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CIIACOK COKPAIIIEHUI

AnAT —anaHuHaMHHOTpaHC(epasza

AcAT —acnapatamuHoTpaHcdepasza

AL — aneTnnyucTenH

BBUI" — BHYTpUBEHHBIN UMMYHOTJIO0YITHH

BUY — Bupyc MMyHOZepHIINTA YEIOBEKA

I'TTII —rmroTaMUHTpaHCOENTHIA3A

I'KC — ri1r0KOKOPTUKOCTEPOUIBI

KKT —xenyn04HO-KHUIIEUYHBIA TPAKT

KP - knuHMYeckue pekoMeHaauu

JIAL - nakTaTaeruaporesasa

MKBb-10 —mexnynapoanas kinaccudukanus 6one3nerd 10 mepecmoTpa
HIIBII — HecTepouaHbie MPOTUBOBOCHIATUTEIbHBIC MTPEAPAThHI
OBHUH —o6mas BapuabenbHast UIMMYHHas! HEZIOCTaTOYHOCTD
[I']] —1pexosiias runoraMmmario0yIuHeMus aeTen

[N ]] — nmepBUYHBIN UMMYHOAEPUITUT

[P —nonumepa3Has enHas peakius

PAAKU —poccuiickas accouuanus auieprojioroB ¥ KIMHUYECKUX UMMYHOJIOTOB
V3U — ynbTpa3ByKOBOE UCCIEAOBAHUE

®OBJ] - pyHKIIMS BHEIIHETO JABIXaHUS

OKI' —»snekTpokapauorpamma

Btk — BpyToHOBCKasi THPO3MHKHHA3A

HIGM — runep-IgM cunzpomsl

IgA —ummyHOTNIOOYIIMH A

IgE —ummyHOTIIOOYIMH E

I9G —ummyHorOOYTMH G

IgM —ummyHOTrIOOYNIMH M

RW  -peaknus Baccepmana

XLA — X-cuemieHHast araMMario0yTHHEMUs

CD3+, CD4+(CD8+,CD19+ -knactepsl nuddhepeHITUPOBKA TUM(OITUTOB
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METOAOJIOT U

MeToabl, HCIOJIb30BAHHBIE VIS COOPA/CeSIeKIINHT I0KA3aTeIbCTB!
[Touck B 5NEKTPOHHBIX 0a3ax JAaHHBIX.

Onucanne MeTOI0B, HCIOJIb30BAHHBIX I cOOpa/cesIeKIINU 10KA3aTeIbCTB!

Jloka3zaTenbHON 0a30ii sl peKOMEHAAINN SBIISIOTCS IMyONUKALUY, BOIIEAIINE B 0a3bl JAaHHBIX
EMBASE u PubMed/MEDLINE, nanHble MEKIyHAPOAHBIX COTJIACHTEIBHBIX JOKYMEHTOB ITO
nepBuuHbIM uMMyHoaedummram (Primary immunodeficiency diseases: an update loa t
classification from the international union of imnalogical societies expert committee for
primary immunodeficiency. Front Immunol. 2014 Ap?;2:162. Primary immunodeficiency
diseases: an update on the classification fromnifeenational union of immunological societies
expert committee for primary immunodeficiency. Rrémmunol. 2011;2:1-26. The European
internet-based patient and research databaseifoagyrimmunodeficiencies: update 2011 Clin
Exp Immunol. Mar 2012; 167(3): 479-491Diagnostitecra for primary immunodeficiencies:
representing PAGID (Pan-American Group for Immurimiency) and ESID (European Society
for Immunodeficiencies) Clin Immunol. 1999;93:190%1Association of the Scientific Medical
Societies in Germany (AWME)Interdisciplinary AWMF guideline for the diagnast of
primary  immunodeficiency. Klin Padiatr. 2011 Nov;223(6):378-85. UK Primary
Immunodeficiency NetworkPrimary antibody deficiencies: recognition, atali diagnosis and
referral of patientsClin Med. 2009 Dec;9(6):595-9. The use of immunoglobulinrdpg for
patients with primary immune deficiency: an evidemased practice guidelinéransfus Med
Rev.2010 Jan;24 Suppl 1:S28-50. Use of intravenousunayglobulin and adjunctive therapies
in the treatment of primary immunodeficiencies: Ariing group report of and study by the
Primary Immunodeficiency Committee of the AmericAsademy of Allergy Asthma and
Immunology. Clin Immunol. 2010 May;135(2):255-63. Management of primary l@ody
deficiency with replacement therapy: summary otdglines.Immunol Allergy Clin North Am.
2008 Nov;28(4):875-6.Annepronorus ¥ UMMyHoJOTHs. HarpioHanmbHOE€ PYKOBOJACTBO ITOJ
penakmueii akan. PAH u PAMH Xaurtosa P.M., npod. Unsunoii H.W. I'eotap-Menua, Mocksa
2009).

MeToabl, HCIIOIb30BAHHBIE /1JI51 OIEHKU KAYeCTBAa U CHJIBI I0KA3aTeIbCTB!
- Koncencyc skcneprtos;

- OrieHKa 3HAYUMOCTH B COOTBETCTBUH C PEeUTHHTOBOM cxemoii (Tabmuma 1).

MeToabl, MCI0JIb30BAHHBIE JJIsI OIIEHKH Ka4eCcTBAa M CIJIbI I0Ka3aTeJbCTB

Hacrosimme KP, ocHOBaHbI Ha A0Ka3aTelnbCTBaX, PaHXMUPOBAHBI MO YPOBHIO JTOCTOBEPHOCTH

(tabnuma 1). Beigensum 4 ypoBHst qoctoBepHOCTH JaHHbIX — A, B, C u D.

Ta6muma 1 - PefiTuHrOBast cxema OIeHKH JTOCTOBEPHOCTH JTAHHBIX



A Bricokas OcHOoBaHa Ha 3aKIIOYCHHUSAX CHUCTEMATHYCCKUX 0030pOB
JOCTOBEPHOCTh PaHIOMU3UPOBAHHBIX  KOHTPOJIHPYEMBIX  HCIBITAHUI.
CucreMaTndecknii 0030p TONYYarOT MyTEM CHCTEMHOTO
MOWCKa JaHHBIX M3 BCEX OIMyOJIUKOBAHHBIX KIMHHYECKUX
WCTIBITAHUH, KPUTUYECKOH OIIGHKH WX KayecTBa H

00001IeHHS PE3yIHTATOB METOIOM METaaHAIH3a

B YMepeHHas OcHoBana Ha pe3yibTaTaxX, II0 MEHBIIEH Mepe,
JIOCTOBEPHOCTH HECKOJBKHIX HE3aBUCHUMBIX PaHIOMU3UPOBAHHBIX
KOHTPOJIUPYEMBIX KIIMHUYECKUX UCTIBITAHHH
C OrpannueHHast OcHoBaHa Ha pe3yJbTaTax, 10 MEHBIIEH Mepe, OITHOTO
JIOCTOBEPHOCTD KIMHUYECKOTO  HCIBITAHUS, HE  YJIOBJICTBOPSIOIIETO
KpUTEPUSIM KaueCcTBa, HalpuMmep, 0e3 paHIoMH3aIiH
D Heonpenenénnass  YTBepKIe€HUE OCHOBAaHO HAa MHEHHMHM  JKCIIEPTOB;
JIOCTOBEPHOCTD KIIMHUYECKHUE MCCIIEIOBAHUS OTCYTCTBYIOT

Tadoauuel 10Ka3aTENLCTB:

TaOmuIel JOKA3aTEIbCTB 3aMOTHUIMCH WICHAMH pa00YeH TPYIIIIbI.
DKOHOMHUYECKUHA aHAIU3!

AHaJu3 CTOMMOCTH HE POBOJMIICS, U yOJIMKALMU 110 (papMaKOIKOHOMUKE He

AHAJIU3UPOBAJIMCE.

MeToa BaJIugauum peKoMeH1auuii:

* BremHss skcnepTHas OLEHKA

* BHyTpeHHss dKCTIEpTHAS OIlEHKa
Onucanue MeToAa BAINAU3ANMU PEKOMEH AN

Hacrosmme pekoMmenaanuu B MpeaBapUTENbHON BEpCcUU OBUIH PELIEH3MPOBAaHbI HE3aBUCUMBIMU
JKCIIEPTaMH, KOTOPBIX MOMPOCHJIA MPOKOMMEHTHUPOBATh, MpPEXKIE BCEro, TO, HACKOJBKO

WHTEPIPETaIys J0Ka3aTeIbCTB, JICKAINTUX B OCHOBE PEKOMEHIAllUi, TOCTYITHA ISl TOHUMAaHHUSI.

HO.HyLIGHBI KOMMCHTAapHU CO CTOPOHBI Bpaqeix'l IMEPBUYHOTO 3BCHA U TCPAINICBTOB B OTHOLICHUU
JOXOOYHUBOCTU HM3JIOKCHHUA peKOMeH,Z[aL[I/Iﬁ U HMX OLCHKHM BaXXHOCTHU peKOMeHI[aL[I/Iﬁ, KakK

paboyero MHCTPYMEHTAa OBCETHEBHOM MPAKTUKH.

[IpenBaputenbHas Bepcus ObLIa TaKXKe HaIMpaBlIeHA PELEH3EHTY, He UMEIOIEMY MEAUIIMHCKOTO

O6paBOBaHI/I}I, AJId TIOJTYYCHH A KOMMCHTAPUCB C TOUKHU 3PCHUA IICPCIICKTUB IMAIIUCHTOB.

KoMMeHnTapuu, mosiydeHHbIE OT AKCIEPTOB, THIATEIHLHO CHCTEMATH3UPOBAIUCH U OOCYKIAINCH
npenceaareneM M wieHamu paboued rpynmbl. Kaxaplii mMyHKT oOcyknajics, U BHOCHMbBIE B
PEKOMEHJALUA HM3MEHEHHUS! PEerucTpupoBaiuch. Ecnu ke H3MEHEHUS He BHOCHIIHUCH, TO

PETUCTPUPOBATIUCH NPUIHUHBI OTKa3a OT BHCCCHUSA N3MEHECHUH.



KoHncyabTauus U JKCnepTHasi OLeHKA:

Hacrosimue pekoMeHaanuu ObUTH MIPEACTABICHBI I TUCKYCCHH B MPEABAPUTEIHLHON BEPCUH HA
Konrpecce PAAKM__ 2015roga. IIpenBapurenbHas Bepcusi Oblia BhICTaBIEHA IS IIUPOKOTO
obcyxnenust Ha caiite PAAKUW nns Toro, uroOwl nunia, He ydacTByromue B KoHnrpecce, numenu

BO3MOXXHOCTh MPUHSATH y4acTHE B 00CYK/IEHUU U COBEPILIEHCTBOBAHUHU PEKOMEHAAIINMH.

[IpoekT pexoMeHmauuii OBUT PELEH3UPOBAH TaKkKe HE3aBUCUMBIMU DJKCIIEPTaMH, KOTOPBIX
HONPOCUIIM MPOKOMMEHTUPOBATh JOXOAYMBOCTh M TOYHOCTh MHTEPHPETALMU 0Ka3aTelbHON

0a3bl, JIeXkKAaIe B OCHOBE PEKOMEH TN,

Pabouas rpynna:

Jlisi OKOHYATeNbHOM peAakIMM W KOHTPOJS KauecTBa PEKOMEHJAIMM OBUIM IOBTOPHO
POaHAIM3UPOBAHbl YieHaMH paldodell TpyHIbl, KOTOpblE MPUILIM K 3aKIOYEHHIO, YTO BCE
3aMe4yaHus 1 KOMMEHTapuu SKCIIEPTOB MPUHATHI BO BHUMAaHHUE, PUCK CUCTEMAaTHUYECKOM OIINOKN

[IpH pa3paboOTKe PEKOMEHIAINI CBEIEH K MUHUMYMY.
ymy

OIIPEJEJIEHUE

[TepBuunbie ummyHoaeduuutel ([TMJ]) ¢ HapylIeHHEM T'yMOpPalIbHOTO 3BEHA IMPEACTABIISIOT
co00il reHeTHYecKH [eTepMUHHUPOBAHHBIE 3a00JIeBaHUS, XapaKTEpU3YIOUIMECs HapylleHHeM

npoliecca aHTUTENI000pa30BaHN.

MKB -10
D80 - UmMmyHOIEhUIIUTHI C MPEUMYIIECTBEHHON HEJOCTATOYHOCTHIO AHTUTE

D80.0HacnexacTBeHHast THIOraMMario0yIMHEMUs

D80.1Hecemeiinasi runoraMMario0yanHeMust

D80.2136upatensubiii epuutr ummyHormooymuaa A [IgA]
D80.3U136upaTenbublii AeUIuUT moakaaccoB uMMmyHornooynuaa G [IgG]
D80.4136upatenbubiii gedpunut ummyHoriooyimuaa M [IgM]
D80.5MMyHOIEDHUIMT C TOBBIIICHHBIM COJiepX)KaHueM UMMyHormo0yauaa M [IgM]

D80.6HenoctaTouHOCTh @aHTUTEN € OIM3KUM K HOPME YPOBHEM UMM YHOTJIO0YTHMHOB HIIH C
TUIIEPUMMYHOTTIO0 yTHHEMHUEH

D80.7IIpexoasmiasi rumoraMmario0yInHeMus AeTen
D80.8 [Ipyrue nmMmmyHO1ePUITUTHI ¢ TPEUMYIIIECTBEHHBIM 1€(PEKTOM aHTUTE
D80.9NMmyHOAEhUIIUT C TPEUMYIIIECTBEHHBIM J1e(DEKTOM aHTUTEN HEYTOUHCHHBIN



D83.0 - O6uwmii Bapuabensublii tMMyHOaedunut (OBUH)
D83.0006muit BapnadbenbHbI UMMYHOIESPHUITUT C TIPEOOTaIaI0IIMMHU OTKIIOHSHUSIMH B
KOJINYECTBE M (DYHKIIMOHAILHOW aKTUBHOCTH B-kieTok

D83.106mumit BaprabenbHblii UMMYHOJCPHIMUT C TPeodaaHueM HapyIIeHU i
UMMYHOPETYISTOPHBIX | -KJIETOK

D83.2006mumit BaprabenbHblii UMMYHOAC(PHIIUT C ayTOaHTUTeNaMu K B- mnu T-kinetkam
D83.8/Ipyrue obmue BapuadenbHble MMMYHOAC()UIIUTHI

D83.9006mmuit BapuabenbHbI UMMYHOACPHUITAT HEYTOUYHEHHBII

QIINIAEMHNOJIOI'UA

e JlehekTsl € NPEUMYIICCTBEHHBIM TOPaXEHHEM TyMOPAJIbHOTO 3BE€Ha HMMMYHHTETa
coctaBstoT okoso 60%ot Beex ITH/I.

* YacroTra BCTpEYaeMOCTH MEPBHUYHBIX HMMYHOACPHUIUTOB MO TyMOPAJIbHOMY THITY
BapbUpYyeT B 3aBUCHUMOCTH OT BBISBIEHHOTO JedeKTa: CeNeKTHUBHBbIN aedpuumt IgA -
1:300-1:7000BUH - 1:7000-1:200000X-cuennennas arammariooynmuaemus -1:50000-
1 000 000.

* B 80%-cnyyaeB Bo3pacT maueHTOB K MOMEHTY [TIOCTaHOBKH JMarto3a He npessbiaer 20
JIeT.

*  70% mnpuxoIuTCcs Ha MYXYHH, HOCKOJIbBKY OOJBIIMHCTBO CHHIPOMOB CBSI3aHBI C X-

XPOMOCOMOW.

HPOPUTAKTHUKA

[lepBuyHas npouIakTHKa HEBO3MOXKHA

YuuThIBas HATMYKME U3BECTHBIX T€HETUYECKHUX Ae(hEKTOB Ml HEeKOTOphIX ¢opm [TH]]
BO3MOYKHO!

b HpeHaTaHBHBIﬁ CKPUHUHI 1 MCAUKO-T'CHCTHYCCKOC KOHCYJILTUPOBAHUC

e Pannss TpaHCIUTaHTalUs KOCTHOTO MO3ra.
Bropuunas npodunakTika BKIOYAET CIeAYIONINEe MEPOTIPUSATHUSL:

* IIpoBeneHue MIaHOBOM 3aMECTUTEIILHON TEPAIIUHU.

* [Ipodpunakruka u cBOeBpeMeHHas Tepanus HHPEKIMOHHBIX 3a00I€BaHUH.

* PanHee BbIsBIEHUE U Tepanusl HEMH(QEKIMOHHBIX NTPOSBICHUNA UMMYHOAE(PULINTA.
*  HckiroueHne BO3ACHCTBUS HEOIArOMPHUATHBIX MTPOPECCHOHAIBHBIX (PaKTOPOB.

b HpOBeI[eHI/Ie MCIUKO-TCHCTHYCCKOT'O KOHCYJIbTHPOBAHUS.



CoumanbHas aganrtanus 0onbHbIX ¢ [T/,

CKPUHUHI'

OOGcnenoBanne poauTeNe, OpaTheB, cecTep, AeTeH marueHToB ¢ rymMopababiMu [T]], a
TaK)Xe IMAIMEHTOB, YaCTO M TSHKEIO OOJICIOMUX WH(EKIIMOHHBIMH, ayTOMMMYHHBIMH,

KeIyI0YHO-KUIICYHBIMH, TUM(onponpepaTUBHBIMU 3a00JI€BaHUSIMH.

KIIACCUPUKALIUA

1. BolpaxkxeHHOE CHW)XEHHME BCEX KJIacCOB HMMMYHOTJIOOYJIMHOB C  CYIIECTBEHHBIM

CHHMXKCHUEM HJIN MMPAKTUYCCKU IMOJIHBIM OTCYTCTBUEM B-kieTok

A) Hedurmt BpyToHOBCKO# THPO3UHKUHA3BI (X-CLICTICHHAS araMMario0yTnHEeMHs)

B) meduuut p-TspKEI0# Henu (ayTOCOMHO-PELIECCUBHBIIN THIT HACTICIOBAHHS

C) A5 leduuut (ayToCOMHO-PELECCUBHBIM THIT HACIIEIOBAHUS)

D) Igo — neduiut (ayTocOMHO-PEIECCUBHBIN THII HACIIEI0BaHMS)

E) IgB - neduur (ayTocOMHO-pEIECCUBHBIN THII HACIIEIOBAHMS)

F) BLNK-gedurmr (6enok, csaspiBatoruii Btk) (ayrocoMHo-perieccMBHBIN THII HACIEIOBAHNS)

G) PI3 pgebuunr (kuHa3a, BOBICYCHHAs B Mepelavyy CHUTHalIa MHOXECTBY KIETOK) (ayTOCOMHO-
PELECCHBHBII THIT HACTICIOBAHHS)

H) Hdebuuur dakropa tpanckpunuuun E47 (bpaktop KOHTpons pasBuTHs B-kieTok) (ayTocomHO-
JOMUHAHTHBII THIT HACTICIOBAHHS)

I) Muenomucmnasuss ¢ THOOTaMMarioOynuHemMuel (MOHOCOMHS/, TPHCOMHSS, THII HACICIOBAHHS
BapuabeIbHbIH)

J) Tumoma ¢ IMMYHOAEDHUIUTOM (HE HACIIEAYETCH)

HeobxoaumMo oT™MeTHTb, 4TO (opMbl oz myHkTamu D-H BeTpeuarotest kpaiite penko. B HacTosiee Bpems

onucaHo MeHee 10 pa3po3HEHHBIX CIy4aeB B MUPOBOM JINTEpATYpE.

BripaxkeHHOE CHMXKEHHE 2X U 0oJiee KJIaCCOB MMMYHOITIOOYJIMHOB C HOPMAJIbHBIM HITH

CHHUKCHHBIM KOJIMYCCTBOM B'HHM(bOHHTOB

A) OBUH (tun HacienoBanus BapruaOesIeH)

B) ICOS nedumur (Mojekylia KO-CTHMYJISATOp, SKcmupeccupyercs Ha T-nmuMdonurax) (ayTocoMHO-
PELECCHBHBI THIT HACTICIOBAHHS)

C) Heduuur CD19 (pancMeOpaHHBIH OEJOK, y4acTBYIOIIMI B Mepeade CUTHalIa yepe3 B-KkieTOUHBIN
peuenTop) (ayTOCOMHO-PELIECCHBHBIN THIT HACICIOBAHHS)

D) Hdedbuumur CD81 (rpancmemMOpaHHbIil 6€0K, y4acTBYIOLIMII B Mepeaaye CUrHana yepe3 B-kiaeTouHslit
peLenrop)

E) depuuur CD20 (moBepxHOCTHBINA penentop B-nmumdormros yuacTByromuii B quddepenimposke B-
KIIETOK ¥ B ()OPMUPOBAHHH IUIA3MOLIUTOB) (2yTOCOMHO-PELECCHBHBII THII HACICIOBAHKS)

F) deduur CD21 @Bnsercs yactio kommiekca CD19) @yTocoMHO-pEiECCUBHBIN THII HACIIEI0BAHNS)
G) Heduunr TACI (peuentop B-mumbonutor cemeiictBa D®HO s (akTopoB akTUBaUMU U

nponudeparuu B-kiieTok)



H) LRBA neduuur (Oenok, ywacTByromuii B anpQepeHIUpOBKe, aKTHBAMK W  ILIA3MOIUT-
tpancdopmanuu B-kieTok)

1) BAFF nedumur (pakrop akruBaruu B-muM@ouuTos)

J) TWEAK (uporenn cemeiictea ®HO, yuacTByOIIMI B PETYIIAIUH AllOITO34)

K) NFKB2 neduuur (6enok, MpUHAMAIOIIINA HEMOCPEACTBEHHOE ydacTue B qubdepeHunpoBke B-kinetok
B nepudepruueckux opraHax JUMGOUIHOI TKaHH)

L) WHIM cunapom (mamwuioMaBupycHas HWHQEKUWs, HEUTPONEHHs, CHIDKEHHE KonuyecTBa B-
JTUM(OLUTOB, THIOTAMMATTIO0YTUCHMHS)

[lynxtel B-L — enuamgHBIE CiTyyan onMcaHHBIE B MUPOBOW JIUTEPAType.

3. BeipaxenHoe cHmKeHHE ChIBOpOTOUHBIX |G u IgA mpu HOpMaabHOM/TOBBIIIEHHOM
ypoBHe |gM 1 HOpManbHOM KonndecTBe B-kieTok
Jannbplii pazgen oObeAuHSET NeQUIUT MPOTEHHOB U PEHENTOPOB, AE(PEKT KOTOPHIX

IMPUBOJUT K HAPYHICHUIO IIEPCKITIOYCHNA CUHTE3a KJIAaCCOB aHTUTET

A) Hepunut CD40nuranga (X-CrerieHHOE HACIE€I0BAHME)
B) dedurmr CD40 fyTocOMHO-pEECCHBHBIN THIT HACIIEIOBAHMS)
B) Heduiur AlID (ayToCcOMHO-PELIECCUBHBINM THIT HACIIEAOBAHMS)

I') UNG neduuut (ayTOCOMHO-PELIECCUBHBIN THIT HACTICIOBAHHS)

4. JlebuuT U30TUNA UMMYHOTJIOOYIWHOB WIH NEe(DUIUT JETKUX Iened Mpu HOPMAIbHOM
KonmyecTBe B-mumdoruron
A) Myrtauuy © [OCTCLMH TOKEIBIX LENell HMMYHOTTIOOYIHHOB (2yTOCOMHO-PEIECCHBHBIA  THIT
HACJIe0BAHMUA)
B) Hedwunmr k-nenu
C) Oedurur moakiaccos 1gG
D) Coueranue nedurmra IgA ¢ nepunurom noakiaccos 1gG
E) JHebuunr PRKG (wieH cemeiicTBa MPOTEMHKHHA3, peryaupymommx auddepeHupoBKy,
npoardEPAIMIO U allOITO3)

F) Cenexrusnsrii IgA

G) Akrusanus PI3K-5

5. Jlepumnut crienududeckux aHTUTEN IPH HOPMAJILHOM YPOBHE MMMYHOTJIOOYJIMHOB M

HOpMaJIbHOM KosnuecTBe B-numdornuTtos

6. Tpan3utopHas runoraMmmario0yIuHEeMus IETCKOro BO3pacTa ¢ HOpMaJIbHBIM YPOBHEM

B-mumdornuron

JTMUATHO3

Huarno3 IIWJl ¢ wHapymieHHeM CHHTE3a aHTHTENl YCTAHABJIMBAETCS HAa OCHOBAaHHH cOopa

aHaMHe3a, IaHHBIX (PU3UKATBHOTO W JJa0OpaTOPHOTO 0OCIeq0BaHUS

AHaMHe3



CxpunuHr mnanveHToB Ha Hammuwe [IMJ[ mpoBoauTcs Ha OCHOBAaHWM BBIABJICHUSA
CIIEAYIOIIMX TPU3HAKOB, pa3paboraHHbIXx EBponeiickum u  IlanHamepuxkanckum
obmecrBamu [T /T:

Yacteie 3a0051€BaHUs BEPXHUX JbIXaTeNbHBIX MyTel: B3pocibie: 3—4u Oonee, aeTu Oosee
6-8pa3 B rog;

bonee nByx CUHYCUTOB B I'OJ;

boiiee nByx MHEBMOHUI B TOJ;

IToBTOpHBIE TSAKEBIE KOKHBIE THOWHBIE IIPOLIECCHI;

OtcyrcTtBUe >dexTa OT UIMTENbHOM aHTHOAKTEepUaIbHOM Tepamnuu, HeOOXOJUMOCTb
Ha3HAUYeHHUs  JUINTEIIbHOW  aHTUOAKTepHaNbHOM  TEpaluu C  HCIOJIb30BaHUEM
AQHTHUOMOTHUKOB JUIsI BHYTPUBEHHOTO BBE/ICHUS,

Bonee naByX TskENBbIX MH(EKIMOHHBIX MPOIECCOB (CETICUC, OCTEOMHENINUT, MCHUHTUT U
ap.);

Omnmnoprynuctrueckue nadekuuu (Pneumocystis carinii u ap.);

[ToBTOpHBIEC ATUTENBHBIC MTN30/1bI TUAPEH HEBBIACHEHHOMN 3THOJIOTHH;

ATHUNMYHOE TEYCHHE ayTOMMMYHHBIX 3a00JI€BaHUM;

ATHUIMYHOE TEYCHHE TeMaTOJIOrMUECKUX 3a00IeBaHUH;

Hamuune B ceMeMHOM aHaMHe3€ CMEpTed B paHHEM BO3pacre, C KIMHHUKOMU

WH(EKIIMOHHBIX 3200JICBAaHUI WU BBISIBIIEHHOTO HMMYHOIS()UIIUTHOTO COCTOSIHUS.

duzukajabHoe 00cIeJ0BaHNE

[Tpu dusukamsHOM 00CIeA0BaHNU OOpaIIalOT BHUMAHKE HA CIEAYIOIINE TTapaMeTphI.

Jnst 60nbIIMHCTBA OOJIBHBIX C TYMOPaIbHBIM ACPEKTOM XapakTepHO HOPMaIbHOE
dusznueckoe pa3BUTHE, OJHAKO B PsJie CIydyacB MOXKET HAONIOAAThCsA 3aJepKKa —
OTCTaBaHUE B pocTe U Bece. [lanuenTsl, y KOTOphIX B KIMHWYECKHE nposiBieHus: [TN/]

BXOJIMT TUAPEHHBIN CHHAPOM, TaKXKE, KaK MPaBHIIO, UMEIOT Ne(UIIUT MACCHI TeJa.
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e Tlaronorus nepudeprudeckux TUMQPOUTHBIX OPTAHOB. THITOIUIA3HS HEOHBIX U TJIOTOYHBIX
vuagamue (s [TAJ] ¢ wapymennem muddepeniiupoBkd B-mumdoruros (B-1) Ha
panHeM 3tarne— bose3ns bpyToHa u ap.), muMdoaieHONAaTHs, TeMaTOCIICHOMETaTusl.

* Hanmuwe npu3HaKOB XpOHHUECKUX HH(PEKIIMOHHBIX MPOIIECCOB: CUMITTOMA «OapabaHHBIX
MANI0YEK» U «HaCOBBIX CTEKOJ», YBEIMUEHUE TIEpeIHE-3aTHETO pa3Mepa rpyAHON KIIETKH,
XpUIBl XapaKTEePHbI A1 OONBHBIX C OPOHXOIKTATUUECKOH OO0JIE3HBIO, XPOHHUYECKUM
OpOHXHUTOM.

* [JlopaxxeHue KOXH, HANOMHUHAIOLIEE TAaKOBOE IIPU CHUCTEMHOM KpPACHOM BOJIYAHKE
Haomogaercs npu OBUH, cenektuBHOM nedunmre IgA; AepMaTOMHUO3HUT XapaKTepeH
JUTs1 O0JTBHBIX X-CHEMJICHHON araMMarjio0yTnHEMHUEH.

*  Yacro mia ryMOpPaJbHOTO MMMYHOJE(MUIINTA XapaKTEPHBI apTPUT WU apTPaTHH, MOTYT

OBITH IeopMaLuy CYyCTaBOB.

JlaGopaTopHO-UHCTPYMEHTAJIbLHOE 00C/Ie[I0BaHUE
1.JIaGopaTopHble HCCIEA0BAHUSA

e KiuHHUYeckHil aHalIu3 KPOBH,

e AHamu3 MOuH,

e OO6mwmit 6emoK 1 OeNKOBBIC (PpaKIuy,

e bakTepuosoruueckre  HCCICIOBAaHUSA  COACPKMMOTO W3 OYaroB HMHQPEKIHH C
OTIpe/ieIieHUEM YyBCTBUTEIILHOCTH K aHTHOMOTHKAM

*  Tpancamunasel AcAT, AnAT, I'T'TII, JII" oOuuit 6vuupyOun

* Brusienue remerndeckoro marepuana (JIHK, PHK) Bupycos rematuroB B u C, BUY
UTOMETAJIOBHpYCa, BUpyca DnmrteH-bappa merogom I[P

* HccnenoBaHnue CHIBOPOTOYHOM KOHIIGHTpanwu HWMMyHorioOymuHoB A, M, G.
Pe3ynbTarhl OLIEHUBAIOT C YYETOM BO3PACTHBIX HOPM.

*  Ecmm npu penuauBupyomux OakTepuadbHbIX HHPEKIUAX ABIXaTEIbHBIX MyTeH 00N
ypoBeHb 1gG B HOpMe, WM HE3HAYUTETHHO CHIDKEH, WIIA BBISBISICTCS M30JIHPOBAHHBIN
nedbuut IgA, mokaszano onpeaeneHue noakiaccos 1gG.

e JlnsS WCKIIOYEHHS CEJICKTUBHOTO Me(UIMTAa aHTHUTE] OILEHUBAIOT TUTP aHTUTEN K
OCIKOBBIM u MOJIMCAXAPUTHBIM aHTUTeHAM (mocTBaKIUHATBHBIN 581051
NOCTUH(EKIMOHHBIN). MccieqoBanne MOCTBAKIIMHAILHOTO OTBETAa  IEIECO00pa3Ho

MPOBOJIUTH B BO3pacTe HE paHble 2-3 JIeT, TaK Kak J0 3TOro BO3pacTa aJeKBATHBIN

11



AHTUTELHBIN OTBET eme He chopmupoBad. HeoOX0aMMO MOMHUTE, YTO MPHU TTO03PESHUN
HA UMMYHOIe(DUIINT, BAaKIIMHAIWS KUBBIMUA BaKIIHHAMU MTPOTUBOTIOKA3aHA.

Jlis OleHKW aHTUTENn000pa3oBaHUS HAa OCIIKOBBIE AHTUTCHBI B OOJBIIMHCTBE
cinydaeB uccneayT 1gG k nudrepuiiHOMY B CTONOHIYHOMY aHATOKCHHAM JI0 W CITYCTS
2—4 menenu nocne BakiuHaiuu AKJIC nmun AJIC. MoXXHO ompenenuTh TakKe THTP
antuTen K antureHy PRP mocne BBenenus Bakimubel npotuB Haemophilus influenzae
tuna B. WHorma wuccnemyoT aHTHTENna IMOCIe WMMYHU3AIWH WHAKTHUBHUPOBAHHON
BaKI[MHON TPOTHUB TOJUOMHUEINTAa U PEKOMOMHAHTHOW BaKIMHOW MPOTUB rematuta B.
Jnst oneHKW TyMOPaJIbHOTO HWMMYHHOTO OTBE€Ta Ha IMOJMCaXapuHbIe aHTUTEHBI
NPUMEHSIFOTCS TMHEBMOKOKKOBAasT W MEHHMHTOKOKKOBAasi BaKIMHBI, HE COJEpIKaIIue
OenKoBBIX HoOcHTene. TUTp aHTHTEN OmpeneNsioT M0 W CIycTs 3—4 Heenu Tocie
BaKIMHAIIMU. Pe3yapTaThl OLIEHUBAIOT C y4€TOM BO3pacTa OOJILHOTO.

* Tonynsiuuu u cyononynsituu tumdoruros (CD3+, CD4+CD8+,CD19+)

2 IlepuHaTajibHasi AMATHOCTHKA M TeHeTHYeCKOe KOHCYJIbTHPOBaHUE.

['enetndeckue nedexThl B HACTOSIIEE BPEMEHS YIAeTCs BBIIBUTH TOJBKO y 12.1% GosbHBIX ¢

HAapYICHNUEM CHUHTC3a aHTUTCIL

OnucaHHbIE K HACTOSIIIEMY MOMEHTY MyTalluu, puBoadmue K pazsututo [11M]] ¢ Hapymenuem

CHHTE3a aHTHTEI, TPEICTaBIICHBI B Tadymie 1.

nmua .
Tun HaciaenoBanusi | I'enernyeckmii nedext
1. BelpaxeHHOE CHI)KEHHE BCEX
HM30TUIIOB UIMMYHOTJIOOYJIMHOB C
CYLLIECTBEHHBIM CHIDKEHUEM
KOJIMYECTBA, UM OTCYTCTBHEM B-

TMQOIHTOB

a) Bonesus bpyrona X-cueruieHHoe Myrtauus B BTK

b) medwuimT p TsOKENOM HETTH AP Myrarmus B p heavy cha
¢) A5 neduuur AP Myrarms B A5

d) lgo meduur AP Myrarus B Iga

e) IgB medunur AP Myranus B 1gf

f) BLNK medwurur AP Myramus B8 BLNK

g) Tumoma ¢ HMMYHOAEHULHTOM He nacnenyercst H/ussectHo

2. BrIpa)k€HHOE CHIDKEHUE 2X U
6oree N30TUIIOB UIMMYHOTTIO0YIHHOB
C HOPMAJIbHBIM MIJI CHUKEHHBIM
uyucioM B-kierox

a) Oo6uras BapuabenbpHas IMMyHHas BapuabenbHo H/u3zBectro

HEI0CTATOYHOCTh®

b) ICOSnedunur AP Myranuss s |COS

c) CD19medunut AP Myramus 8 CD19

d) TACI gepuunt** Al win AP nin Myramus B TNFRSF13B
CIIOXKHOE (TACI)

e) neduuur BAFF penenropa ** AP Myrauust B TNFRSF13C

(BAFF-R)

3. BripaxkenHoe cHikenue 1gG u
IgA ¢ HOpMaIIbHBIM/TIOBBIIICHHBIM
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ypoBHeM |gM 1 HOpMaTbHEIM
KonudyectBoM B-mmmdormTon

a) CDA4OLmedurmur*** X-CIEIIeHHOE Myranus B CD40L

b) CDA40zedumur***_ AP Myranust B8 CD40

c) AID medumur***** AP Myrtanus B AICDA rene
d) UNG zedumur**+* AP Myranust B UNG

4. [lebuuuT U30THUIIA WK JIETKO
LIEMH C HOPMAJIbHBIM YPOBHEM B-

TUMQOLHTOB

a) Myrtauus win aerenus Ig AP MyTarms Wix XpoOMOCOMHast
TSDKEJION LIeTH neneuust B 14032

b) nedurnur k nenn AP Myranust 8 Kappa constantene
C) H30IMPOBAHHBIH JeUIUT BapuabenbHo H/u3zBectHo

nojkiacco 1gG

d) coueranue nedumra IgA n BapuabenbHo H/u3zBectHo

nonknacca 1I9G

€) cesnexktuBHbIA IgA redumT BapuabenbHo H/uszBectHo

5. nepuumt cnienupUUECKUX aHTUTEI BapuabensHo H/uzBectHo

C HOpMaJIbHOM KOHLIEHTpanuei
UMMYHOTJIOOYJIMHOB M HOPMaJIbHBIM
KonudecTBoM B-mamdoruron

6. TpansuropHas BapuabenbHo H/u3zBectHo
THIOraMMarjao0yIMHEMHs IETCKOTo
BO3pacTa

['eneTndeckoe 00CIeOBAaHNE C BBISIBICHHEM MPUYMHHO-3HAYMMBIX MYTAIlUA MCIOJIB3YETCS HE
TOJBKO JUisi yrouHeHus auarHo3a [IMJl, HO W s  BBIABICHUS HOCUTEIEH M TMPOBEICHUS
MpeHaTAIbHOW JAHArHOCTUKH. JIabopaTopHbIE METOMBI MEPUHATATBLHON AUArHOCTUKH OCHOBAHBI

Ha UCCJIICAOBAaHUU KIICTOK HyHOBHHHOﬁ KpPOBH 1 OKOJIOIIJIOAHBIX BOM, a TAKKXC BOPCUH XOPHUOHA.

3.AHCcTpyMeHTA/IbHbIE HCCIeI0BAHUS

Ooba3amenvHble UHCMPYMEHMATbHBIE UCCTIE008AHUA .

* Pentrenorpadus opraHoB rpyiHOH KJIETKU
* Pentrenorpadus npuaaTouHbIX Mazyx Hoca
* OB/
e OKTI

* VY3U opranoB OpromIHo#i MOJIOCTH

Ocobennocmu OuazHoCmMuKY UHGEKyuil.

Ceponornyeckast TMarHocTuka HHGEKIuiA (B ToM uncie renatutos, BUY u np) y 60ipabIX TTH]]
¢ JepUIUTOM aHTUTEI000pa30BaHUS HEBO3MOXHA B CBS3U C OTCYTCTBHEM (hOPMHPOBAHUS
aHTuTeNn K 3TUM HHpekuusM. Mcrmonb3yloTcss METOAMKH HENOCPEICTBEHHOTO BBIJCICHHS

OakrepuanbHOro u BupycHoro arenra (ITL[P).

ﬂOI’lOJlHumeJleble UHCMPYMEHMA/IbHblE UCCNIe006aAHUA.
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* KowmmbroTepHas ToMorpagusi OpraHoB IpyIHON KIETKH;

» Kowmmetorepnas Tomorpagus [11TH;

* KomnbsrotepHast Tomorpagusi opranoB OpIOIIHOM MOJIOCTH,;
* bponxockonus;

* buorncus numdoysznoB

KpaTHOCTI: HCCIICAOBaHUS ONPCACTIACTCA KIIMHUYCCKUMU IMOKA3aHUAMMU.

KoHcyabTanum cnenquajancToB (Mo MOKa3aHUsAM):

e [lynpmoHOJOTa TPH HAIMYKHU 3a00I€BaHUN HUKHUX JIBIXATEIbHBIX MyTEH;

* T'emaromnora mpu BbISBJICHWN HEUTPOIICHUH, ICHKOTICHUH, TPOMOOIIUTONICHUH;
*  OHKoJIOTa NPHU N0I03peHUHU Ha JuMonpoiudepaTuBHOE 3a00IeBaHUE,

* TacTposHTeposiora npu ynopHOU Auapee, CHHIPOME MallbabCcopounu;

* PeBmaronora npv BO3HUKHOBEHUH ayTOMMMYHHOU MAaTONOTHH;

*  OronapuHrosora npu Haauuuu 3adonesanuii JIOP opranos,;

CoOop anamHe3a
PdusukajabHoe 00CcIe10BAHNE

A 4

KiimHn4yeckue Npu3HAKH I'YMOPAJdbHBIX HMMYHO1e(UIIMTOB
PenpauBupyroniye TSHKEIoro TeUSHUS SHTEPO- U BO3AYIIHO-
KarenabHble nHpekmn. Pernusrpytonme nHQEKIUY, BEI3BAHHBIC
MEHHUHIOKOKKAaMH U JIP. HHKAIICYIMPOBAHHBIMHU OaKTEPUSIMHU.
Tspxenoe U aTUIIHYHOE TE€YEHUE NeMAaTOIOTHUYECKHX,
PEBMAaTOJIOTUIECKHX, aJUIEPTUICCKIX, TUM(POTIPOTUPEPATUBHBIX
3a00J1€BaHUM.

3anono3peHHble HMMYHOAeGUIHTHI
CenextuBHBIC Ae(PEKTH aHTUTEIO00PA30BAHUS
OBHH

X-cIIeTUIeHHAS U JIPYyTHE HACIICACTBECHHBIC
araMMarJioOoyJTMHEMUU

runep IgM -cuaapom

IIpoToK0J IMATHOCTUKH

!

A" 1
Knunnueckuit ananus KpoBU
OO0mwmii 6e10K U OenKoBbIe Pppakuun
19G, IgA, IgM B cBIBOpPOTKE KPOBH
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v

HIAT 2
OrmpeiesieHue TUTPOB MOCTUH()EKIIMOHHBIX U/HUIN
MOCTBaKIMHAIBHBIX aHTUTE
HUccnenoBanue cydkmnaccos 19G

v

IHATI 3
JlonoHUTENbHBIE CIICIIUATBLHBIC TECThI
I'enetnueckoe oOcIe0BaHNE
Iomynsamun UMb OITUTOB

Pucynox 1. Anroputm oOcinenoBaHusi OOJBHBIX C TOJO3PEHHMEM Ha T'yMOPAJbHBIN

UMMYHOECPUITUT

Tabmuma 2 JlaGopaTopHasi TMarHOCTHKA TYMOPaJIbHBIX TEPBUYHBIX UMMYHOAC(PHUITUTOB.

CenexTuBHBINA
XLA l'unep IgM | OBUH
Hopwma neduut IgA
IgA(ur/ ) CHID)KCHHE HJIH
<20 <5 <5
100-350 Hopma
IgM(nr/ ) CHIDKEHHE WIH
<20 HOpMa >300
80-250 topma
1gG (mr/m)
<200 HOpMa <200 <450umr/mn
900-1800
B-mumd. (%) HOpMa HOpMa U3MEHEHUS
BapuadenbHbl (0T
HOPMAaJIbHBIX
<1%

5-19 3HAUEHUI b1 (o)
pe3koro
cHkeHus <1%)

T-mumd. 55-80% HOpMa HOpMa HOpMa WIH | HOpMa WIIH
CHIDKEHO CHIDKEHO
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JANPPOEPEHIIUAJIBHASA TUAT'HOCTHUKA

Huddepennmanpaas TMarHOCTUKA MPOBOJMUTCS C JIPYroil MaToJOruei, CrocOOHONW MPHUBECTH K

CHIDKEHHIO YPOBHSI IMMYHOTJIO0YJIMHOB!

o a0k w0 N PE

[Torepu Genka npu HEPPOTUIECKOM CUHAPOME

DHeTponatuu ¢ norepeit Oenka

3J10KaueCTBEHHBIC OMYX0JIU TUMGPOUTHOM TKaH! (TMMQOMBI)

Oxorun

OOunbHBIE KPOBOIIOTEPH

[ToGounble APEeKTH OT MpHEeMa HEKOTOPBIX TIPYI MPENaparoB, CIIOCOOHBIX BbI3BAThH
TpausutopHoe cHmwkenue IgG u IgA [rumoreHsmBHBIE cpeacTBa  (KamTONpPHI),
POTUBOMAIIIPUIHBIE npenaparsl (xopoxwH, TUAPOKCHXIJIOPOXHH),
IPOTUBOCYJOPOXKHBIE cpeacTBa (kapOamazenuH, ¢enuroun), HIIBII (aukinodenak),

cyibdacanaa3zuH, COIH 30J10Ta, NEHUIIUIAMHH).

qu/ITBIBaH, YTO OCHOBHBIM KIIMHUYCCKUM IIPOSBJICHUCM ICPBUYHBIX I/IMMYHO,Z[Gq)I/II_[I/ITOB

SIBIISIETCS XPOHUYECKUE PEeLUMANBUPYIOLIHE UHOEKIMH  Pa3IHIHOU JIOKaJIHU3aliy,

muddepeHManbHas JUarHOCTHKA TaKKe MPOBOAMUTCA C IPYTUMH HapyLICHUSIMH, CIIOCOOHBIMU

MPUBECTU K HEKOHTPOJIUPYEMOMY UH(PEKITMOHHOMY MPOLIECCY:

HapyueHuss MUKpOLMPKYIALUHU (caXapHbIH AHMabeT, IOPOKU CepAlLla, BACKYJIUTHI U

Ap.)
Anatomuueckue aedexTsl (CTeHO03 ypeTphl, Aehopmarins OPOHXOB H JIp.)

Hapymenue 3amumTtHbIX OapbepoB (3k3eMa, 1e(eKThl MyKOUMIHAPHOTO Oapbepa, 0¥KOTH)

U Jp.

Wuoponubie Tena (aCIUPUPOBAHHOE HWHOPOMHOE TEJI0, HMCKYCCTBEHHBIC KJIamaHbl,

BEHO3HBIC KaTETePhl)
[Mcuxuueckue HapyiieHus (ITATOMUMUS)

Jlpyrue renetudeckue 3a00JI€BaHuUs, MPOTEKAIOIINE C NH()EKIMOHHBIMU OCIOKHEHUSMHI

(MyKOBHCITUI03 U JIp.)

HeoObrunbie HHPEKIHOHHBIE (HaKTOPhI (XpOHHUYECKUE OYard MHMEKIUU MIPH OTCYTCTBHH

aJICKBaTHOM Tepamnuu, MOCTOSHHOE pPEeUH(PHUIMPOBAHUE B pPE3yJbTaTe YIOTPEOICHHUS
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KOHTAMHUHHPOBAHHOW BOJIbl, HEKAUYECTBEHHOE WHTAIAIMOHHOE 000pYyJ0BaHWE, HATHYHE

UCTOYHHMKA UH(EKLIUH B CEMbE, MOJIUPE3UCTEHTHASI TOCIIUTANIbHAS (II0pa).
JIEHEHHUE

OCHOBHBIMU HampaBJeHUAMHU B JeueHUH OosbHbBIX ¢ I1M]J] ¢ HapymeHusiMH B TyMOpaJbHOM
3BEHE SIBJISIIOTCS:

1) 3amecTuTeNbHAS TEPAIUs JOHOPCKHMHU UMMYHOTJIO0YTHHAMH

2) npodunakTHKa U/MiaK aJieKBaTHAS Tepanus HPEKIIMOHHBIX MTPOSBICHHH;

3) anekBarHas Tepanus HeMH(EKIIMOHHBIX TTPOSBICHHIA;

4) TpaHCIIAaHTAIUs KOCTHOT'O MO3Ta/CTBOJIOBBIX KJIETOK (ITpu HEKOTOphIX Gopmax TTHT)

1. BoAbIIMHCTBO OONBHBIX C TyMOPAIbHBIMH BHJAMH HMMYHOIE(MUIIUTOB HYXKIAIOTCS B
NMOKM3HEHHOI 3aMeCTUTEJLHON TepamuM IOHOPCKUMH MMMYyHOrIoOynuHamu. B HacTosiiee
BpeMsl cyllecTByeT JBe (OpMbl MpenapaTroB Il 3aMECTUTEIbHOW Tepamuu, J0Ka3aBIlue
cpaBHUMYI0 3()()EeKTHBHOCT, W 0E30MAaCHOCTh. BHYTPHUBEHHBIH MMMyHOTI00ymuH (BBUI) u
UMMYHOTIIOOYHH aisi monkokHoro BeeneHust ([IKUIT moka He mpezacraBieH Ha Poccuiickom
poiake). Llenbio naHHO# Tepamuu SIBISETCS CHUKEHHE YacTOTHI M TSHKECTH OaKTepUaTbHBIX
uH(pEeKIMd U NpefoTBpallleHue pa3BUTHS HEOOPATUMBIX U TSKENBIX OCIOXKHEHHH, a Takxke
KU3HEYrpoXKamux uHGeKuid. Peanuzanus dSTUX T1eled CTaHOBUTCA BO3MOXKHOH TP

JOCTHKEHUH OJIM3KUX K HOPMaJIbHBIM NpeTpaHc(y3noHHbIX ypoBHEil 10G.

3aMecTUTeNbHAS TEpanus HCIOJb3YeTCs B PEXKHUME HACHIIMICHUS 0 TOCTH)KCHUS IEJIEBOTO
nperpanchy3noHHoro ypoBHs 1gG (1uiiam ¢ BriepBbIe BBISBICHHBIM HMArHO30M, JTHOO JTHIAM, HE
MOJTyYaBIINM paHee aJIeKBATHOW 3aMECTUTENLHON Tepalnu, a TaKKe MOCJe BCEX MEPEHECEHHBIX
Cepbe3HBbIX MH(MEKIMOHHBIX 3MK30/10B). Jluiib mo goctwkeHun ypoBHeit 1gG He Hmxke 6-8 /1 u
NPy TIOAABJICHUH AKTHBHOCTH HWH(EKIIMOHHOTO IPOIEeccCa MOXHO TIEPEXOJUTh Ha PEXUM

MOIJICPKUBAIOIIEH MPODUIAKTUIESCKOW HMMYHOTEPAITHH.

B panmomMu3npoBaHHBIX MCCIIEIOBAHUSX OBLIO MTOKa3aHo, uTo ucnoyibzoBanne BBUI' B noze 0.4-
0.6 r/kr mns  MOAACPXKMBAIONICH TEpamuM JAOCTATOYHO JUIA  JOCTHIKEHHS JKEIaeMOro
npeTpancy3MOHHOTO YpPOBHSI, XOTs, B psijie CIydaeB, MOT'YT MoTpeOoBaTbcsi 0ojiee BBICOKHE
n03bl1. J[03a IMMYHOTJIOOYIMHA JTOJKHA OBITh MHIMBUIyaTU3UPOBAHA ISl KQXKIOTO MAlUeHTa C
Y4ETOM COMYTCTBYIOMICH ITaTOJOTHH, METa0OJHYECKUX OCOOCHHOCTEH, HaIH4Hs/OTCYTCTBHS
obocTpennss HHPEKIIMOHHOTO Mpoiiecca U Jp. (mpeTpaHc(y3nOHHBIH YPOBEHb SIBJISIETCS JIUIID

JIONIOJTHUTEIIbHBIM [TApaMETPOM OLICHKH 3 PEKTUBHOCTH TEPAITHH).
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Cxema 3amecmumenbHON UMMYHOMEPANUY 6 PEHCUME HACOIU{CHUA '

BBUI: 1 pa3 B 3-4 venenmu B no3e 0.6-0.81/kr Beca 00mbHOTO, 1038 M KPATHOCTH BBEACHUS
JIOJDKHA OBITh MHIMBHIYAIN3UPOBAHA B 3aBUCHMOCTH OT KIIMHUYECKOW CHTYaIHH.

Cxema noooepiicugarouieii 3amMecmumebHolu UMMYHOMEPANUU.

BBUI': 1 pa3 B 3-4uenenu B go3e 0,4-0,6r/xr Beca 60JIbHOTO.

[lpu HapylieHHUSX PETYISIPHOCTU TMOAACPKUBAIOIICH 3aMECTUTEIbHON WMMYyHOTEpanuu (Ipu
nporyckax cCBble 1 Mecsia), WIM TOCIE BCEX CEPbE3HBIX HMHQMEKIIMOHHBIX AIIH30/I0B

HGO6XOI[I/IMO BO3BpalICHUC K PCIKNUMY HACBIIIICHUS.

Kputepuem nocrmxenus s¢dexra HachIEeHHs IBISETCS YPOBEHb CIBOPOTOUYHOTO I1G:
® > 10r/n —xopoumii ¢ dexr
® 8-10r/n — ynoBneTBOpUTENLHEIN 3P dEKT

® < 5r1/1 —HeynOBIETBOPUTENBLHBIN dPHEKT

IMo6ounbie 3pdexTnl npu npumenennn BBUI Bctpeuatorcss mpumepHo y 5% marueHTos.
Haubonee BeposTHBI OHM TpPHU MEPBOM BIMBAHUM HMMYHOIJIOOYJIMHA M BO3HUKAIOT BCKOpE

1ocjie Havaia BBEJCHUS, WK B TeueHue nepBoix 30-60MunyT.
Bo3moxHBI
*  T0J0BHAas 00Jb,
* TONIHOTA,
*  pexe - TOJIOBOKPY)KEHHE,
* B PEAKHX CIydasx - pBOTa, OOJH B )KHUBOTE, THAPES;

¢ TUIIOTOHUA WJIM THUNCPTOHUA, TaXUKaApAWsA, YYBCTBO CHABJICHHUA HIIN 6o B rpyay,

[IHAHO3, OJBIIIKA,

¢ HHOTJa OTMEYACTCA IIOSABJICHHUEC THnepTepMuun, 03H06a, IIOBBIICHHOT'O

MOTOOT/ICJICHHS, YYBCTBA YCTAIIOCTH, HEJOMOTaHUS;
*  penko - 607U B CIIMHE, MUAITUH, OHEMEHHWE, TTPHIUBBI UJTU OIIYIIICHUE XO0JIO/A,

b B HUCKJIIIOUUTCIIBHO PCAKUX ClIydasdX OTMCYHAJIUCHL TSAXKEIad THIIOTOHUA, KOJUIAIIC U

IOTepsA CO3HAHUA.
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BonbmnHcTBO MOO6OYHBIX 3(PPEKTOB CBSI3aHO C OTHOCHUTEIHHO BBICOKOW CKOPOCTBHIO BBEIEHUS
BBUI" u MoxeT ObITh KYMUPOBAHO NPU €€ CHIDKEHUH, WM BPEMEHHON OCTaHOBKE MH(Y3uu. B
cllyuae BO3HUKHOBCHHS TSDKEJIBIX MOOOYHBIX APQPekToB (TsDKenas TUIOTOHHUS, KOJUIAIC)
BBEJICHUE Ipenapara CielyeT MpeKpaTuThb; MOXKET ObITh IOKa3aHO BBEJIEHUE aJpeHalIHa,
[JIIOKOKOPTUKOUIOB, AHTUTHMCTAMHUHHBIX TPENaparoB M IUIa3MO3aMEIAoNUX PacTBOPOB
BHYTpUBEHHO. [l70Xas MEPeHOCMMOCTh  HMMMYHOTJIOOYJIMHOB (TMOBBIMICHHE TEMIIEPATYPHhI,
03H00, c7a00CTh, 00JM B JKMBOTE) HE SBJISCTCS IOKA3aHWEM JJII OTMEHBI JICUEHHSA. DTHX
peakmuii B aOCONMIOTHOM OONBIIMHCTBE CIIy4aeB MOXKHO U30€XaTh TpPHU IPOBEIACHUHN

npeMeIUKaIUU: TPEIHU30JI0H 25 MT, HITH IeKcaMeTa3oH 4 Mr B/M.

B Hameld ctpaHe ajis MPOBEICHHS 3aMECTUTEJIBHOM TEpanvu MPUMEHSAIOTCA CIEAYIONIUE
crannaptasie BBUI:

» okraram (Octapharma Pharmazeutika ProductionsGmBHgrpust.

* wunrparnobun (Biotest Pharma GmbH),epmanus.

» untparekt (Biotest Pharma GmbH)epmanus.

* rabpurnooun (MockoBckuit HWUW  snupumuonormu ©W  MUKPOOHMONOTHU — HM.

I'.H.I'abpuuesckoro), PD.

» ramumyH-H (Bayer Corporation)CIIIA.

e xymarnooua (Human Serum Production and Medicine Manufactu@ogd_td), Bearpus

* ramynekc (Talecris Biotherapeutics Ing}IIIA.

*  ummyHoBeHHH (PI'YIT HITO «Mukporer» Mun3apaBcorpa3Butus Poccun)

* W Apyrue mpenaparsl CTaHAAPTHOTO UMMYHOTI0OymuHa G

Jnst mOCTHOKEHHSl HaWjIydIlero pesyibTata jedeHus, npenapar BBUIT cinemyer mombupats,
WCXO0JISI W3 WHIWBHUIYAIbHBIX OCOOCHHOCTEHW marueHTta. Hampumep, mpu caxapHoMm auabere
PEKOMEH/JIOBaHO BHIOMpaTh IMpemapaT ¢ HaWMEHBIIMM  COJEpPKaHWEM caxapa, MpHu
HEOOXOIMMOCTH OTPaHHYCHUS JKUAKOCTU (apTepualibHasi TUIICPTEH3US, OTEKU H JIp.) — CICoyeT
oTnaBaTh mpeamnouteHue mpenaparam ¢ 10% koHIEeHTpalueld, 4TO IMO3BOJSET YMEHBIIUTH
Harpy3ky o0beMoM, HE0OOXOMMO TaK)Ke YUYUTHIBATH OCMOJIIPHOCTB M JIPYTHE XapaKTEPUCTUKH,

JUTSL HTHIUBUIYATBHOTO TTOI00pa Tepanuu.
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2. IlpakThuecku Bce OHNU30JbI OaKTepUaTbHBIX HWHOEKIIMOHHBIX OCJIOXKHEHHH  TpeOyroT
aHTHOAKTEpUAIIbHOM Tepamuu, KakK NpaBuiIo, NapeHTepaibHO. OO0sS3aTeNbHBIM YCIOBHEM
ycriexa aHTUMUKPOOHOH Teparuu SBISETCS €€ 0JJHOBPEMEHHOE MPUMEHEHHUE C 3aMECTUTEIbHOM
Tepanmuen, OJHAKO M B OTOM CJydae CpPOKH aHTHOaKTepHalbHOW Tepanmuu B 2-3 pasa
MPEBOCXOIAT TIO MPOAODKUTEIFHOCTH CTAaHAAPTHBIC CXEMbl Ha3HAUCHHsI aHTHOAKTEePHAIbHBIX
npenapaToB. J[03MPOBKM aHTHOMOTHKOB MOAOUPAIOTCS COTJIACHO PEKOMEHJIAIMSM MO BO3PAcCTy,
HO HUCIIOJIB3YIOTCA  O03bl, PCKOMCHIAOBAHHBLIC JJISA JICHCHHA I/IHq)eKI_[I/Iﬁ TAXKEIIOTO Hu
CPEIHETSDKENIOr0 Te4YeHUs. [IpoToKUTENBHOCTh JICUCHHS ONpPEIeICHHBIM aHTHOMOTHKOM 0e3
CMEHBI ero Ha apyroi npemnapat coctaBisieT 10-14 naeit m MoxkeT ObITh mpomasieHa a0 21 aHs.

COHpOBO)K,Z[aIOH_Ia}I AHTUMUKOTHUYCCKAd TCpanusad Ha3HAYACTCA MO KIIMHUYCCKUM IMOKA3aHUSAM.

B 3aBHCHMMOCTH OT OCTPOTBI U MHOXECTBEHHOCTH OaKTEpHAIbHBIX OCIOKHEHUN Hauboiee

NpUMEHUMa Clleyromas anTuOakTepuanbHas tepanus (Tadnumna) .

Tabauua 3 .

AnTubaxkTepraibHble Ipenaparbl, peKOMEHAYeMbIE I JeueHus: 00JIbHBIX C HH(PEKIIMOHHBIMU

3aboneBanusmu npu [TU/] ¢ nedexToM B rymMOpaibHOM 3BEHE.

AHTHOAKTEepHATbHAS Tepanus IIpoxo/KUTEIBLHOCTH TEpanumn
(BO3pacTHBIE I03MPOBKH)
1€ aIoCIIOpUHBI 2-4nenenu
AMUHOTJINKO3UIbI. 2-4 HEACIIN
NEHUIWIIMHOBBINA PAJ. aMUHONEHUIIUIUTUHBI
e PAA " " | 2-4Henenu
SAIIUIICHHBIC KJIABYJIAHATOM IICHUIUJIJIMHBI
KapGanenembl 2 Henenun

cynb(aHUITaMUIBL KOMOWHHMPOBaHHBIE

oounbiie 1 mecsana
npernapaThl - KO-TPUMOKCA30JI+TPHUMETOPUM

B kommiekc 1ne4eOHbIX MeponpuaTUii  OOJIBHBIX BXOAMT CHMITOMAaTHYeCKas Tepamus
CONYTCTBYIOIIEH MATOJIOTHH.
HpOHOJI)Kl/ITe.]IbHOCTb CTAIUOHAPHOIO JCICHUA

JIIMTeNbHOCTh CTAIMOHAPHOTO JICYEHUSI OIPENEseTCs] XapaKTepoOM U TSKECThIO KIMHUYECKUX
MpOsIBIICHUN WH(EKIMOHHBIX U HeMH(PEKIIMOHHBIX ocyioxkHeHui [T1]] u BappupyeT oT 4 Henenb

10 3 MecsILEB.
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TpeGoBanus K pe3yJbTaTaM Je4YeHUst

KymupoBaHue KJIMHHUYECKUX TPOSBICHUH (OCIOKHEHHH) y OOJBHBIX C T'yMOpaJIbHBIM
uMmmyHoaeduiutom. [lognepxanue mpeTpaHCHy3HOHHBIX CBHIBOPOTOYHBIX ypoBHeH IgG y

MMAIMEHTOB BhIIE 6-8 /1.

ITPOT'HO3

[IpumeneHnre KOMOWHUPOBAHHON TeEpamuu C MCIOJIb30BAaHUEM DETYISPHBIX BBEICHUN
UMMYHOTJIOOYTMHA M aHTUOMOTUKOB 3HAYUTENIBHO YJIYYIIAeT MPOTHO3 3a00JIeBaHUs, COTJIACHO
JAHHBIM MEXIyHApOJHBIX HCCIIETIOBaHUNA Ha OOJNBINON BHIOOPKE MEPUOJ JKU3HU MALUEHTOB C
HekotopeiMu Gopmamu [IN]I ¢ mapymenuem antutenoodpaszoBanus (OBUH, X-cremnennas
aramMmmarjao0yIuHeMus, CeneKTHBHBIA aeduuut IgA u moaxmaccoB 1gG) mpubmmkaercs K
310poBOH momynsinuu. PaHo HauaTas ajekBaTHAs 3aMECTUTENbHAs] Tepanus BHYTPUBECHHBIM
UMMYHOTJIOOYTMHOM — TMO3BOJIA€T  M30eXaTh  (OPMUPOBAHHUS ~ XPOHUYECKUX  WHQEKIUH,
3HAYUTENIbHO YMEHBIIAET KOJIMYECTBO SIMU300B OCTPhIX HHPEKIUI U 4acTOTY pa3BUTHUS IPYTHX
ocnoxkHeHuid. B mocrmegHee  Bpems  OONBUIMHCTBO — MAIlMEHTOB C  T'yMOpalbHBIMHU
UMMYHOJC(PHUIMTAMH, TOIYYaIOLIe aJeKBATHOE JIEYEHUE, JOCTUraloT B3pOCIOro BO3pacra U

BEJlyT HOPMAJIbHYIO KU3Hb.

KIIMHUYECKHUE XAPAKTEPUCTUKU U NMOAXOAbI K JJEYEHUIO PA3JIMYHbIX
®OPM I C HAPYIIEHUEM B I'VMOPAJIBHOM 3BEHE

D80.0 Hacneocmeennwvie acammaznodyiunemuu

Boaesnns bpyrona (X-cuenjieHHasi araMMarji00yJIMHeMHs )

B ocHoBe 3a0osieBaHUs JICKUT HAPYIICHHWE CHUHTE3a TUPO3UHKWHA3bl (HA3BaHHOW 1O aBTOPY
BpyronoBckoii - Btk), npuHuMaromei yuactue B co3peBaHuu B-muM@onnToB B KOCTHOM MO3Tre
u3 npe-Biumdornuros B 3pensie kietku. CrnenctBueM neduiura Btk siBisercs mpaktudecku
MOJIHOE OTCyTCcTBHE B-nmumdorutoB B mnepudepruyeckoid KpoBH H  nepudepuuecKux
TUM(OUTHBIX OpraHax M Pe3K0oe CHMKCHHE (BIUIOTH IO CJIEJIOBBIX KOHIIGHTPAIUiT) BCEX KIIacCOB
UMMYHOTJIOOYJIMHOB.

CumnTombl 3a007€BaHMsI, KaK IIPaBUIIO, BOSHUKAIOT B Mepuoj oT 6 mecsueB A0 1 roma
KU3HU peOeHKa, KOTJa MPOUCXOJUT UCTOUICHHE MOJYYEHHBIX TPAHCIUIALlEHTapHO OT MaTepu

AHTHUTCII.
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[TepBBIMH CHUMITOMaMHU SIBJISIFOTCSL TSDKEJBIC PEIUIUBUPYIONINE OTHTHI, CHHYCHTHI,
THEBMOHUHY, BBI3BaHHBIE, B TIEPBYIO 04epeas, Sreptococcus pneumonia, Haemophillus influenza,
Pseudomonas aeruginosa, Mycoplasma catarrhalis, Neisseria meningitides. B kiuHu4eckoi
KapTUHE HEPEAKO TMPUCYTCTBYIOT TaKKe KOXHBbICe WHMOEKIMH, TUAPEHHBIH CHHIIPOM,
WH()EKIIMOHHBIC aPTPUTHI U IPyrUe HHPEKITMOHHBIE MPOIICCCHI.

3amono3puth Oosie3Hb bpyToHa HEOOXOAMMO MPU HATUYHUU TSDKEIOTO WHQEKIIMOHHOTO
CUHAPOMA, TOPIMHIHOTO K CTAaHJAPTHBIM CXEMaM Tepamuu, ¢ JAeOI0TOM 3a00JIeBaHUSI B paHHEM
JIETCKOM BO3pacTe y MajdbuukoB. OCOOCHHOCTHIO, XapakTepHO# 11 6onbHBIX ¢ XLA, sBisercs
HeJopa3BUTHE MeprupEepHUSCKUX JTMM(OUIHBIX OPraHOB, KOTOPOE MOXKHO BBISBHTH YK€ TIPHU

dusuKaabHOM ocMOTpe (TUIOIUIa3Ks MUH/IAJIHH).

[Tpu naGopaTropHOM 00CTIETOBAHUY BBISBIISIETCS PE3KOE CHIDKEHUE YPOBHS BCEX KIIACCOB
UMMYHOTJIOOYJIMHOB, 3HAYMTEIBHOEC YMEHbIICHHE yncia B-muMdporuros (<1%). YuurtsiBas To,
YTO aHAJIOTHYHAs KapTHWHA JIA0OPATOPHBIX M3MEHEHWH MOXET HaONoJaTbCs W TPH JIPYTUX
dopmax TN (OBUH c nedunmurom B-kieTok), OKOHYATENBHBIA JUATHO3 MOXKET OBITh
YCTAQHOBJICH TOJBKO IOCJE TPOBEICHHS TEHETHUYECKOrOo TECTHpPOBaHUs W oOHapyxkeHus Btk
MyTaluu. J{OMONHUTENFHBIM KPUTEPUEM B TIOJb3Yy IOCTAHOBKM JTAHHOTO JIMArHO3a SIBIISETCS
HAJIMYME aHAJIOTUYHOTO 3a00JIeBaHUS CO CHW)KCHHEM KOJIM4ecTBa B-rmuMponutoB vy

POACTBCHHHUKOB MY>KCKOTI'O I10JIa 110 MaTepHHCKOﬁ JIMHUH.

Oxomno 20-25%my>x4rH, UMEIOIIUX MPH TeHeTHYeckoM obcenoBanuu Btk myranuto, He
UMECIOT CEMEHHOTO aHaMHe3a. B TakoMm citydae, Kak mpaBUIIo, KMEET MECTO MyTanus de Novo.

I'en Btk maxomurcs B X-xpomocome (X(Q21.3), mosToMy HaHHO# 0OJIE3HBIO OOJEIOT
TOJILKO JIMIIA MYXCKOTO T0Jia, B TO BPEeMs KakK >KCHIMHA MOXCET SBJISTHCS HOCUTEIIEM, HO
KJIMHUYECKOW CMMIITOMATHKU HE uMmeeT. Bee mouepu npobaHaa OyayT HOCHTEISIMH TPUYHUHHO-
3HAYUMOM MYTAIlMH, TO3TOMY B JaHHOM CiIydae OCOOYIO0 aKTyaJIbHOCTh UMEET I'eHETHYECKOe

KOHCYJIbTHUPOBAHUC U IIPpCHATAJIbHAsA AUAarHOCTUKA.

Inuoemuonozusn

*  Yacrora B nonymsiuuu 1:50.000-1.000.000.

Jlpyrue HacjieICTBEHHbIE araMMAarji00y THHEMHH.

B HacTosimiee BpeMst onucaHbl U Apyrue GopMbl HACIEICTBEHHBIX araMMIIOOYTHHEMHIA
(cm Tabm.1).

K HuM oTHOCAT aedunuT p —Tsokenor memu, aedhunut A S, aedunut o u [ enen

ummyHornooymuaoB, BLNK; nannpie 3aboneBaHus UMEIOT ayTOCOMHO-PEIIECCHUBHBIN
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TUI HacnenoBaHus. KimHndeckne mposBIeHUs cXOXH ¢ Oose3Hbio bpyTona, HO, Kak
npaBuio, OOJNE3Hb MMEET Oosiee TsKeNoe TEUEHHE B CBS3M ¢ Oojiee paHHUM OJIOKOM
co3peBanust B-numpouutoB. K Hacrosimemy momenty omucaHo MeHee 10 Takumx

pa3po3HEHHBIX CITy4aeB B MHPOBOH JIUTEpaType.

D80.2 H3oupamenvnutii (cenexmuenutii) depuuum ummynoznooynuna A [1gA]

* CenextuBHbli gedpurur IQA — mnepBHYHOE UMMYHOJC(UIIMTHOE COCTOSIHHE,
XapakTepusylonieecs y aereid crapuie 1 roga ypoBHEM CHIBOPOTOYHOW KOHIEHTpPaLUU
IgA MeHbllle WIM paBHO 5 MI/ma Tpu  AOCTATOYHOM YPOBHE JAPYTHX H30THIIOB
UMMYHOTJIOOYJTMHOB M OTCYTCTBUH mpu3HakoB apyrux MJIC (manpumep, aTakcuu-

TEJICAHTUOIKTA3HH).
Anudemuonozusn
*  Cawmplif yacTelif BapuanT UMMyHoaedunuTa y esporneiines 1:100-700.

*  Momnronouns 6oaetot B 300pa3 pexe.

* Cpenu ATUTETHHO M YacTO OOJECIOMHUX AETeH ATOT UMMYHOAES(UIIUT BCTPEUAETCS C

gactoror oT 6 1o 20%.

Ilpogpunaxmuka

* [IpodunakTrka mpoCTyaIHBIX 3a00JIEBaAHMUIA;

* CBoeBpeMeHHas caHaIlHsl 09aroB XpOHUYECKOH MH(EKINU

JAUATHO3

Kak npaBuiio sBrsieTcsi CIIy4aifHON HaXOJKOU, TaK KaKk U30JUPOBAHHBIN AeduuT IgA B
OOJIBIITMHCTBE Cy4aeB HE UMEET KIMHUYCCKUX MPOSBICHU UMMYHOACHHUIIUTA.

AHamHe3
MoryTt uMeTh MECTO:

e Yactnie MMPOCTYAHLIC 3a0071€BaHUs BCPXHHUX U HUIKHUX ABIXATCIIbHBIX HYT€I>'I;
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* Amepruueckue 3a0osieBaHus (aJUICPrUYECKUIl pUHUT, OpOHXHANIbHAS aCTMAa,
aTONMUYECKHI IEPMATHT U JIp.) HEYTOYHEHHOT'O TeHe3a,

*  AyToMMMYyHHBIE 3a00JI€BaHUS IJIOXO TOIJAIOIINECS TPAAUIIMOHHON TepaIuu;

O0BeKTHBHOE 00C/Ie10BAHHUE.

Omnpenenenne o0mero ypoBHs cekpeTopHOro IgA, KOTOpBIE W HECET OCHOBHYIO
(GYHKIIMOHATBHYI0O HArpy3Ky B HACTOsAIIEe BpeMs HEBO3MOXKHO, TOITOMY CYpPPOTaTHBIM
MapKepOM SIBJISIETCS OTNIPeACIICHHE YpOBHsI cbiBOpoTouHOro IgA. M3omupoBanusiii gedpunut IgA
HE Bcerga MPUBOJUT K Pa3BUTHIO KIMHUYECKUX TMPOSIBICHUH HMMYyHoneduuura. ITO
o0ycioBiIeHO TeM, 4yTo mpu Jedpunure |gA KOMIEHCaTOPHO MOBbImaercs ypoBeHb |G B
ceiBOpoTKe U IgM B cekpere cnu3ucThIX o0Oonouek. BeisiBienue nedunura IgA mpu Haaumauu
BBIPOKEHHOTO0 HWH(EKIIMOHHOTO CHHApPOMa TpeOyeT M000CIeAoBaHUs Ha Hamuuyue JeduimTa
noakiaccoB 1gG w/unm HapylleHHs CHHTE3a CEJCKTHBHBIX aHTHUTeN. Kak MpaBHiio, HMEHHO

coyeranue naHHbIX (hopm [TM1/] npuBOIUT K MaHU(ECTAITUN CUMITOMOB.

Hngpexyuonnvie cumnmomol

OCHOBHBIMU TIPOSIBJICHUSIMU SIBIITFOTCSI OpOHX0-JIerouHble nHpeknuu u napexunn JIOP-opranos.
Nudexnuonnsiii mnporecc mnpu ganHot ¢dopme 1] xapakrepusyercs Oonee dYacThIMU

obocTpeHus MU WH(DEKIUH, HO HE TSHKEJIBIM TeueHHeM. B ocHOBHOM B030ynuTensiMu WH(EKINMA

B TaKHX CIydYasx SBISIOTCS OakTepuu C Mayoil mnaroreHHocThio: Moraxella catharalis,

Streptococcus pneumonia, Hemophilus influenzae.

[Tanmentsr ¢ cenekTUBHBIM Aedurrom I|gA bacTo CTpagaroT pasIHYHBIME  KETYZ0YHO-
KUIICYHBIMU 3200JIEBaHUSIMH KaK HH(EKIIMOHHOTO, TaK U HeMH(EeKIMOHHOT0 reHesa. Tak, cpenu
9THX OOJIBHBIX pacrmpocTpaneHa uHbuiuposanHocts Gardia Lamblia (iam6mmo03). Hepenku u
Jpyrue KUmeyHsle nHPeKnnu. BeposaTHo, cHIKeHne ceKpeTopHOro |IgA, SBISIOMETocs YacThio
MECTHOTO HMMMYHHTETa, HPUBOAUT K Oojee YacToMy HH(QUIIMPOBAHHIO W Pa3MHOKEHHIO
MHKPOOPTaHU3MOB B SIHTEIMU KHIICYHUKA, & TAKXKE K YaCTOMY PEHHOHUIMPOBAHUIO ITOCIE
IPOBEJICHUS aJeKBAaTHOTO JiedeHus. ClieZIcCTBUEM XPOHHYECKOH MH(EKIUK KUIIEYHUKA HEPEIIKO

SBJISICTCS IUM(OUTHAS TUTIEPILIa3Us, COTPOBOKIAIOIIASCS CHHIPOMOM MajibaOCOpOITHH.
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Hopaxcenua KKT

[Tpu cenexktuBHOM nedunute IJA HEeepeHOCHMOCTh JTAKTO3bl BCTPEUAETCs Yallle, 4YeM B oOmei
nomynsuu.  Jluapes, acconuupoBaHHas ¢ Jgedunurom IgA, y3enkoBas JTuMQoOUIHAS

THIEPIUIA3Us U ManbaOCOpOIUs OOBIYHO MII0XO0 TOAIAIOTCS JICUECHUIO.

3acimy)kuBaeT BHUMaHHS YacToe coueranue nenuakuu u Aedunura IgA. Ilpumeprno 1 ma 200
OOJIBHBIX LIEJIHAKHel MMEIOT JaHHBI MMMYHOJOrHUecKuil nedekt. Yacto BCTpedaroTcs Takue
COCTOSIHUS, KaK XPOHUYECKUH TenaTut, OMIMapHbIA HUPPO3, TIEPHUIIMO3HAS aHEMUS, S3BCHHBIN

KOJIUT U OQHTCPUT.

Annepeuueckue 3a001e6anus

CenextuBHbll e@uuuT IgA COMPOBOXKIAECTCS TMOBBIIICHHONH YacTOTOM INPAKTHYECKH BCETO
CHEKTpa AJJIEPrUYeCKHX MPOSBICHUN. alJeprudeckKuii pUHHUT, KOHBIOHKTUBUT, KpallMBHUIIA,
aTONMUYECKUN AepMaTuT, OpoHxuanbHas acTMma. Kak mpaBmiio, OpoHxHallbHas acTMa y 3THX
OOJIBHBIX MMeeT Oosiee pedpaKkTepHOE TEUEHHE, YTO, BO3ZMOXKHO, CBSI3aHO C Pa3BUTHEM y HHX

YacThIX UH(EKIIMOHHBIX 3a00JIeBaHUH, YCYTyOISIOUIMX CUMITOMBI ACTMBI.

Aymoummynnan namonozun

AyTOMMMYHHAsI TIATOJOTHS 3aTParuBacT HE TOJIBKO JKEITYJAOYHO-KHIIEYHBIH TPAaKT OONBHBIX C
nedunurom IgA. Hepenko »Tu OOnbHBIE CTpajarOT PEBMATOMIHBIM apTPUTOM, CHCTEMHOM

KpacHOW BOJTYAHKOM, ayTOUMMYHHBIMU ITUTOIIEHUSMHU.

Jleuenue

CenextuBHbIM neguuuT IJA OTHOCHUTCS K NMEPBUYHBIM J1e(peKTaM UMMYHUTETA, HE TPEOYIOIIHUM
Koppekuuu. JledyeOHble MEpONPHUATHS CBOASATCS K JICUEHUIO BTOPUYHBIX OCIIOXHEHUMN
MH(EKIMOHHON, aJUIEPTUYECKON WIIM ayTOUMMYHHOM MPUPOJIBI, a TAK)KE aKTHUBAIIMH COXPAHHBIX
3BEHHEB WMMYHHTETa B IIENIAX KOMIIEHCAIMH HexoctarouHoi mnpoxykiuu IgA. TlomoOnas
HUMMYHOCTUMYJISIIUA IPOBOJUTCA IO IMOKA3AHUAM (F.HaBHBIM 06pa30M, B CBA3U C KIMHUYCCKUMHU
NPOSIBJIICHUSMH TTOHMKEHHON MPOTHBOMH(EKIIMOHHON CONMPOTHUBISEMOCTH). B KpaiiHe peaxux
Cllydasix TpU HaJIW4YHM TsOKENbIX uH(ekuui (mpu coueranuu aedunmra IgA, moakiaaccos 1gG
/i neduimTa CEeIeKTUBHBIX aHTUTeN (K MHEBMOKOKKY, MEHHHIOKOKKY, TeMOQHIBLHON
IaJJo4uKe u ,Z[p) HUMCHKOTCA OAaHHBIC 06 YCIICIHOM HCITOJIb30BAHHUU 3aMECTUTEIbHOU TCpannn

npenapaTaMi UMMYHOTJIOOYJIMHOB.
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Buumanue! Beenenune npemnaparoB kpoBu 1 BBUI' HeoOX0oaMMoO BBOJAUTH C OCTOPOKHOCTHIO.
[Ipu cenextuBHOM nedpurure IgA Bo3MokHa BbIpabOTKa aHTuTen K IJA, B CBS3UM C 4eM y
NAIMEHTOB MOTYT Pa3BUBAThCS aJUIEPTUUECKUE PEAKIMH, BIUIOTH 10 aHA()UIAKTHYECKOTO II0Ka,

MPEJICTABIISIIOIIETO YIPO3Y JUISl )KU3HU.

CenextuBnbiii aedunut IgA sBusercs omguoit u3 ¢dopm I[N/, mpu koTOpoil 1enecoodbpazHO
UCIIOJIb30BaHWE HUMMyHOMonyinupymwomei Tepanuu. [Ipemapatamu  BbpiOOpa  SBISIOTCSA
Oakrepuanbubie nu3athl (bponxomynan, PuGomynwun, Buoctum, JIukomum), a Takke Apyrue

UMMYHOMOIYJISITOPBI.

HpOI[O.J'I)KI/ITe.]IBHOCTL CTAIMOHAPHOIO JICYCHUSA

CramuoHapHO€ JIe4eHHE HEOOXOAUMO TOJNBKO [UIA JICYEHUS KOHKPETHBIX KIMHHYECKUX
NposiBIICHUH (OCIOXKHEHHH) ceneKTHBHOTO Aedunmra IgA. B GonbIIMHCTBE CilydacB MallMEHTHI

HaOII0aI0TCsa aMOyJIaTOPHO.

TpeGoBanus Kk pe3yjbTaTaM Je4eHHs
KynupoBaHue KIMHHYECKHUX MPOsiBIICHUN (OCTIOKHEHHI) CeIeKTUBHOTO Aeduimra IgA.

IIporunos

B memom mporHo3 3abosneBaHust  OJArONPHSTHBIM, KU3HEYTPOXKAIOIIUE  OCIOKHEHHS

pa3BHUBAIOTCS KpailHe peiKo.

Jepuuyum nooxknaccose ummynoznodynuna G [1gGJ.

Ecnu npu Hanmuuu cephe3HbIX PEeUUIUBUPYIOUINX OaKTepUaNbHBIX MHQPEKIUN IbIXaTebHbBIX
nytel o0muit ypoBeHs 1gG B HOpMe, HE3HAYUTENIBHO CHUKEH WJIM BBISBIISICTCS] U30JIMPOBAHHBIN

neduut IgA, mokazano onpeaeneHue noakiaccos 1gG.

Juaznos. Ummynornooynunsl kiaacca G mpeacrasisior coboit 4 dpakiuu (moakmacca): 1gG1l
(60-70%), 1gG2 (20-30%), 1gG3(5-8%), 1gG4 (1-3%)rpykTypHble OCOOEHHOCTH CTPOCHUS
noakiaccoB 1gG onpenensioT U pazauyHble UX (QYHKIIMOHAIBHBIE BO3MOXKHOCTH, KOTOPBIE 10
KoHI[a He u3ydeHbl. M3BectHo, uro |gG1l u IgG3 npuHUMaOT aKTUBHOE y4acTHe B 3alIUTE OT
TOKCHHOB (MU TEpUIHHOr0, CTOMOHSIYHOTO U JIp.) U TIPOTUBOBUPYCHOM 3alllUTE, B TO BPEMs Kak
[gG2 mnpeuMyIIecTBEHHO —SIBJSIFOTCS — AHTUIONMCAXapUAHBIMH — aHTUTENaMHu  (3almMrTa OT
UHKATCYJIMPOBAHHBIX OAKTEPHii — FeMO(pUILHON MMaT0YKH, MCHUHTOKOKKA, THEBMOKOKKA U JIp.).
IgG3 Takxke sABIAETCS YHHUKAJIbHBIM (DAKTOPOM AaKTHBAIlMM CHCTEMBl KOMIUIEMEHTa H

MPUHUMAIOT aKTUBHOE ydacThe B ocyiecTBieHnn ¢garounutosa. IgG4, napsny c IgE, yuactyer B
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pa3BUTHU ajjieprudyeckux 3aboneBaHusix. Kpome Toro, ayroaHTuTena, NpeEICTaBICHHBIE
uMMyHOTTTOOyMHOM 1gG,s, y4acTBYIOT B psifie ayTOMMMYHHBIX 3a0OJieBaHUM, BKIIOYast
My3bIpYaTKy, MEMOPAHO3HBIN TIIOMEPYIOHEPPUT U TPOMOOTHUYECKYIO TPOMOOIIUTONCHUYECKYIO
nypiypy. YuutsiBas 10, uto 1G4 npencrasnser coboir Mmenee 5% ot obmero konuyectBa 1gG
CBIBOPOTKH KpPOBH, H30JMPOBAaHHBIA €ro HEIOCTaTOK KIMHHUYECKOTO 3HAUYECHHUS HE HMeEeET.
OcHoBHOE KiIMHUYecCKOoe 3HaueHue wumeer nepunmrt |gG2ioaknacca. [depunur 1gGlae
paccmatpuBaeTcs B gaHHoi rpymme IIM/], Tak kak cocTaBiisis OCHOBHYIO yacTh obmiero 19G,
nedunur 1gGLl mpuBoauT K CHMWXEHHUIO ypoBHsS obOmiero |G u paccMmarpuBaeTcsi B paMKax
apyrux runorammariooymuHemuii (M. Bbime). Jepunur IgG3, kak mpaBHIo, codeTaeTcs ¢
neUIUTOM JPYTUX TMOAKIaccoB win nedunurom IgA, a uzonuposannbiit nepunur 1gG4 moxer
UMETh KJIMHUYECKOE 3Ha4eHHE B codeTaHuu ¢ AepururoM |gG2 wim cenektuBHOM aedunurte

IgA.

Knunuueckaa xapmuna: Tipe/CTaBlIeHa MPEUMYIIECTBEHHO PELUIUBUPYIOIUMH HH)EKIUAMU
JIOP-opranoB W JbIXaTeNbHBIX IyTeH WHKAICYJIMPOBAaHHBIM OakTepusiMu (OaKkTepusIMH,

UMEIOIIMMH KJICTOYHYIO CTCHKY).

Jleuenue. JeuyeHUE CUMIITOMAaTU4YecKoe. B peakux cilydasX, IPU BBIPAXKEHHBIX TKEIbIX
WH(]EKIMOHHBIX TpoIleccax, OCOOCHHO COMPOBOXKIAIOIIMXCS OOpa3oBaHHEM OPOHXOAIKTA30B,

MOKa3aHO MPOBEJCHUE 3aMECTUTEIILHON Tepanuu nfoHopckumu 19G.

D80.5 Hmmynooegpuyum c nosviuiennvim cooepiycanuem ummynoznooyauna M [[gM]

l'unep-IgM  cuHApOMBI — TeTeporeHHas Tpylna TIeHeTHYEeCKUX Ae(PEeKTOB, NPUBOAALIMX K
HapYLICHUIO TIEPEKITI0UEHHS KJIacCOB MMMYHOTTIOOYIMHOB ¢ MM 06€3 BMEIaTebCTBa B POIIECC
COMAaTHYeCKOW rumepMmyTanui. B ocHOBe naHHBIX 3a00JieBaHUM JIKUT HapylleHUE Mepeaadu
curHanma mocpeactBom CDA40, pesymbrarom dYero MoxeT ObITh (opmupoBanue [IMJ] ¢
U30JIMPOBaHHBIM JepuruToM antuten, win [IM]] ¢ gepunuToMm aHTUTEN B COYETAaHUU C
HapylIeHHeM (QYHKIHH APYTHX KIETOK (MOHOLMTOB, Makpo(aro, JEHAPHTHBIX KJIETOK), Ybe
¢ynkunonuposanue Tpedyet nepenaun curnana yepes CD40penentop. B takom ciaydae, kpome
cumnToMoB xapaktepHbix ans [IHUJ] ¢ nedexrom rymopanbHOro 3BEHa, y MAIMEHTOB TaK JKe
MMEET MECTO MOBBIIIEHHAs IPEIPACIIONOKEHHOCTh K ONMMOPTYHUCTUYECKUM HH(EKIIUSIM.
I'unep-IgM curzIpom Taxke MoxeT ObITh cocTaBisitomeit aApyrux ¢opm [N/ (c HapymeHusIMu
penapanuu JITHK, OBUH u ap.).

Pacnipoctpanénnocts 1:100000.Manudecranust 3a001eBaHUsI POUCXOIUT B PAHHEM JETCKOM

BO3pacTe.
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Bropuunsie runep-lgM cocTostHuST MOTYT HaOIIOIAThCA TOCHIE TMEPEHECEHHOM KpacHyXH, Ha
(oHe 3710KaYeCcTBEHHBIX HOBOOOPAa30BaHUI UIIH ITpHEMa MPOTUBOCYAOPOKHBIX MPENapaToB.
Jledext cuHTe3a UMMYHOTJIO0YIMHOB SIBJISIETCS CIACICTBHEM HAPYIICHUS B3aUMOACHUCTBUS MaphI
CD40peuentopa B-mumdoruroB u CD40muranga Ha moBepxHocTH T-mumMdonnuToB.

Paznwuarot runep-IgM1 (HIGM1), HIGM2, HIGM3, HIGM4 cuaapoMsi.
Ilpogpunaxkmuxa

1. TlepBuunas npoduiiakTuKa
* [IpeHaTaybHBIA CKPHHUHT U MEIUKO-TEHETUYECKOE KOHCYIHTHPOBAHUE;
* PanHAs TpaHCIUTAaHTAIMS KOCTHOTO MO3Ta.

2. BropuuHas npoQuiaKkTHKa!

* TpaHcrutanTanus KOCTHOTO MO3T'a, CTBOJIOBBIX KJIIETOK B pAaHHEM JIETCKOM BO3pacTe;

e 3aMecTuTelbHas TEpanus JOHOPCKUMH UMMYHOIJIOO0YIMHAMH;
* (CBoeBpeMeHHas CaHAIUsl 0YaroB XpPOHUYECKON MH(EKIINH,

e Koppekuus conyTCTBYIOIIEH MaTOJIOTUH.

JAUATHO3
OcHOBBIBa€TCS Ha TaHHBIX!

1. xIMHWYECKOI KapTHUHBI, Pa3BUBAIOIICHCS, KaK MPABHUJIO, HA TMIEPBBIX T0J1aX JKU3HH;

2. JaHHBIX OOBEKTHMBHOTO OCMOTpA. THUIHYHBI THUIEPIIa3usi HEOHBIX MHHIAUIMH U
nepupepuIecKux TUM}OY3II0B, renaTrocieHOMeranus, NOCTUH(EKIIMOHHOE
OTCTaBaHME B (PU3MUECKOM PA3BUTHH, apTPHUTHI, arpaHyIOIHTO3;

HaJIMYUsI CEMEHHOro aHaMHe3a;

JTAHHBIX JIAOOPATOPHBIX TECTOB:

*  CHWXEHHUE cbIBOpoTOouHOM KoHueHTparuu 1gG menbme 200mr/mi, IgA MeHbIe
5 mr/mn ipu IgM Beitire 300Mmr/ 1 (MHHEMYM B 2X aHaau3ax). Y 4acTH JETeH C
BO3PAaCTOM MOYKET ITPOUCXOIUTH CHIKEeHUE ypoBHEH IgM ke 300mr/ i, a
3areM u najienue |gM Hipke HOpManbHBIX BO3PACTHBIX 3HAYCHUH, TUArHO3 MIPH
3TOM CIIeIyeT epecMaTpuBaTh Ha OOIYI0 BapHaOeIbHYIO

FI/IHOI‘aMMaFJIO6y.HI/IH€MI/IIO;
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* CHIDKEHHE WM oTcyTcTBHUE 3kcnpeccun CD40nuranaa Ha MOBEPXHOCTH

CTUMYJIHPOBAaHHBIX T-TUMGPOLUTOB IPU HUTOPIOYMETPUH;

5. JaHHBIX TCHCTUYCCKOI'O OGC.HGI[OBaHI/I}I.

AHaMHe3

*  Yactsle mpocTyHbIE 3200JI€BaHUS BEPXHUX U HIDKHUX JBIXATENbHBIX IIYTEH TSHKEIOTro
TEYEHUs!, TOPIUIHBIE K CTAHJAPTHBIM CXeMaM aHTHOMOTUKOTEpaIuy,

e Onnoprynucruyeckue unpexuu, [IHC-undexkuun (s HIGM ¢ coueranunem
HapYIICHUS CHHTE3a aHTHTEIl C TIATOJIOTHEH KIIETOYHOTO 3BCHA);

* [laronmorus OpraHOB KEJTyJOYHO-KUIIEYHOTO TPaKTa (IUapeiHbIi CHHIPOM);

*  AyrouMMmyHHBIE 3a00ieBaHUs (CKICPO3UPYIOIIUI XOIaHTUT, HeCTICIIM(DUICCKHI
SI3BEHHBIN KOJIUT, CEPOIIO3UTUBHBII PEBMATOUIHBINA apTUPT, LIUTOIICHUH);

e OmnyxoJeBbie 00pa3oBaHus (0COOCHHO MEUECHU U OMITMAPHOTO TPAKTA, TUM(OMBI).

HIGM1 (X-cuemnennsiit HIGM cunapom) — cocraBiser okono 70% Bcex rumep-IgM. B
JAHHOM Cilydae umeeT mecto mytarus B rede smranga CD40 (CD40L) ¢xcmpeccupyercs Ha
MOBEPXHOCTH AKTUBUPOBAHHBIX T-mumdonutoB). ['eH, xomupyromuii 6emok hp39 (CD40L),
HAXOJUTCS B JUIMHHOM IUIede X-XpoMocombl (X(Q26-27). Omucano Oosnee 100 paznuubIx
MyTaluid B JaHHOM TeHe. [Ipr HEKOTOPBIX MYTAaIUsSX MOTYT JKCIPECCHPOBATHCS HEOOJBINNE
konudyectBa CD40L,uTo o0ycnaBnuBaeT 0osiee MITKOE TeUeHUE 3a00IEBaHNUS.

Jns HIGM1 xapakTepHbl KIWHWYECKHE MPU3HAKK KaK HApYyIICHUsS CHUHTE3a aHTHUTEIN, TaK M
HAPYIICHHS KJIETOYHOTO MMMYHUTETA (CKIIOHHOCTD K ONIMOPTYHUCTUYCCKAM HH(EKIIUSIM).

B ximHuueckoil kaptuHe npeobnanaroT OaxtepuanbHble uHOpekuu JIOP-opranoB u 6ponxo-
JIETOYHOW CHCTEMBI TSDKEJIOTO TEUCHHUS, TOPIUIHBIE K CTAaHAAPTHBIM CXeMaM TeparuH, a TaKkKe
ommoprynuctuueckue (Toxoplasma gondii, P. Carinii, Cryptosporidia, Mycobacteria u ap.),
IpUOKOBBIE U BUPYCHbIE HH(EKLINH.

XapakTepHbIM SIBIISIETCS BOBJCYCHHE B WH(EKIIMOHHBIN TMPOIECC OPraHOB JKEIyI0YHO-
KHAIICYHOTO TpPaKTa C pPa3BUTHUEM S3BEHHOTO TIOPKEHHS pa3M4YHBIX OTAeioB. Jlnapes
HaOJIF01aeTCsl TOYTH Y TIOJIOBUHBI OOJIBHBIX 1 MOYKET OBITh KaK CTOWKOM, TaK M ATIH30JHNIECKOM.
OnHUM U3 XapaKTEepHBIX MOTEHIHANbHO (aranbHbIX ocioxHeHudd npu HIGM1 cunnpome

SBIISICTCS CKJIEPO3UPYIOIUi XoiaaHruT. Kpome TOro, 4acThIM OCJIOKHEHHMEM JaHHOW (OPMBI
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[MN]] stBAsitOTCS OMyXOJM TEeYeHW W OunmapHoro Tpakrta. llopakeHus medeHH y OOIBHBIX
HIGM1 oTHOCSTCS K OCITOKHEHHSIM, OIIPEIEIISIONINM MTPOrHO3 3a00IeBaHusl.

B xnmunuke HIGM HemanoBakHoe 3HaU€HUE UMEET U ayTOMMMYHHAs MTaTOJIOTUS, THIIMYHAS JUIS
NalMeHTOB JaHHOM rpymnmbl. HambGomee dvacto BeTpeuarorcst (Hecmenmu(pHUSCKUI SI3BCHHBIM
KOJIUT, IUTONICHUH, CKIICPO3UPYIOIINH XOJIAaHTUT, CEPOHETaTHBHBII apTPUT U Jp.).

He X-cuenuennsie popmbl runep-lgM cunapoma:

HIGM2: wmyranmus B rene AICDA, mnpuBoxsmas K HapyleHuto auddepeHIupoBku B-
TUM(OIIUTOB.

B kianHMuYecKol KapTUHE MPEBATMPYIOT OakTepualibHble MH(YEKIMHU OPraHOB PECIUPATOPHOTO
tpakta u opranoB JXXKT, TopnuaHbie K CTaHAAPTHBIM CXeMaM aHTHUOMOTHUKOTEPAIINH.

Kak mpaBuio, ayTOCOMHO- PELIECCHBHBII THUI HACJIEIOBaHUS, OJHAKO OIKMCAHO HECKOJBKO
CJIy4aeB ayTOCOMHO-JOMHHAHTHOI'O TUIIA HAC/IEOBAaHHs B HEPOACTBEHHBIX CEMbSIX.

HIGM3 : myranus B rede perenropa CD40 B-kinerounsiii penentop). Kinuanueckoe TeueHue
unentnuHo HIGM1. Tun nacienoBaHus — ayTOCOMHO-PELIECCUBHBIN.

HIGM4 — onucano Heckonbko ciydaeB HeuaeHTUuimpoBanHbix HIGM, renermdeckoe
TECTHUPOBAHUE - MYyTallUsl HE YCTaHOBJEHA. XapaKTepHO Ooyiee MATKOE TEUEHHE, CXOJHOE C
HIGM2.

HIGMS — no xnuanyeckoit kaptune noBtopsier HIGM2, 6uannensnas myranus B reae UNG.

Tun HacnenoBaHUs —ayTOCOMHO-PELIECCUBHBIM.

Jleuenmue:
1. TpaucnnaHTanus KOCTHOIO MO3ra B JJIETCKOM BO3pacCTe;
3aMecTUTeNbHAS TEPANUsl JOHOPCKUMU KIMMYHOTTIO0 Yy TMHAMU,

Cananust ouaroB HHQEKIINH;

w0

Koppekuus conyTcTByromen naTojJoruu.

D 80.7IIpexoasimas runorammarsiooyaunemust nereit (ITIJ1)
Onpeoenenue

'/ (CMHOHMMBI: TPaH3UTOpPHAS MIIAJICHUECKAs THIIOraMMarjio0yJIMHEMUs, TpPaH3UTOPHAS
THIIOraMMarjo0yIMHEMHUST PaHHETO BO3pacTa) - HMMYHOACDUIMTHOE COCTOSHHE, THArHO3
KOTOPOTO BBICTABJISICTCS JECTSIM B Bo3pacTte OT 1 rojma q0 5 JeT Mpu CHWKCHUH CHIBOPOTOYHOM
KOHIICHTPAIIUU OJTHOTO MJIK HECKOJBKUX W30THIIOB UMMYHOTTI00yuHOB 1gG Menbine 500mr/ i,
IgA menbme 20 mr/mi, IgM menbie 40 Mr/mt npy UCKITIOUEHUH APYTUX UMMYHOIC(PHUIIMTHBIX

COCTOSIHUM.
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[I'J] sBnsiercs AOOPOKAYECTBEHHBIM HMMYHOACPUIIMTHBIM COCTOSHHEM M 10 CYIIECTBY
npeaCTaBIseT co0oi 3aTsHKHOM (IIPOJIOHTMPOBAHHBIN) BapHaHT (PU3MOJIOTHYECKOTO COCTOSHHUS
THIIOraMMarjo0yIMHEMUH, CBOMCTBEHHOH JeTsM B Bo3pacTe 3-6 MecsleB, KOTJa 3arachl
MOJIYYCHHBIX BHYTPUYTpOOHO MaTepwHCKUX |QG mcTomarTcs, a COOCTBEHHBIM CHHTE3 €Ille
HenoctarodeH. [1I']] MoxkeT 0OHapyKUBAThCSI y MPAKTUYECKH 37I0POBBIX JETECH Kak CirydaiiHas
Haxonka. Omnako y xeredt ¢ III'JI Moxer OBITh MOBBIINIEHHAs YacToTa PECHUPATOPHBIX
uHpekuuii, wuHpeknmii JIOP-opraHoB, KOXH, CIHM3UCTBIX, MOYEMOJOBBIX M KHIIEUHBIX

UH}EKIni.

Jleuenne

[II'J 3akaHYMBAETCS CaMOIMPOU3BOJIBHBIM BBI3JOPOBICHUEM U HE TpeOyeT MaTOTeHETUYECKOU
MMMYHOKOppeKIIMH. JleueHne CBOAUTCSA K YCTPAaHEHHUIO M3PEIKa BO3HUKAIOIIMX KIMHUYECKHX
nposiBIIeHU 3a0oyieBaHMsl, TJaBHBIM o00pazoMm, wuHGeknuid. JledeHne >3TuX UHPEKIHHA
MPOBOAMTCA MO CTaHJApTaM COOTBETCTBYIOIIMX HO30JIOTWH. B penkux ciydasx, mpu TAKeEIbIX

MH(]EKIIMOHHBIX TpoIleccax Iejaecoodpasno ucnoiab3opanue BBUIL B kommuiekce Tepanu.

HpOIIOJI)KI/ITeJIbHOCTb CTAIIMOHAPHOI'O JICYCHUHA

CranuoHapHoe Je4yeHHE HEOOXOIMMO TOJIBKO JJIsi JIEYEHHUS KOHKPETHBIX KIMHUYECKHX
nposiienuii (ocnoxxuenuii) I1I'J[. B OonbimucTBe ciayuyaeB maruentsl ¢ 1] HabmogaroTes

amMOynaTopHO.

TpeOoBaHus K pe3yjbTaTaM JieYeHUs

KynupoBanue kimHndeckux nposiienuid (ocnoxuenuit) [T/,

D83.061masi BapuadeibHass HMMYHHasi HepocTaTouHocth (OBUH)

Onpeoenenue

OBUH - nepBuyHO€ MMMYHOAEC(PHUIIMTHOE COCTOSHUE, MPOSBISAIONICECS Y JIUIl JIFOOOro ToJia
NOBTOPHBIMU ~ OakTepUaNbHBIMU  WHQEKIUAMH, JabopaTopHas JUAarHOCTUKAa  KOTOPOTO
OCHOBBIBACTCS HA BBIABICHMM (MHHUMYM JBYKpDATHOM) CyYMMapHOH CBIBOPOTOYHOMU
koHmentpanuu 1gG <450 Mr/mn B coYeTaHHWU CO CHIDKCHHEM XOTS ObI €Ille OJHOT0 HM30THIIA

MMMYHOTJIOOYTMHOB, Kak npaBuiio, IgA, pexe IgM.

31



OBUH mpexacraBnsier coboii OCHOBHYIO KJIMHMYECKH 3Haunmmyto dopmy I[TU]] y B3pocibix,
oObenuHsISI B CceOsl TETEPOTreHHBIX MO KIMHUYECKUM (EHOTHUIIAM TAIMeHTOB, OCHOBHBIMHU
MPOSIBICHUSIMU OOJIE3HH y KOTOPBIX SIBISIOTCS HE TOJIBKO TSDKENBIE OCTPhIE M XPOHHYECKUE
TOpNUJHBIE K  Tepanuu  WHPEKUWH, HO TakkKe M  ayTOMMMYHHas  IaToJIOTHS,
aumbonponudepayisi U MOBBIIIEHHAs  IPEApacloiOkKEHHOCTh K  3JI0KaYECTBEHHBIM
HOBOOOpa30BaHUsIM, UMEIOIIME B CBOCH OCHOBE HapyIIeHUE CHHTE3a aHTUTeN Kiacco 1gG, IgA
u/vwm IgM.

OBHH B paBHOW CTENEeHW CTpadalOT KaK MYXKUYUHBI, TaK W IKCHIIHUHBI, MPH 3TOM
pactipoctpaneHHocTb cocTaiseT 1 @ 25 000 - 30 OO0BacenenHus.

VYuuteiBass pa3zHooOpaszue kiaumHHuYeckoi kaptuHel OBHMH, a Ttakke BO3MOXHOCTB
no3/Hero ne0roTa, XapakTepHOro MMeHHO aus 3Tod ¢opmer [THM]] ¢ HapymeHueMm cuHTE3a
antuten, pacno3Hats OBUH B pyTHHHOM MpakTHKE OKa3bIBAETCA HOCTATOYHO 3aTPYIHUTEIBHO.
Nmenno nist OBUH xapakTtepHO omo3jgaHrie MOCTAaHOBKHU JIMArHO3a Ha MEPHOJ OT HECKOJIbKUX
JIET 10 HECKOJIBKUX JIECATKOB JIET.

Knunnueckumu  kputepusmu OBUWH  gBistoTrcs  penuauBHpyrOIIME  OCTpbIE U
XPOHUYECKHE TXKEJIOro TeUEHUs, TOPIHUIHbIE K CTAHJapPTHBIM CXeéMaM Tepanuu HHPEKIUH.

JlabopaTopHbIMU KpUTEpHUsIMH ITOCTaHOBKH auarHo3a OBUH siBnsercst cHkeHre ypoBHS
IgG, IgA u/unu IgM u HapymieHue cuHTe3a CrieU(PUYECKUX aHTUTEN B OTBET HA BAKIIMHAILIUIO
WIY TIOCJIEe IEPEHECEHHONW MH(EKIIH.

HopMmbl ypoBHSI HIMMYHOTJIOOYJIMHOB 3aBUCAT OT METOJIMKH TECTUPOBAHMSI, STHUYECKOU
TpyNIbl, BO3pacTa, mojia. YUYUThIBas TOT (PAaKT, 4TO COTJIAaCHO aHAIU3y JaHHbIX EBpormeiickoro u
Awmepukanckoro peructpo [IM]J[, ocHOoBHOe KoimuecTBO B3pocibix nanueHToB ¢ OBUH
(94,2% wu 85%, cooTBeTCTBEHHO) MMenu ucxoaHbie ypoBHH IgG menee 450 mr/mi, 3TOT
nokasareinb M ObUT NPUHAT 3a JWAarHOCTHYECKHM Kputepuil s B3pochbix. llamuentsr, y
KOTOPBIX ypoBeHb QG cHmkeH, HO Bbilre, yeM 45Mr/mm — paccMaTprBalOTCS KakK <BO3MOKHAS
OBUH». [lna nereil M MOAPOCTKOB B KauyecTBE AuarHoctuueckoro kpurepus OBHUH
UCTIONB3YETCsl CHIDKeHUe ypoBHs |gG Ha 2 cTaHAApTHBIX OTKIIOHEHHS OT BO3PACTHOM HOPMBEI.

BropeiM BakHeHIIUM J1a0OpaTOpPHBIM KpHUTEpUEM TOCTaHOBKM nuarHo3za OBUH
SBJISIETCS BBISBIIEHUE HAPYIIEHHOTO CHHTE3a CHEHU(PUUYECKUX aHTUTE] B OTBET Ha BaKLMHAIUIO
WY TI0CJIE€ IePEHECEHHON MH(EKIIH.

VYV mnanuentoB OBHUH ¢ yMepeHHBIM CHI)KEHHEM YPOBHS HMMMYHOIJIOOYJIMHOB U
HEKOTOPOW COXPaHSIOMIEHCS CIHOCOOHOCTBIO K aHTHTEIO00pAa30BaHHIO, CIEIH(PUICCKUC
anTuTena (mocTUH(EKIMOHHbBIC W/MIH MOCTBAKIIMHAILHBIE) MOTYT (DOPMHUPOBATHCS, OJJHAKO OHU
COXPAHSIOTCSI KOPOTKUN MEpUOJT BPEMEHH, IMO3TOMY MM LIE€JIeCO00pa3HO MPOBOAUTH MOBTOPHOE

oOcliezioBaHNe Yepe3 HeKoTopoe BpeMs, Ecnu npu moBTopHOM 00CIE10BaHUM YPOBEHb JTaHHBIX
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AQHTUTEJ CHIIKAETCS WM He onpenensercs, nuario3 OBHH moxer ObITh ycTaHOBICH. DYHKITUS
AHTUTENI000PA30BAHUS CUUTACTCSI HECOCTOSITENIHHOM TIPU OTCYTCTBUU aJ€KBATHBIX TUTPOB
crenupuIecKnX aHTUTeNn K 2 WH(EKIIMOHHBIM areHTaMm. [Ipu 3ToM HOpManbHBIM MOKa3aTelleM
CUHTE3a CelU(PUUECKUX aHTUTEN CYUTAeTCs 4-X KpaTHOE yBEIMYEHHUE TUTPA MOCIIe BaKIIMHALIUN
WM TIEPEHECEHHON HH(EKIUH.

YpoBeHb B-muMQonuTOB yUYUTHIBACTCS MPH TMOCTAHOBKE AMAarHo3a, HO HE MOXKET
SIBIIATHCS YETKUM JUArHOCTHYECKUM KPUTEPUEM. DTO CBSI3aHO C TE€M, YTO OH TaKXkKe IMOJBEPKEH
OOJIBIIUM BapUaIMsIM. OT MPAKTHYSCKH IOJHOro OTCyTcTBUS B-kiaerok (<1%) mo peskoro
yBenuueHus ux uncia (Bcrpeuaercs B 5% cinyaaes OBUH).

Juarno3 OBUH, otuact, sSBisieTCS JUArHO30M HCKIIOUEHHUS U MOXKET OBITh BBHICTABIICH
OpU OTCYTCTBHM APYTUX NPUYMH TunorammarioOynuHemuu. Ilpm momospenunun na OBUH,
CJIeTyeT UCKIIOYUTH CIEAYIOIUE MPUYNHBI BTOPUYHOTO CHUKEHUSI UIMMYHOTJIOOYJIMHOB!

1/ Bospact MeHee 4X JIeT: TPaH3UTOPHYIO THITOraMMarjIo0yJIMHEMHIO IETCKOTO BO3pacTa,
KOMOWHUPOBaHHbIE IMMYHOAEC(PULINTHI, X-CLEIUIEHHBIN TUMponponupepaTUBHBINA CUHAPOM, X-
CIIETUICHHYIO araMmarioOynuHemMuto, runep-lgM cuHapoM, MUETOANCIUIACTHYECKUA CHHIPOM,
cuHapoMm Buckorra-Onapuua, peakue KOMOWMHUpOBaHHBIE WMMYyHoAehunutsl, BUY,
MYKOBHCIIHI03.

2/ 5-55 ner — morepss UMMYHOTJIOOYJIMHOB 4epe3 MOYKU WM IKETYIOYHO-KUIICUHBIN
tpakt (KKT), mnoOGounbie »¢dexTsl oT mnpuema mpenaparoB (CM. BbIIIE), OCOOCHHO
MPOTUBOCYIAOPOKHBIX U AHTHAPUTMUUECKHX.

3/ crapmie 56 et — THMOMa, 3JI0KAYE€CTBCHHBIE OMYXOJIH JTUMQPOUTHON TKAHH, TOOOYHBIE
a¢(deKTH mpenaparos, B IEPBYIO O4epeIb, AHTUPEBMATHUYECKUX U MIPOTUBOCYIOPOKHBIX, TOTEPS
UMMyHOTII00ynuHOB yepe3 mouku u XKKT.

CornacHo mociieIHEMY TEPECMOTPY KpHUTepueB AuarHoctuku, auarHo3 OBMH moxer
OBITh OKOHYATEIbHO YCTAHOBJEH Mocie 2-X JeT HaOMIoAeHUs] MpPU OTCYTCTBHH IaHHBIX 3a
HAJIMYUE APYrUX MPUYUH CHIKCHHUSI UMMYHOTJIOOYJIMHOB, B TIEPBYIO O4€pEIb, TUM(POMBI.

Heo6xoauMo OTMETUTh, YTO, HECMOTPS Ha TO, UTO JuId OonbinHCTBa OonpHBIX OBUH ¢
BBIPQXCHHBIM CHIDKEHHEM HMMMYHOTJIOOYJIMHOB XapaKTEPHbI TsDKENbIE, PELUIUBUPYIOIINE
nH(pekmonueie mporecchl, 10% mNanueHToB MOXET HE HWMETh KIMHHUYECKH 3HAYUMOTO
WH()EKIIMOHHOTO CHUHApPOMA. B Takux ciydasx, Jake MPU CYIIECTBEHHO CHIDKEHHBIX YPOBHSIX
IgG, Ha TmepBBId IJIAH  BBIXOAAT ayTOMMMYHHBIC —MposiBieHHs  (MauonmaThyeckast
TPOMOOITUTOTNICHUYECKAsl Typriypa, ayTOMMMYHHAs TEMOJIMTHYCCKAas aHEeMUs), CapKOHJIO-
nofoOHas UM Apyras CUMITOMaruka. B naHHOM ciydyae 0COOEHHO Ba)KHO OLEHUTH (HYHKIUIO
CHUHTe3a Crenu(PUUECKUX aHTUTEN IS JAIBHEUIIEro pelieHUs BOMpPOca O HEOOXOIMMOCTH

MMPOBCACHU TAKUM 0OJILHBIM 3aMECTUTEILHOMN TCPaInu.
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K coxanenuto, BO3MOYKHOCTH T'€HETUYECKOTO TECTHPOBAHUS JJs IOATBEPKACHUSA
muarHoza OBMH B Hacrosimiee Bpemsi orpaHuueHbl. Tak Kak, HECMOTpPsI Ha MOUMCKHA NPUYHUHHO-
3HaYMMBIX MyTalluid ¥ oOHapyKeHHe TeHOB, IPUHUMAIOIIMX yyacTue B (POPMUPOBAHUH JaHHOU
narooruu (takux kak CD40L, CD40,BLINK, p chain, lambda 5AID, UNG, SAP and XIAP),
MYTAaIUHU yJIaeTCs BBIABUTH JIUIIb Y 5-10%0016HBIX.

MmuorooOpa3ue HeMH(EeKIMOHHBIX KIMHUYecKux mposisiennit OBHUH mo3Bomser
BBIJICJIUTh S OCHOBHBIX KJIMHUYECKUX (DEHOTUINOB OOJIE3HM, MMEIOLIMX OCOOCHHOCTH TEUCHHS,
BEJICHUS U NIPOTHO3a!

|. AyTOMMMYHHBI;,

Il. TTonuknonanpHast TUMQOIUTapHAs HHPUIBTPALUS,

[ll. 3mokavuecTBeHHBIE HOBOOpPA30BaHUS,

I\VV. DHTEepomaTH4ECKui;

V. Be3 ocnokHeHuit (Toapko HHGEKITMOHHBIN MPOIIECC).
Jleuenne OBUH:

ITo cyru, OBUH mnpexacrasisier co0oil BapHaHT HACIEACTBEHHON T'MIIOraMMarioOyJlInHEMHH
(D80.0) m Tpebyer Takoro e KOMIUIEKCA JIEYCOHO-IMAarHOCTUYECKUX MEpOINPHITHH, Kak

BBIIIICOMTMCAHHBIC HACIIEICTBEHHBIC araMMario0yJIMHEMHIH.
1. 3amecTuTenbHas Tepanus (CM.BbIIIE);
2. Kopekius nH()EKIIHOHHOTO polecca (aHTHOMOTHKOTEpanus/aHTHOMOTHKOIIPO(DUITAKTHKA);

3. Koppekuus COMyTCTBYIONIMX COCTOSHHIA (9HTEPONAaTUH, T'paHyJIeMaTO3HbIC IPOIECCHI,
3JI0Ka4eCTBEHHBIC HOBOOOPA30BaHUS U Jp.), KOTOpas HE MMEET CYIIECTBEHHBIX OTIMYHHA OT
PEKOMEHAYEMBIX JJIsl JAaHHBIX 3a00J€BaHUN CXE€M Yy HMMMYHOKOMIIETEHTHBIX OOJIBHBIX H
OTpeNeNsIeTcsl KIMHUYECKUMHU cuMnToMamu. OJHAaKO, MpH HEOOXOAWMOCTH HCIIOJIB30BaHHS
JUTUTEIIBHBIX KYPCOB HJIM BBICOKUX 103 UMMYHOCYIpeccuBHOM Teparnuu (cucremubie ['KC u ap.)
esnecoo0pa3Ho THIATEIbHOE MOHUTOPUPOBAHUE OOJBHBIX JUISI KOHTPOJIS 00OCTPEHHS BUPYCHBIX

1 OaKTepUATbHBIX WH(EKITUH.

AAroput™Mbl BeieHUs1 OepeMEHHBIX JKeHIH Ha (hoHe o01el BapruadeabHOn
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HMMYHHOﬁ HEAOCTAaTOYHOCTH

Ecnm y 6onbHOM Ha doHE
MIPOBOAUMOM aJIEKBATHOU
3aMECTUTENIbHOM Tepanuu
OTMEYAETCs CTOMKAsi PeMUCCHS
UH(EKIHOHHBIX (BUPYCHBIX,
IpUOKOBBIX, OAKTEPUATIBHBIX )
3a00sieBaHUN

Ecnu y GonpHOM Ha (oHe
MPOBOAUMOM aJIEKBATHOU
3aMECTUTENBHOU Tepanuu
orMeuvaeTcs yactoe (4-5pa3 B
roj) obocTpeHue
OaKTepHaIbHBIX, BUPYCHBIX WIN
rpUOKOBBIX HH(DEKITUT

Benenue JIOPOZI0BOTO nepuosa, poIoB u
II0CJIEPOJOBOTO Iepuosa Ha (POHE 3aMEeCTUTENbHOM
tepanun BBUI' B anexBaTHO momoOpaHHOH 103e He
OTJIMYAETCA OT 3[JOPOBBIX >KEHIIHH.

Breibop Meroma popopaspemieHuss IO aKyIHIEPCKUM
nokazaHusM. Jlroboe omnepaTUBHOE BMEIIATEIbCTBO
MPOBOJIUTCS Ha (hOHE aHTHOAKTEpHATBHOW Tepanuu. B
cllydae IIpOBEIECHHUS OIEpAaLlUU KecapeBa CEYEHHs,
CPOKM  TIPOBEJECHHUA aHTHOAKTEpUAIBHOW Tepanuu
JOJDKHBI B 2-3 pa3a MpeBbILATh MPOAOKUTEILHOCTh
CTaHIapTHOU aHTUOAKTEpUATBLHOM  Tepamuu Y
UMMYHOKOMIETEHTHBIX OOJIbHBIX.

Pazpemaercs rpyjHOe BCKapMIIMBaHUE

Ecnu y GonbHOM Ha (oHe
MPOBOAUMOM aJIEKBATHOM
3aMECTUTENBHOU Tepanuu
OTMEYAETCsl HENIPEPBIBHO
peLUANBHUPYIOIIEE TEUEHNE
nHpeKun

Heo6xoaumo YBEIHYUTh
uMMyHorooymuHa 10 1-1,5r/kr.
BeiObop Meroma popmopaspelieHus IO aKyHIEpCKUM
nokasaHusM. B crmyuae omepauuu KecapeBa CEUCHHS
CPOKM  TIPOBEJECHHUA aHTHOAKTEpUAIBHOW Tepanuu
JOJDKHBI B 2-3 pa3a MpeBbILATh MPOAOKUTEILHOCTh
CTaHJIapTHOU aHTUOAKTEpUATBLHOW  Tepamuu Y
UMMYHOKOMIETEHTHBIX OOJIbHBIX.

Bomnpoc o rpy1HOM BCKapMIIMBaHUM PELIAETCS BpauoM
UH/IUBUYaJIBHO.

Kypc mononnuTtensHO aHTHOAKTEpUATbHON Tepanuu
BO BpeMsi OepeMEHHOCTH MO TOKa3aHusM. B cmyuae
COMHEHMsI Bpaya B HEOOXOAMMOCTH Ha3HAYCHMS
AHTUOMOTUKOB — BBIOOP B IOJIb3Y aHTHOAKTEPUAIbHOM
Tepamnuu.

103y BBOJIUMOIO

A 4

Heo6xoaumo YBEIHYUTh
umMMyHoro0ynuHa 10 1-1,5r/kr
Bribop Meroma pojopaspenieHus

103y BBOJIUMOIO

0 aKyHIIEepPCKUM

HIOKa3aHHSIM.

Jlo u mocne pogopasperieHus: IpoBeieHNue aJeKBaTHON
aHTHOAKTepUAITBbHOM Tepanuu AHTUOMOTHKAMHU
IIMPOKOTO CIIeKTpa JEUCTBUA. [Ipumenenue
AHTHUOMOTHUKOB POBOIUTCS B MaKCUMaJIbHO
JIOIYCTHMBIX n03ax, CpOKH HPOBEJICHUS
aHTHOAKTEpUAIIHOW Tepanmuu JOJKHBI B 2-3 pasa
IPEBBIIATH HPOJIOJKUTETBHOCTD CTaH/apTHON

aHTUOAKTEPUAIBHON Tepanuy y UMMYHOKOMIIETEHTHBIX
OonpHBIX. B ciiywae miaHmpoBaHUS poOpaspeIIeHHS
IyTeM OIEepallid KecapeBO CEYEHHEe, C  LENbIo
CHIDKCHUSI BEPOSATHOCTH MH(EKIMOHHBIX OCIIOKHEHUH,
aHTHOAKTEPUAIBHYIO TepalUi0 HA3HAYMUTH 3a 2 JHA JI0
OIIEPAaTHBHOTO BMEIIATEIbCTBA.

He paspemaercst rpyaHOe BCKapMIIMBaHHE
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