Pa3BUTHUSA KH3HEyrpoxKa-
IOIUX aHaA(UAAKTHUYECKHUX peakIyi, 00ycAOB-
A€HHBIX HAAMYHEM aHTHUTEA K IMMYHOTAOOYARHY
Kaacca A, ypoBeHb IgA noaskeH OBITH IIPOIKCAH
B MHCTPYKIUHU K IIperapary M He IIPEeBBIIIATH
3a9BAE€HHBIH.

3amectureabHasa Tepanud BBUIT ucroabsy-
€TCsI B PEKHUMeE HaCBIIIEHUS 10 JOCTHUXKEHUS I1e-
A€BOro IIpeTpaHcdy3roHHOro ypoBHH IgG (aumiam
C BIIepBbIe BBIIBACHHBIM IHATHO30M, AM00 AHIIAM,
He ITOAYYaBIIINM paHee afleKBaTHOMN 3aMeCTHUTEAD-
HOH Teparnui, a TaK>Ke I[IOCAE BCEX IIEPEHECEHHBIX
CepPbe3HBIX NH(PEKITHOHHBIX 3ITH30/10B).

Cxema 3amecmumenvHOlU umMMyHomepa-
nuu 6 pexume HaCblWeHUsL:

BBWUT": 1 pa3 B 3-4 Heneau B no3e 0,6-0,8 r/
KT Beca OOABHOIO, /1033 U KPATHOCTb BBEIEHUS
[OAKHA OBITH HHAWBUIAYyAAU3HPOBaHA B 3aBUCH-
MOCTH OT KAMHHYECKOU CHUTyalluH (Y IIallHeHTOB
C XPOHUYECKHUMH 3200A€BaHHUSIMHU ACTKHX HAH JKe-
AYIOYHO-KHIIIEYHOTO TpaKTa IIEPHUO/, IIoAypacIiaga
BBOJIHMMOI0O IMMYHOTIAOOYAVMHA COKPAIaeTCH).

[Tpu pmocruxkeHuu ypoBHe¥ IgG He HUXKe

6-8 T'/A MAW ITPU AMKBHIAIIUU aKTUBHOCTH HUH-
(PEKIIMOHHOTO IIPoIlecca MOXKHO IIePeXOaAUTh Ha
PEXUM MOAAEPKUBAIONIEH ITPOPHAAKTHIECKON
HUMMYyHOTEpPaINU.

Cxema noddeprkuearoweii 3amecmumens-
HOU UMMYyHOMepanuu:

BBUT": 1 pa3 B 3—4 ueneau B no3e 0,4-0,6 r/Kr
Beca 0OABHOTO.

[Tpu HapyIlIeHUSIX PETYATIPHOCTH IIOANEPKU-
BaloIlle¥ 3aMeCTUTEABPHOH UMMYHOTEPAIIHUH (IIpU
IIPOIIyCKax CBBIIIE 1 MecsIla) HAU IIOCAE BCEX Ce-
PBE3HBIX HH(PEKITHOHHBIX 3ITH30/10B HE0OOX0AMO
BO3BpallleHUE K PEKUMY HaChIIeHus. [TobounbIe
acpdexTs! Tpu npuMmeHennu BBUT BcTpeuarorcs
IIPUMEPHO y S5 % HarueHTOoB.

Hauboaee BeposTHBI OHU IIPU II€PBOM BBe-
JEeHUN UMMYHOTAOOYAMHA U BO3HUKAIOT BCKOpPE
II0CA€ HadyaAa BBEIEHUSI, HAU B T€UEHHE IIE€PBBIX
30-60 mMuHyT.

BoabmuaCcTBO 060YHBIX 9PEKTOB CBI3aHO
C OTHOCHTEABHO BBICOKOM CKOPOCTBHIO BBEIECHUS
BBUTI 1 MmokeT OBITH KyIIUPOBAHO IIPY CHUKEHUN
CKOPOCTHU BBEIEHHUS HAU BPEMEHHOH OCTaHOBKE
nH@y3un. B cayuae BO3HHKHOBEHUS THKEABIX I10-

Tabnuua 8

CranpapTtHblie npenapatbl BBUI, paspeweHHble Ana KNNHN4YecKoro npuimeHeHua B Poccun

an?1 ToproBoe HasBaHue MponssoguTtennb
1 | FamumyH H 5 % Bayer Corporation, CLLUA
2 |W.I.BeHaHW.B.5 % Kedrion S. p. A. Utanua
3 | WHTparnobuH 5 % Biotest Pharma GmbH, lfepmaHusa
4 | OkTaram 5 %, 10 % Octapharma Pharmazeutica Productions GmbH, AscTpus
5 | XymarnobuH 5 % Human Serum Production and Medicine Manufacturing ColLtd, BeHrpusa
6 | dHpgobynuH C/1 Baxter AG, ABcTpusa
7 | NpuBnpxeH 10 % CSL BEHRING, AG
8 |WHTpaTekT 5% (Biotest Pharma Gmbh), fepmaHus

9 | Knosur 10 %

Baxter CA, benbrus

10 |lamyHekc 10 %

Talecris Biotherapeutics Inc, USA

11 | ®neboramma 5 %

WHctuTyTo Mpndons, C.A. cnaHus

12 | NeHTarnobuH 5 %

(Biotest Pharma Gmbh), fepmaHus

13 | FabpurnobuH 5 %

Mockosckuin HAN snugemmnonornn
1 Mukpobuonorum um. IH. fabpuyesckoro, Poccua

14 | IMMyHOBEHWH 5 %

QOrYMNHMO «MukporeH»
MwuH3gpascoupassutua Poccum
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004HBIX 9(pPEKTOB (TEKEeAasT TUITOTOHHS, KOAAATIC)
BBeJICHHE IIperapara CAeQyeT IIPEKPaTUTD; MOXKET
OBITH II0OKa3aHO BBEAEHHE aIpEeHAaANHAa, TAIOKO-
KOPTHUKOUIOB, aHTHUTHUCTAMUHHBIX ITpeIiapaToB
U [1Aa3MO3aMeIAOIIHNX PACTBOPOB BHYTPHUBEHHO.
[Taoxas IepeHOCHMOCTb HMMYHOTAOOYANHOB (I10-
BEIIIIEHHE TeMIIepaTypbl, 03HOO, cAaboCcTh, 00An
B JKUBOTE) He SIBAFETCS IIOKa3aHHUEM AT OTMEHBI
A€YEHUS. ITUX PEaKIIHY B a0COAIOTHOM OOABIITHH-
CTBE CAy4aeB MOXKHO M30eKaTh IIPU [IPOBELEHUH
IpeMenuKAalluU: IIPEeTHU30A0H 25 MTI, HAU IeKca-
MeTas3oH 4 Mr B/M. [5, 7].

Oco00 CTOUT OTMETUTD, UTO BBeneHue BBUT
SABASIETCS IIPOTUBOIIOKAa3aHueM Y 60AbHBIX ¢ [TH/]
IgA B cBs13U C BBICOKUM PUCKOM Pas3BUTUL aHA(DU-
Aakcuu. Takum nnarmednTam BBUT BBoaAaT TOABKO
10 JKU3HEHHBIM I[I0Ka3aHHUSIM U C MUHHUMAaABHBIM
conmepkaHueM IgA B cocraBe BBUT [7].

Hecmotps Ha TO, 9YTO AAST OOABIIIMHCTBA OOAB-
BBIX OB/ XapaKTepHbI TS¥KEAbIE PELIIIUBHPYIO-
e HHGEKIY, 0K0AO 10 % IIarieHToB MOTyT He
UMeTb KAMHUYECKH 3HAYUMOT0 HH(EKIIHOHHOIO
cueapoMa. B Takux caydasax mepBbIM M eIHH-
CTBEHHBIM CHMIITOMOM B T€YEHHE NANUTEABHOI'O
BpPEMEHH MOXKET ObITh IIPOSIBACHHS HMMYHHOU
[OUCPETYASIIY. YTBEPKIAEHHBIX MEXKIYHAPOTHBIX
PEKOMEHIAIlNH Ha OCHOBAHUU NOKAa3aTeAbHOU
MeOUIUHBI 110 A€YEHUIO OCAOXKHEHUU HUMMYyH-
HOH mucCperyAadiiviu HeT. PekoMeHayeTcd Iiepen
Ha4YaAOM IIPOBeZleHUs OHOIICHU B Ka4ecTBe Iep-
BOM AMHHM TepaIliy HUCIIOAB30BaTh CHCTEMHBIE
'KC B cpemgHeTepaneBTHYECKUX [103aX, IIPH He-
9(pPEeKTUBHOCTH pacCMaTPUBATE APYTHE CXEMBI
AedyeHUd. [ToAOKUTEABHBIN 3PPEeKT OTMedaeTcs
IIPU HCIIOAB30BaHUH PUTYKcHMaba, MHMAUKCH-
Maba, a3aTHOIIPHHA, MUKO(EeHOoAaTa MOETHAA,
cupoauMyca [5].

[Ipr HEOOXOOHMMOCTH HCIIOAB30BAaHUS [IAU-
TEABHBIX KyPCOB HAW BBICOKHUX D03 UMMYHOCY-

npeccuBHoOM Tepanuu (cucreMmuble 'KC u ap.)
eaecoo0pa3Ho TIIATEAPHOE MOHUTOPHPOBAHHE
BHPYCHBIX U 0aKTE€PHAABHBIX HH(MEKIUH U IIpU
HeoOXOOUMOCTH IIPOBeAeHUe caHauy. HaunHats
Tepannuio HeobxXxonuMo Ha (poHe ameKBaTHOTrO
HACBIIIIEHUS UMMYHOTAOOYAHAMH, 00s13aTeABHO
KOHTPOAHPOBATE IIPETPaHC(pY3NOHHBIH yPOBEHb
Ha poHe AedYeHUd U IIPH HEOOXOIAHUMOCTH IIPOBO-
OUTH KOPPEKTUPOBKY MI03bI.

OCAOKHEHHA H IPOrHo3 y GoabHEIX OBHU/

[IpuMeHeHHe KOMOMHHUPOBAHHOH Teparnuu
C HCIIOAB30BaHUEM PETYASIPHBIX BBEAEHUN HM-
MyHOTAOOyAVHA W aHTHOHOTHKOB 3HAYHUTEAD-
HO yAydIllaeT ITPOrHO3 3aboaeBaHus. CoraacHoO
NaHHBIM MEXAyHapoaHBIX HCCAENOBaHUH Ha
OOABIIION BBIOOPKE, IEPHUOL KU3HHU ITaIlEeHTOB
c HekoTopweIMU popMmamu [IHM/] ¢ HapyleHHEM
aaTUTeA00OpasoBanus (OBUH, X-cnenaenHas
araMMarao0yAMHEMHUs, CEAeKTHUBHBIN IeUIUT
IgA u mopkaaccoB IgG) npubanzkaercs K 310po-
BOH IIOIIyASIIIHH.

CoraacHoO ApPyTHM JaHHBIM, II0OKa3aTe€Ab CMEPT-
HOCTH 4Yepe3 25 AeT II0CAE IIOCTaHOBKH AHarHo3a
paBeH 24 %. OCHOBHBIMU NIPHYUHAMU CMEPTH
aBagioTcs auMdoma (18 %), 1 xpoHHYecKHue 3a-
O0oaeBaHMs AeTKUX (11 %). ITpu aTOM, YEM CHABHEe
ObIA 1ebUIIUT CBIBOPOTOYHBIX IgG 1 HemocTaTo4-
HOCTb KAETOYHOH (DYHKIINH, TEM PaHbIIIe IIOrHbaA
namueHT. [lokazareab 20-AeTHEN BEIZKUBA€EMOCTH
He IpeBbIMaeT 64 % cpeau AHUIL My>KCKOTO I10Aa
u 67 % cpenu >KEHCKOro IioAa (II0 CPaBHEHHIO
c 92 % u 94 % B ocTaabHOH IOIyAdIuH)[2, 4].

HecmoTtpsa Ha TO, uTO Ha (pOHE 3aMECTHUTEAD-
HOM Tepamnuu IPOAOANKUTEABHOCTb U KadeCTBO
KU3HU y 0oabHBIX ¢ OBU/l He oTAmMuaeTcs OT
IIPONOASKUTEABHOCTH U KadecTBa KH3HU B 00111
TIOILYASIITUH, OTMEYaeTCsl HU3Kasl [IPUBEPKEHHOCTD
K Teparuy Cpeay JaHHOTO KOHTUHIeHTa OOABHBIX.
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