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KiaroueBnlie ciioBa

NEepBUYHBIN MMMYyHOAE(DULUT, 00Ias BapuabenbHass UMMYHHAsi HEJJOCTATOYHOCTb, 3aMECTUTEIIbHAS
Tepanusi, UMMYHOIJIOOYJIMHBI Ul ~ BHYTPUBEHHOI'O  BBEICHMs,  araMMarjioOyJuHeMHus,

FI/IHOFaMMaFJ'IO6y.]'H/IHeMI/I${
Cnmcok cokpameHni

AnAT — ananmHamuHOTpancdepasa
AcAT — acnaparamuHOTpaHchepasa
AT - antuTeno

ALl — aneTunucTenH

BBUI" — BHYTpHUBEHHBII UMMYHOTJIOOYITUH
BUY — Bupyc nmmyHoaeduinta yenoBexa
BO3 — BcemupHas opranusanus 31paBOOXpaHEHUs
B/B — BHYTPUBEHHO (blif)

B/M — BHYTPUMBIIIEYHO (bIi)

T - TpaMM

I'T'TII — rmroTaMuHTpaHCENTHIA3a

I'KC — ri11oKOKOPTHKOCTEPOU /T

KKT — xkeny104HO-KHIIEYHBIA TPAKT
NJIC — uMMyHOIE(DUILIUTHOE COCTOSTHUE

KT - KWJIOTpaMM

JIAI' — nakTaTaeruaporeHasa

JIOP - oTOprHOIApUHTOIOT

MKB-10—- MexayHapoaHasi cTaTucTUdeckast kiaccudukanus 6one3Heit 1 mpoodiieM, CBI3aHHBIX CO

3nopoBbeM, 10 mepecmotpa, npunsTas 43-eit Bcemupnoit Accam0Oieeit 31paBooxpaHeHUs
MIJI - MUJUTUIIUTP

HIIBII — HecTepougHbIe IPOTUBOBOCIIAIMTENIBHBIE IIPEApaTh



OBUH - o6mas BaprabenbHasi HMMYHHAsI HEIOCTaTOYHOCTh
[I'JT — mpexoasiias TUIIOraMmmMariooyIuHeMus 1eTen

[N ]] — mepBUYHBIN UMMYHOICPHUITUT

ITKUI" — moaKokHBIE UMMYHOTJI00 YJTHHBI

[ITTH — npuaaToyHble Ma3zyxu HOca

[IIIP — nonumepasHas uenHas peakius

/K - HOIKOKHO

PAAKMU — poccuiickas accouuanus ajjieprojoroB 1 KIMHUYECKUX UMMYHOJIOTOB
COD — ckopocTh OCeAaHNs SPUTPOLIUTOB

IIMB - nuromeranoBupyc

V31 — ynbpTpa3ByKOBOE UCCIENOBAHNE

OB/ - pyHKIIUS BHEIIHETO JABIXaHUS

ObB — OnreitH-bapp Bupyc

OKI" — anexTpokapauorpamma

Btk — BpyToHOBCKasi THPO3WHKHHA3a

HIGM — runep-IgMcunapomsr

IUIS — Mexaynapoansiii Coroz UmmyHonormueckux O0mecTs
IgA — uMMyHOTIIOOYIMH Kitacca A

IgE — ummyHOrII00YMH Kitacca ETepmuHbl U onpeneneHus
19G — mmmyHOTITOOYIMH Kiacca G

IgM — nmMMyHOTIOOYIMH Ki1acca M

RW - peakuus Baccepmana

XLA — X-cuemienHast araMMario0yTHHEMUS

CD3+, CD4+,CD8+,CD19+, CD 20+, CD 56+ - kmacreps nuddepeHImpoBKy TUMEGOITUTOB



TepMuHbI U onpeaeIeHUs

[lepuunbie ummyHonepuuutel (I[IMJ]) ¢ mnpeumymiecTBEHHBIM HapyIIEHHEM CHHTE3a
AHTUTEI IIPEICTaBIISIIOT coboit TCHETHYECKU JETCPMUHUPOBAaHHBIC 3a00JeBaHus,
XapaKTepU3yIOIMeCs] HapyLIEHUEM Ipolecca aHTUTEI000pa30BaHMs B OTBET HA IEPEHECEHHYIO

UHQEKIUIO UITH BaKIIMHAIHIO.

1. Kparkas undopmanus

1.1 Onpenejienue

[lepBuunbie ummynoaedunutsl ([IMJl) ¢ npeuMyliecTBEHHBIM HapyIIEHHEM CHHTE3a
AHTHTEN MPEICTaBISIOT coboit TeHETUYECKU JeTEPMUHAPOBAHHbBIE 3a00JeBaHusA,
XapaKTEpU3YIOIIMECs] HApyIIEHHEM Ipolecca aHTUTENI0O00pa30BaHUA B OTBET Ha IEPEHECEHHYIO

WH(]EKIHIO WM BaKITUHALIUIO.

1.2 DTHOJ0IrUS U IATOreHe3

B ocnose passutus [I1]] ¢ HapylieHneM CUHTE3a aHTHUTEN JIEKUT T'€HETHYECKHH NedeKT,
OpUBOAALIMM K HapymeHuto auddepeHurpoku B-nmumdonntos. B ciyuasx HaciaeICTBEHHBIX
araMMarJioOyJIMHEMH MMEEeT MECTO HapyllleHHWe Ha PaHHUX dTanax pa3BUTHS, CIEICTBHEM YEro
ABJIIETCS. HU3KOE KOJIMYECTBO/OTCYTCTBUE B-1rmdonnToB B nepudeprudeckoir KpoBu U TUME(OUIHBIX
OpraHax M CHWKEHHE BCeX KJIacCOB MMMYHOTJI00YIMHOB. B ciydae oOmiel BapuabeabHONH MMMYHHOM
HE/I0CTaTOYHOCTH HAapyLIEHHUs MOTYT BO3HMKATh Ha J1I000M 3Tane pa3Butus B-nmumdonuTa, nosromy
U KoiudyectBO B-nmuMponuToB, U  ypOBHM HMMMYHOIVIOOYJIMHOB, M  CIIOCOOHOCTH K

aHTI/ITeJ'IOO6pa3OBaHI/IIO Y Pa3HbIX MANUCHTOB UMECT JOCTATOYHO IIHUPOKYIO BapI/Ia6CJ'II)HOCTI).

1.3 DunaeMuo10rus

JedexkTsl ¢ MpenMyIIeCTBEHHBIM HapyIIEHWEeM CHHTE3a aHTUTEN TMPEJCTaBISIOT CO00M camyto
pactipoctpanennyro Gopmy [THU]] (oxomo 60% ot Bcex namnueHTos, crpaaatonux [TAJT) [1].
Yacrora BcTpeuaeMoctu paznuuHbix ¢opm [IM]] ¢ HapymieHueM cHUHTE3a aHTUTENl BapbHpPYET B

IMIMPOKUX TMpenienax u 3aBUcUT oT popmbl [T ]

1.4. KomupoBauue no MKB 10

D80 — UmmyHO1e(DUIUTHI ¢ TPEUMYIIIECTBEHHONW HEIOCTATOYHOCTHIO aHTHUTEN
D80.0 HacnencTBeHHAs THIIOraMMario0yIMHEMUS
D80.1 Hecemeiinas runoraMmario0yIMHEMUs

D80.2 NzbuparenbHbiii nepunut ummyHornooyauHa A [IgA]



D80.3 M3oupatenbHbiil fepHUIMT ToKI1accoB nMMyHOT100ynHa G [1gG]
D80.4 UzbuparenbHbiii neguuut nummynorinodymuaa M [IgM]
D80.5 UmmyHOE(DUIMT C OBBILICHHBIM coJiepkanueM uMMmyHornooynuaa M [IgM]

D80.6 HemoctaTOYHOCTH aHTHUTEN ¢ OJU3KUM K HOPME YPOBHEM HMMYHOTTIOOYJTMHOB WIIU C
TUIIEPUMMYHOTTIO0 y THHEMUEH

D80.7 Ilpexoasiiasi runoraMMario0yanHeMus AeTei

D80.8 dpyrue uMMyHOIEHUITUTHI C TPEUMYIIIECTBEHHBIM Je(EKTOM aHTUTEI
D80.9 UMmMyHOIEDUIIUT C MPEUMYIIIECTBCHHBIM JE(PEKTOM aHTUTENI HEYTOYHCHHBIH
D83. — O6mmit BapuadenbHbIi nMMmyHOAehUIUT (OBH)

D83.0 O6mwuii BapuabenbHblii UMMYHOACPHUIUT ¢ TPEOOIATAIOITIMHI OTKJIOHEHUSIMU B
KOJIMUECTBE M (PYHKIIMOHAIBHON aKTUBHOCTU B-KiteTok

D83.1 O6muii BapuabenbHblii UIMMYHOACPUIUT € ITpeodiajaHeM HapylIIeHUI
UMMYHOPETYJISATOPHBIX T-KJIETOK

D83.2 O0mmii BaprabenbHblii MIMMYHOAE(UIIUT ¢ ayToaHTUTENaMHU K B- win T-knetkam
D83.8 JIpyrue obmue BapuadbeabHble UMMYHOAE(DUIIUTHI
D83.9 O0mumii BaprabenbHblii MIMMYHOAES(PULIUT HEYTOUHEHHBIH

1.5. Knaccudbukanus

Mexnaynaponnas knaccudukanus I[IMJl, ocHoBaHHas Ha TEHETHYECKOM Jie(eKTe,
NPUBOJIAIIEM K pa3BuTio cumnrtomos [TU]] [2].

1. BripakeHHOE CHIDKEHHE BCEX KJIACCOB MMMYHOTJIOOYJIMHOB C CYIIECTBEHHBIM
CHIDKEHHEM WJIM TPAaKTUYECKHU TOJIHBIM OTCYTCTBHEM B-KieTok, araMMarnoOyaInHeMus:

A) nepurnmur BpyTroHOBCKO# THpO3MHKMHA3BI (X-CIETUIEHHAs araMMarjioOyJInHeMus,
ren BTK);

B) nebunur p-tsxkenodl nenu (ayrOCOMHO-PELECCHUBHBIM THIT HAaCl€OBAHMS, TEH
IGHM);

C) A5 neduuut (ayTocOMHO-pEIIECCUBHBIN TUT HacsienoBanus, red IGLL1L);

D) Igo — nepunut (ayTOCOMHO-PEIIeCCHBHBIN THIT HacieaoBanus, ren CD79A);

E) 1gB — nedunut (ayrocoMHO-pelieCCUBHBIN THI HacienoBanus, rea CD79B);

F) BLNK-gedumur (Genok, cBs3biBatonmii Btk) (ayrocomHO-perieccuBHBIN THIT
nacienoBanus, red BLNK);

G) PIK3R1 medurur (ayrocoMHO-pEIIeCCUBHBIN THIT HachaeaoBanus, ren PIK3R1);



H) nedunur dakropa tpanckpumiuu E47 (pakrop KOHTpOJS pa3BUTHS B-KIETOK)
(ayTOoCOMHO-IOMHUHAHTHBIN THIT HachenoBanus, ren 1CF3);

2. BreipaxxeHHoe cHmkeHHMe 2 W 0oJee KJIacCOB HUMMYHOTJIOOYJIMHOB C
HOPMAaJIbHBIM WJIM CHHDKCHHBIM KoJindecTBOM B-mumdonuros (penorun OBUH):

A) OBUH (tun HaciaemoBanus BapuaOelicH, TeH HEH3BECTEH);

B) PIK3CD (tum HaciemoBaHus ayTrocCOMHO-TOMHHAHTHBIHN, reH PIK3CD)

C) nedunur PIK3R1 (Tun Hacien0BaHus ayTOCOMHO-TOMUHaHTHBIH, TeH PIK3R1)

D) nedurur PTEN (Tum HaciemoBaHus ayTOCOMHO-IOMUHAHTHBIN, reH PTEN)

E) nebunur CD19 (TpancmeMOpaHHbIil OelOK, y4acTBYIOUIMI B mepefade CUTHaja
yepe3 B-kieTouHblil perenTop) (ayroCOMHO-PEIeCCHUBHBII THIT HacieqoBanus, red CD19);

F) nepunur CD81 (TpancMeMOpaHHBIH OCIIOK, YYaCTBYIOIIUMI B Mepenadye CUrHaia
yepe3 B-kieTounslii perientop), (ayTocoMHO-peliecCUBHbBIN THIT HacienoBanus, ren CD81;

G) nedumur CD20 (moBepXHOCTHBIH perentop B-1uMQOIUTOB, Y4acTBYIOIIUN B
muddepeHpoBke B-kineTok U B pOpMHUPOBAHUH TUIA3MOIMTOB) (2yTOCOMHO-PELECCHBHBIHI
TUN HacienoBanus, red MS4A1);

H) neburur CD21 (sBisiercs yacthio komiuiekca CD19) (ayrocomMHO-peneccuBHBII
TUn HacnenoBanus, red CR2);

I) mepuuur TACI (peuentop B-mumdormros cemeiictrea ®HO mns  dakropos
aKTUBaMM W nponudepanuu B-kiIeTok) (ayTOCOMHO-PELECCHBHBIN WM ayTOCOMHO-
JOMUHAHTHBINM THI HacnenoBanus, ren TACI);

J) nepummur BAFF peuentopa (dakrop axktuBauum B-mum@ornuroB) (ayTrocoMHO-
pelecCUBHBIN THIT HacaenoBanus, red BAFF-R);

K) TWEAK (nmporeun cemeiictBa ®HO, ywacTByromuil B peryisiluy amnonTosa)
(ayTOCOMHO-IOMUHAHTHBIN THIT HacleaoBaHus, reH T NFSF12);

L) nedunur manHO3WiIoaurocaxopun riaokosuaassl  (MOGS)  (ayrocomHo-
peliecCHBHBIN TUTT HacaeaoBanus, red MOGS);

M) TRNT1 pedpunur (ayTocOMHO-PEIICCCUBHBIH THIT HacaeqoBaHus, TeH TRNT1);

N) TTC37 neduut (ayToCOMHO-PEIICCCUBHBIN THIT HacleaoBaHus, red T 1C37);

0O) NFKB1 nedunur (ayToCOMHO-TOMUHAHTHBIN THIT HacaeaoBaHus, reH NFKB1);

P) NFKB2 nedunut (ayTocOMHO-IOMUHAHTHBIN THIT HacaeaoBanus, reH NFKB2);

Q) IKAROS nedurut (ayToCOMHO-TOMUHAHTHBIN THIT Haciea0BaHus, reH IKZF1);

R) IRF2BP2 nedunut (ayrocoMHO-TOMHUHAHTHBIN THIT HacaenoBanus, red IRF2BP2);

S) ATP6API1 nedunut (X-cuensieHHbli Tun HacieaoBanus, ren ATP6APL)

3. Bripaxxennoe CHWDKEHUE CBIBOPOTOYHBIX 19G " IgA npu

HOPMaJIbHOM/TIOBBIIIIEHHOM ypoBHE IgM 1 HOpMmasibHOM KonmyecTBe B-kietok, (runep-M).



A) nedpunur AID (ayTrocomHo-perieccuBHBIN THIT HaciaeaoBanus, red AICDA);

B) UNG nedunut (ayrocomHo-perieccuBHbIN TUM Hacinenoanus, red UNG);

C) INO8O (ayrocomHo-perieccuBHbIi THIT HacienoBanus, reH INOS0);

D) MSH6 (ayTocoMHO-pelieCCHBHBIN THIT HacieAoBanus, red MSH6);

4, JlebuuutT HM30THIIA WMMYHOIJIOOYJWHOB WM ACPHUIIAT JIETKUX IeNned mnpu

HOpPMAaJIbHOM KoJIn4decTBe B-mumdonunTos:

A) wmyrtauuu W JeNeUUH TSOKENbIX 1eled MMMYHOIIOOYJIMHOB (ayTOCOMHO-
pELIECCHUBHBIN THIT HACICIOBAHUS, MyTalus win fenemus 14932 );

B) neduiut K-1ienu (ayrocoMHO-periecCUBHbII TU HacaeaoBanus, red IGKC);;

C) nedunur noakiaaccos 1gG (T Hacie0BaHKsI HEU3BECTEH, T€H HEU3BECTECH);

D) coueranune neduruta IgA ¢ medururom moaxiaccoB IgG (Tum HaciemoBaHMS
HEW3BECTEH, T€H HEU3BECTEH);

E) cenexruBHbIii IgA (THI HacaeIOBaHUS HEM3BECTEH, ICH HEU3BECTEH);

F) nepunut cnennduueckux aHTUTEN MPH HOPMAILHOM YPOBHE MMMYHOTJIOOYIMHOB
U HOPMaJbHOM KoJiMuecTBe B-mumdoruToB (THI HacleJIOBaHWsS HEU3BECTCH, TI'€H
HEW3BECTEH);

G) TpaH3WTOpHAs THUIIOraMMarjioOyIWHEMHs JIETCKOrO BO3pacTa C HOPMAaTbHBIM
ypoBHEM B-1uMQOIUTOB.akTHBAIIHS (TUIT HACTEIOBAHKS HEM3BECTCH, T€H HEM3BECTCH);

H) CARD11 (tun HacienoBaHus ayTOCOMHO-OMUHaHTHBIH, reH CARD11);

I) cenextuBHbIii geduiut IgM (TN HacIeIOBaHUS HEM3BECTEH, I'CH HEU3BECTEH)

Knaccugukamus IUIS ocHoBaHa Ha BBIBISIEMOM T'€HETHYECKOM Je(eKTe, OTpa)kaeT COBPEMEHHOE

MpPE/ICTaBICHHE O TMpodOJieMe, OJHAKO B PYTUHHOM TmpakThke B Poccum B HacTosimiee BpeMms

ucnonb3yercs knaccuduranus MKbB-10 (cm. BoIe).

1.6 Kinan4yeckass KapTUHA

s 6onpubix [TN]] kimuHUYecKast KapTuHa 3a00JIeBaHUs TOIUMOP(HA 1 MOXKET MPOSBIATHCS [3]:

PenumBupyrOmyMy  CHHOITYIbMOHATBHBIMA WHQEKIMSIMHA, TOPIUJAHBIMA K CTaHJapTHBIM
cXeMmaMm Teparuu

PeruauBrpyomyuMy THOMHBIME OTUTaAMH

CroiikuM auapeiHbIM CUHAPOM (B TOM YHUCIIE C pa3BUTHEM CHHIPOMa MajibabCopOLnn)
NH}eKunoHHBIME apTpUTaMu

DNHU301aMH TSDKEITBIX CUCTEMHBIX MH(MEKITHI (MEHUHTHT, CETICHC)



CuMnToMamMH  marojiorHueckoi — numdonponudpepanuu  (croiikas — auUMQoaaeHONaTUs
HECKOJIbKUX TPy JIMM(OY3JI0B, CIUIEHOMeranus, TMMdonurapHas MHQUIbTpauus Jerkux u
JIpYTUX OpraHoB, HOAyJsipHas runeprasus cinusuctoi JXKKT u np)

AyTOMMMYHBIMH NIPOSIBICHUAMH (B NIEPBYIO OYEpeb, IUTOIIEHUN)

['panyneMaTO3HbIM BOCHAJCHHMEM B oOpraHax (B IMEpBYIO OuYepellb, CAPKOMJIONON00HBIE
U3MEHEHHUS B JIETKHX)

BersiBieHre OpOHX03KTa30B, 0COOEHHO Y MOJIOJIBIX

3noKayecTBeHHbIE 00pa30BaHUs TUMQPOUTHON TKAHU.

2. JIMarHoCTHKA

HI/IarHOB HI/IH C HApYHUICHUCM CHUHTC3a AHTUTCII YCTAHABJIMBACTCA HA OCHOBAHUU c60pa

aHaMHe3a, IaHHBIX (PU3UKAIBLHOTO OCMOTpA U JIabopaTOPHOTO 00cIeA0BaHus. (AITOPUTM CcM. puc. 1)

2.1. ’Kaja00bl 1 aHAMHE3

CKpI/IHI/IHF MManMCHTOB HAa HAJIM4YHUC HI/II[ IMPpOBOAUTCA HAa OCHOBAHHH BBISIBJICHUS KIIMHUYCCKUX

CHMIITOMOB, O6YCJIOBJICHHI)IX HHq)GKIIHfIMH 1 OCJIOXKHCHUAMU I/IMMyHHOI\/JI JUCPETYIISALN .

PenunuBupyromuye CUHOMYJIbMOHAJIbHbIE WH(EKIUH, TOPHHUJIHBIE K CTAaHAAPTHBIM CXEMaM
Tepanuy;

PenmnuBupyromiyie THOWHBIE OTUTHI;

Croiikuii AMapeHbIi CHHAPOM (B TOM YHCIE C pa3BUTHEM CHHAPOMA MalibabcopOLnn);
NH}peKkmoHHbIe apTPUTHI;

ONU30/bI TAKEIBIX CUCTEMHBIX MH(EKINI (MEHUHTUT, CETICHC);

Cumntombel  martojiorndeckod  aumdonponudepauuu  (cToiikas  JuMdoaaeHonaTHs
HECKOJIBKUX TPYHI JIMM(OY3JI0B, CIUICHOMeranus, TMMporuTapHas HHQUIbTpaus JEerkux u
JIpYTUX OpraHoB, HOLYyJspHas runepriasus causucroit JXKKT u ap);

AyTOMMMYHBIE NTPOSIBICHUS (B IIEPBYIO OUEPElb, LIUTONICHHUH);

['panynemaTo3HOE BOCHAleHUWE B oOpraHax (B IEpBYIO OdYepeab, CapKOMUIONON00HBIE
U3MEHEHHUS B JIETKHUX);

BersiBieHrEe OpOHX03KTa30B, OCOOEHHO Y MOJIOJIBIX;

31oKayecTBeHHbIE 00pa30BaHUs TUMPOUTHON TKAHU.

2.2 PusukajabHoe 00cJae10BAHUE

Jlnst GONBIIMHCTBAa OOJBHBIX C HAPYIICHHEM CHHTE3a AHTUTENl XapaKTepHO HOPMAIBHOE
¢usnueckoe passutue. [lpu panHeM ne0rOTe U HEaJeKBATHOW Teparuu MOXKET HaOII01aThCs
OTCTaBaHWE B pOCcTe W Bece. [[alMeHTHI C TSKENbIM JUApEHHBIM CHHAPOM, TAK)KE YacTo
UMEIOT JEPUIUT MACChI TEJa.
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[TaTonorusa nepudeprueckux TUMQPOUIHBIX OPraHOB: a) FMIIOIUIA3Us HEOHBIX U TJIOTOYHBIX
MUHJQIMH XapaKTepHa JJIsl HAclIeICTBEHHBIX araMmarjio0yiuHeMuil 0) numdoaneHonarus,
cruieHoMmeranus w/wim renaromeranust — aust [IM]] ¢ xnwHAYeckuM (GeHoTunoMm oomei
BapuabenbHOW UMMYHHON HEOCTATOYHOCTH (CM. KIIACCH(HUKAIIHIO - BBIPAXKEHHOE CHUKECHUE
2 u 6ojee KJIaCCOB MMMYHOIJIOOYJIMHOB ¢ HOPMAJIbHBIM WJIM CHH)KEHHBIM KOJIM4eCTBOM B-
TUM(OIUTOB).

Hannuue npu3HAKOB XPOHHYECKMX HMH(EKIMOHHBIX IPOLECCOB: HAIPUMEp, CUMITOMA
«OapabaHHBIX MAJIOYEK» M «YACOBBIX CTEKOJ», YBEIMYEHHUE IEepeiHe-3aHero pa3mepa
IPYAHOU KJIETKH U JP.

[lopaxenne KOKM, HAOMHUHAIOLIEE TAKOBOE IPU CHUCTEMHON KpPacHOM BOJIYAHKE MOKET
HaAOIIOAATHCS TIPU CETIEKTHBHOM nedunure IgA; nepMaToMuo3UT XapakTepeH sl OOIbHBIX
X-clemnyieHHOM aramMmmario0yauHeMuei.

Moryt umerb MecTto JedopMaluy KpPYINHBIX CYCTaBOB, KaK CIIEJCTBUE IEPEHECEHHBIX
MHQEKIUOHHBIX apTPUTOB.

2.3. JIaGopaTopHasi AMATHOCTHKA.

Kimmandeckwii aHamn3 KpoBH ¢ Jiekonutapaoi popmyioit u COD

OO06mwmit aHau3 MOYn

buoxumuueckuii ananu3 kpoBu (0Omuii 6enok, OenkoBbie (paKiy, MOUYEBUHA, KPEATHHUH,
ACT, AJIT, I'TTIL, JIAI', OunupyOun oOmuid, Tiir0Ko3a)

BakTepuonornueckne MCCIEIOBAHUS COIAEPKUMOTO M3 04aroB MH(EKIUU C OMPEeICHHEM
YYBCTBUTEIHHOCTH K aHTHOUOTHKAM

Junarnoctuka BupycHbIX MHQekuud meroaom IIIP (rematutet B, C, BUY, 1IMB, OBB).
Ceponuarnoctuka He UH(pOpMaTUBHA

HccrnenoBanne ypoBHEH WMMyHOrnoOynmumHOB A,M,G ¢ aHamm3oM pe3yiabTaToB B
COOTBETCTBUU C BO3PACTHBIMU HOPMAaMHU.

[Tpr HEOOXOIUMOCTH WCKIIOYCHHS Je(UIIUTa CEJICKTUBHBIX AHTHTE] OICHUBAIOT THTP
aHTUTEN K OCNKOBBIM U TONMCAXapUAHBIM aHTUTeHaM (TIOCTBAKIIMHANBHBIA WU
nocTHH()EKIMOHHbIN). MccnenoBanue MOCTBAKIIMHAILHOTO OTBETa B BO3pacTe JO 3 JIeT
MaionHopmatuBHO. Ilpw MOAO3peHWHM HA WUMMYHOACPHUIIUT BaKIUHAIUSA IKUBBIMH
BaKIIMHAMH TPOTUBOMOKAa3aHa. JIJisg OLIEHKH aHTUTEeN000pa30BaHUS Ha OENKOBBIE AHTUTCHBI
uccnenytot IgG x audrepuitHomy u CcTOJIOHAYHOMY aHarokcuHaMm wiu k Haemophilus
influenzae tuma B . JInsg oneHku oTBeTa Ha MOJMCAXapHUIHbIE AHTUTEHBI MPUMEHSIOTCS
MMHEBMOKOKKOBasi M MEHUHTOKOKKOBasl BakKIMHbBI, HE COJEp)Kallue OENKOBBIX HOCHUTEJEH.
O1eHKy CIOCOOHOCTH  aHTUTENIO00pa3oBaHUS NPOBOIAT depe3 3—4 Hemenu  Tocie

BaKIIMHAIIWH. AHGKB&THBIM MMpUPOCTOM SABJIACTCA 4x KpaTHOC YBCJIMYCHUC OT HUCXOAHOI'O
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ypoBHs. [Ipy COMHUTENBHBIX pe3yibTaTax MPOBOAAT MOBTOPHYIO OLICHKY uepe3 3-4 Henemnu.
Pe3ynbTaThl OIIEHUBAIOT C Y4€TOM BO3pacTa 00JIBHOTO.

e [lonymsauu u cyononyssuu aumdoruros (CD3+, CD4+,CD8+,CD19+, CD20, CD56). ITpu
nocranoBke auarHosa I11UJ] ¢ ¢penorunom OBUH 1 HEBO3MOXKHOCTH OOBEKTUBHOM OILICHKH
CIIOCOOHOCTH CHHTE€3a aHTUTE] B OTBET HA BaKIMHAIMIO HEOOXOAMMO TPOBEACHUE
(heHOTUTTHPOBAHUS B-nmumdonuros (CD19+CD27-IgD+, CD19+CD27+IgD+,
CD19+CD27+IgD—, CD19+CD38++IgM+, CD19+CD38+++IgM—, CD2llow
(CD19+CD21lowCD38-).

Ta6auuna 1. JIaGoparopuas quarnocruka [IU/] ¢ HapylieHneM CHHTe3a aHTHTEJI

XLA u npyrue
araMmarJiooy-
Hopma JTUHEMHH

CeneKTUBHBIN

nedpuut IgA I'unep-lgM | OBUH

IgA (mr/mm)
<20 <7 <7 CHimxeHue
100-350

IgM (mr/ )
<20 Hopma >300 CHIWKEHHE WK

80250 Hopma

1gG (mr/mn) 900-1800 <450-500 mr/m (y
B3pOCITBIX),
CHW)KEHHE Ha 2
<200 Hopwma CHuxeHHe | cTaHAapTHBIX
OTKJIOHEHHS OT
BO3pPACTHON HOPMBI
(y nereit)

B-mumd. (%) W3meHeHus

BapuadenbHbI (OT
HOPMaJIBHBIX

<1% Hopwma Hopwma P N

5 19 3HAYCHUH 710

PE3KOr0 CHIKECHUSI

<1%)

T-nmuma. 55-80% BapHuadeb

Hopwma Hopwma HO BapruadeIbHO

B tabmune 1 mnpenactaBieHbl HOPMBI MMMYHOTJIOOYJIMHOB ISl B3pPOCIHBIX (KOppeKLus
HOpPMAaJIbHBIX 3HAUEHUH AJIS IeTeld MPOBOAMUTCS B COOTBETCTBUU C BO3PACTOM).

2.4. UHCTPYMEHTAJLHAA TUATHOCTHKA

O0s3aTenbHbIC HHCTPYMEHTAIBHBIC UCCIICIOBAHUS:

e MetonoM BeIOOpA U 0OCIIEAOBAaHUH OPTaHOB IPYAHOM KIICTKH SIBJISETCSI KOMIIBIOTEpHAs
TOMOTpadust; IPH OTCYTCTBUU TEXHUYECKON BO3MOXKHOCTH peHTreHorpadus (KpaTHOCTb
UCCIICIOBaHMS 10 KIIMHUYECKUM [TOKa3aHUsAM, HO He pexe 1 pasa B rox)
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peHTreHorpadus MpUIATOYHBIX MMa3yX HOCA;

OBJI;

OKT;

Y31 opranoB OpromIHOM MOJOCTH U 3a0PIOITMHHOTO MPOCTPAHCTRA.
JlononHuTenbHbIe THCTPYMEHTAIbHBIE UCCIIECAOBAHMUS:
KommbioTepHas Tomorpadus [TITH;

KOMIIBIOTEpHAsi TOMOrpadusi OpraHoB OPIOLTHON MOJOCTH (TI0 TOKA3aHUsM — C
KOHTPAaCTUPOBAHUEM);

bubpodporxOCKONHS (C OUOTICHEH 110 HEOOXOIUMOCTH);
¢dubporacTpockomnus (¢ OMOTICHEH IO HEOOXOTUMOCTH ),
¢bubpokosoHOCKOMHS (C OMOIICHEl TT0 HEOOXOIUMOCTH ),
VY31 noctynHbIX 0cMOTPY JTUMGPOY3IIO0B;

Ouorcus TMMQOY3II0B, CEIIE3EHKH, JIETKUX U APYTUX OPraHoB (10 MOKA3aHUSIM).

KpaTHOCTb HCCIICAOBAHUS ONIPEACTIACTCA KIIMHUYCCKUMU ITOKA3aHUSAMU.

2.5. Unan AUATHOCTHKA

MoneKyIsIpHO-TEHETUIECKOE O6CJ'ICI[OB&HI/IC

Heo6xoauMo [utst mocneayromeii BOSMOXXHOCTH TPOBEJCHHS MTPEHATAIIEHOTO T€HETHIECKOTO
KOHCYJIbTUPOBaHMs B CIyyasX HaCJIEJCTBEHHBIX arammarioOynuHemuil. OmnucaHHbIE K
HACTOSIEMY BPEMEHU MYTaIllH, CIOCOOHBIE MPUBECTH K Pa3BUTHUIO pa3nndHbIX ¢opm ITU/] ¢
HapyIIeHHEeM CHHTE3a aHTHUTEN, NMpuBeAeHBl B pasnene Knaccudukanmsa. Hecmorps Ha ToO,
yro B ciayyae [IUJ] ¢ penotunom OBUH npuunHHO-3HAYMMBIE MyTAallUM BBISBISIOTCA HE
Oonee, yem B 2-10% cnyuaeB [4], reHeTHUYECKOE HCCIIEIOBAaHUE TPOBOIUTH LEIECOO0PA3HO,
TaK KakK BBIIBICHHE MOHOTE€HHOrO Je(deKTa OmpejaesseT NPOTHO3 U TaKTHUKY JIEUSHUs
nanuenra [5].

[lepunaTanbHasi IUArHOCTUKAa OCHOBaHAa HAa MOJEKYJISIPHO-TEHETHYECKOM MCCIIEJOBAHUU

KJIETOK Hyr[OBPIHHOﬁ KpPOBH U OKOJIOINIOAHBIX BOJ, a4 TAKXXEC BOPCHUH XOPHUOHA.

Koucyinpranmu crienmaanucToB (0 MOKA3AHUAM):

MyJIbMOHOJIOTA;
reMaroJjiora;
OHKOJIOT'a;

racTpO3HTEPOJIOra;
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® pCBMATOJIoTa;

¢ OTOJIapuHIOJIOora.

2.6. InddepennnainLHass AMATHOCTHKA

Huddepennnanbuas AMArHOCTUKA MTPOBOAUTCS C JPYroi MaToJIOrHeH, CIocOOHOM MpHBeCTH

K CHUKCHHIO YPOBHS HUMMYHOIJIOOYJIHMHOB:

3a00IeBaHMs, CONPOBOXAAOLIMECs ToTeped Oenka (HeQpOTHUECKHId  CHHIPOM,
9KCCyJaTUBHAs SHTEPONATUA U JIp.)

OITyXOJIM JIMM(OUTHON TKaHU (JIUM(POMBI, TUMOMA);

MUENOAUCIIACTUYECKUN CUHAPOM

0’KOTHU (TpaH3UTOpPHAs FMIIOraMMario0yJIuHeMus);

OOMJIbHBIE KPOBOIOTEPH (TPAH3UTOPHAS TUIIOraMMArjio0yIMHEMus);

nobouHble 3((EeKThl OT MpHeMa HEKOTOPBIX TIPYII IpPenaparoB, CHOCOOHBIX BbI3BATh
BpemenHoe cHwkeHne 190G wu  IgA  [rumoTeH3uBHBIE cpeicTBa  (KamTOIpHMI),
POTHBOMAIISIPHIHBIC MTPENapaThl (XJIOPOXHH, THAPOKCHUXIOPOXHH ), TPOTHBOCYJOPOKHBIE
cpenctBa (kapOamazenus, ¢enutoun), HIIBII (auxnodenak), cynbdacanaszuH, comnu
30J10Ta, NEHULWIJIAMHH].

3a00JI€BaHUSMHU, CIIOCOOHBIMM TIPUBECTH K HEKOHTPOJIUPYEMOMY HH()EKIHOHHOMY
nporeccy (caxapHblif JuaOeT, MOPOKM CepAla, BacKyJIUTHl W Jp.); aHATOMHUYECKHE
nedeKTsl (CTEHO3 ypeTpsl, Aedopmalius OpOHXOB H JIp.);

HapyllIeHHEe 3alIUTHBIX 0aphepoB (3K3eMa, AeeKThl MyKOILWINAapHOro 6aprepa u ap.); 9.
MHOpOJHbIE Tejla (aCHUpUpPOBAHHOE WHOPOJHOE TEJI0, HCKYCCTBEHHbIE KJIANaHbI,
BEHO3HBIE KaTeTephl);

MICUXUYECKUE HapyIlIeHus (IaTOMUMUs);

JIpyrue reHeTuueckue 3a0o0sieBaHUs, MPOTEKAIOIMINUE ¢ MH(EKIHMOHHBIMU MPOSBICHUSIMHU
(MYKOBHUCITUI03 U JP.);

HEoObIUHbIe HHPEKINOHHBIE (HAKTOPHI (XpOHHUYECKHE O4ard MHMEKIUH MpU OTCYTCTBUU
aJIeKBaTHOW TepamnuM, IOCTOSHHOE pPeHH(ULMpPOBaHHWE B pe3yJbTaTe YHNOTpeOsieHus
KOHTAMUHHUPOBAHHOM BOJIbl, HEKAUECTBEHHOE HHTAIALMOHHOE O0OpYIOBaHUE, HAJIHUUE

HCTOYHHUKA I/IH(I)CKI_II/II/I B CEMbBC, MMOJIMPE3UCTCHTHAA T'OCIIUTAJIbHAA (bnopa u IIp)

[Tpu pa3BUTHM CUMIITOMOB UMMYHHOH AUCperymsiiuu tuddepeHipanbias AMard OCTUKa TPOBOAUTCS

C:

00Je3HsAMHU, MPOTEKAIOIIUMHU C TpaHyJeMaTO3HBIM BOCHalleHHEM (B MEPBYIO OYEpElb,

CapKOUI03)
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e uMdonponudpepaTUBHBIMU 3200JEBAHUSMH, CONPOBOKIAIOIIUMUCS CIUICHOMETAINEH,
aumdoaseHonarueit

e Ilesnuakueit u npyrue 3a00€BaHUSIMU KUIIEYHUKA C AUAPEHUHBIM CUHAPOMOM

e [luToneHusMHU IpPYyrou 3TUOIOTUU

L4 COJII/II[HBIMI/I OIIYyXOJIsIMU

3. Jleuenue

3.1. KoncepBaTuBHOE JIeUEeHHE

OcHOBHBIMU HampabiieHUsIMU B JiedeHuu OosbHbIX [IM]] ¢ HapymieHueMm cuHTE3a aHTUTEN
ABJISIOTCS:

e 3aMecTUTEIbHAs Tepamnus JOHOPCKUMU HMMMYHOIJIOOyJIMHAaMU  (MMMYHOIVIOOYJIHH
YeJI0BEKa HOPMaJIbHBIN);

e npoMIAKTUKA W/WIK Tepanus HHPEKIIHOHHBIX MPOSBICHUH;

e Tepanus NpOosABICHUNA UMMYHHOMN IUCPETYIISLINY;

® TpPaHCIUIAHTALUs TIE€MaTONO3TUYECKUX CTBOJIOBBIX KJIETOK (NMPH HEKOTOPhIX (opmax
[T T).

3amMecTuTEIbHAS TEPAITHSL.

Bce OonpHBIE € HapylIeHMEM CHHTE3a aHTUTEN HYXKIAIOTCd B TPOBEJCHUM TMOXH3HEHHOU
3aMECTUTENbHON Tepanuu JOHOPCKUMHM HMMMYHOIJIOOYJIMHAMH (MMMYHOIJIOOYJIMH 4YelloBeKa
HopManbHbIN). CornacHo pekoMmeHaanusm BO3, Tlpenapars! pa3nu4HbIX TPOU3BOJUTENEH HE MOTYT
paccMmaTpuBaThCs Kak 3KBHUBaJIeHTHbIE. [IpenapaTel MMMYHOTTIO0YIMHA HE SABISAIOTCS JKEHEPUKaMHU,
TaK Kak UMEIOT pa3HbIil croco0 MpOoU3BOACTBA, COCTaB, coaepkanue IgA u IgM, cocraB cyOkiaccoB
IgG, cnocoObl U KOIMYECTBO CTa Uil MHAKTUBALMYM U IUMHHAIMN BUpycoB. [Iponecc mpousBoacTea
MMMYHOOHOJIOTHYECKHX MTPEenapaToB BIMSIET HA UX KauecTBO. TakuMm o0pa3oM, BOIPOC KIMHUYECKON
3¢ (deKTUBHOCTH TMpernapaTa BbIOOpa Ui MPOBENCHHUS 3aMECTUTEIbHOW Tepanmuu SBISETCS
KPUTHUYECKH Ba’KHBIM.

JUnist TOCTHKEHMsI HAWIIydllIero pesynbraTta JiedeHus npenapatr BBUI crnemyer moaGuparts,
WCXOJIS U3 MHANBUIYaTbHBIX OCOOCHHOCTEH MaIMeHTA.

Tpebosanusn, npedvagnaemvle K npenapamam 3aMeCmUmenbHoil mepanuu npu jie4enuu

ITHAT:

1. B cBI3M C TOTEHUMATbHBIM PHUCKOM pA3BUTHUS JKU3HEYTPOKAIOUIMX  HHOEKIHH,
oOycnoBieHHbIX TapBoBUpycoM B19, y mammentoB c¢ I1M]], Heobxoammo BeIOMpaTh mpermapaThl
MMMYHOTJIOOYJIMHA YeJOBEKa HOPMAaJIbHOTO, B MHCTPYKLUHU IO TMPUMEHEHHUIO KOTOPBIX YKa3aHBI

3Tanbl BUPYC MMMHUHAIMY, BKIIIOYAIOIINE MHAKTUBALIUIO TapBoBUpyca B19
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2.  YuurbiBasg  pPHUCK  Pa3BUTHS  JKU3HEYTPOXKAIOUIMX  aHA(UIAKTUUYECKHX  PEaKIIHii,
00YCJIOBJICHHBIX HAJIMYMEM aHTUTEN K UMMYHOTTIOOynuHY Kiacca A, ypoBeHb |QA moimkeH ObITH
MPONKCAH B MHCTPYKIUH K IPENapary U He MPEBHIIATh 3asBICHHBIN.
3.  He pexomennyercst mpUMEHATH Mpenaparhbl, B UHCTPYKIUSIX KOTOPHIX HE COIACPIKUTCS YETKUX
cBeieHuit o cogepxanuu IgG, BBUIY HEBO3MOKHOCTH TOYHOTO pacdeTa TepareBTUYECKOM JO3BI.
4.  Copepxanue mnoxakisaccoB 1gG momkHO OBITP NMPOMHMCAHO B MHCTPYKIMH K IIperapary H
COOTBETCTBOBATh (hr3moorudaeckoMy pacnpenenenuto. [loakmaccer 1gG umer0T crienuduyecKyro
HaIpaBJIEHHOCTh JIEHCTBUS B OTHOIICHUU OINPEAENICHHBIX MAaTOreHHBIX BO30YIUTENEH, B CBA3H C
4eM TOJIbKO COXpaHeHHE (DU3MOJOTUYECKOr0 IMPOLIEHTHOTO COOTHOIIEHUs TmojkiaccoB IgG
MO3BOJISIET 00ECTIEUYUTh ONTUMANIBHBINA TEePAIeBTHYECCKHIA YD PEKT.
5. Jlng nuu rpyAHOrO BO3pacTa CIEAyeT BBIOMpATh Npenaparbhl UMMYHOIJI00yJIMHA YelloBeKa
HOPMaJIBHOTO, Pa3PELICHHOI0 K UCIONIb30BaHuUIO ¢ ) JIET, COTIacCHO MHCTPYKIIUU K Mpernapary
Ocobennocmu évlbopa npenapama ¢ pasiuuHbIX KiuHUYeckux cumyauusx [6,7]:
VY nereii v JHII MMOXKKIIOTO BO3PACTa, JIUI] C CEPACYHO-COCYAUCTHIME 3200 ICBaHUSIMHY, 3200JICBAHUSIMH
MIOYEK, PUCKOM TPOMO03MOOIuH, y OEpeMEHHBIX U B JPYruX CiydasX, TPeOyIOIIUX OrpaHUYEHUs
o0vema wuH(DY3UH, creayeT OTHaBaTh MPEANOYTCHHE ucnons3oBanuto 10% pacTBOpOB
UMMYHOIJIOOYJIMHA YelI0BEeKa HOPMAJIbHOTO, KOTOPBIE MO3BOJISIOT YMEHBIIUTh YUCIO OCIIOKHEHHH,
00yCIIOBJIIEHHBIX HAarpy3Koi 00beMOM
Jis MMHUMU3AIMA  OCJIOXHEHWH Tepamuu y JIMIl C COIMYTCTBYIOUIMM CaxapHbIM JIuabeToM
npenapaTtamMu BbIOOpa SIBISIIOTCS MMMYHOITIOOYJIMHBI MMeEIOIee B CBOeM cocTaBe L-mponuH mim
MaJIbTO3Yy.
CornacHO JaHHBIM MEXYHAPOJHBIX KIMHHYECKUX HMCCIIEOBAHUH, TpenapaTsl, MMEIONHUE B CBOEM
COCTaBe MaJlbTO3y B KauecTBE CTaOWMIM3aTopa, SBISIFOTCS ONTUMAJIbHBIMU JUISl TAI[MEHTOB C
dakTOopamMu pHCKa Pa3BUTHUSA MOYEUHOW HEIOCTATOYHOCTH (AETHApaTaiysi, TMIEepPBOJIEMHUs, CETICHUC,
napanpoTerHEMUsI)
Brei6op mpemapata mMMyHOrnoOyJMHa 4elOBeKa HOPMAaJIbHOTO JOJKEH MPOBOJIUTHCS C YYETOM
WHIUBUIYAIbHOW TIEPEHOCUMOCTH. PuUCK pa3BuTHs MOOOYHBIX 3(P(EKTOB BO3pAcTaeT IMPH Hayaie
Tepanuy, NpU CMEHE IMpenapaToB HMMYHOITIOOyJIMHA B IMpolecce JeYeHHs. MEHBIIMH pUcK
00OYHBIX 3(PPEKTOB UMEIOT U300CMOJISIPHBIE TMpenaparhl, a Tak ke TOTOBbIE K BBEJICHUIO PAaCTBOPHI
no cpaBHeHHI0O ¢ Juodpmiamzatamu. [lpy  Hcmonb3oBaHMM ~ HECKOJBKHUX  (PIaKOHOB
TMO(GUIN3UPOBAHHOTO TIpernapara, puck noOOYHbIX 3PPEKTOB BO3pacTaeT.
[Tytu BBemeHUS: HCHONB3YIOTCS TMpemnaparbl Uil BHYTPUBEHHOI'O M IIOAKOXHOTO IPUMEHEHUS,
KOTOpbIE UMEIOT SKBUBAJICHTHBIEC TIOKa3aTenu Y(PPEKTUBHOCTH, OJJHAKO PUCK CHCTEMHBIX PEaKIMN B
MeHbIIel creneHu xapaktepeH miua [IKWI. B cBsi3u ¢ 3TUM mpeanoyTeHue MOJIKOKHOMY IYyTH

BBEJICHHUS CIICAYET OTIaBaTh B CACIYIONUX CUTyarusx [6,8]:
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1) Pa3ButHe cucTeMHBIX peakluuii IpU BHYTPUBEHHOM BBECHUU HUMMYHOTJIOOYJIMHOB
2) Y naiueHToB ¢ 3aTPyIHECHHBIM BEHO3HBIM JIOCTYIIOM, B TOM YHCJIE Y ICTEH U MOKHUIIBIX.
3) Y nammeHToB ¢ OHTepomatueii B cBs3M ¢ Oosee 3(PeKkTHBHBIM THOAAEpIKaHUEM
npeTpaHcy3MOHHOTO YPOBHS 3a cueT Oojee paBHOMEpHOro mnojaepxaHus ypoBHs IgG B
MHTEpBaJiaX MEX1y BBEICHUSIMHU.
4) Tlpn HemocTaTOYHOM HachilleHUH Ha ¢one nedeHuss BBUI, T.k. mo nureparypHbIM ITaHHBIM,
[IKUT mozBonsitor Gosiee 3hdexTuBHO momnepkuBaTh KoHueHTpanuto 1gG Omaromapst dhapmako-
JTUHAMHYECKUM CBOWCTBaM M OTCYTCTBHUIO BBIPQKEHHBIX KOJEOAHMU KOHIEHTpalUi B Mpoliecce
Tepamnuu [6].
[Tokazarenu 3(h(peKTHBHOCTH TepaITUU:
1. JoctuxeHrne KOHTPOJIS HaJl MHPEKIIMOHHBIMU MTPOSBICHUSIMU
2. [octmxenue ueneBoro nperpancdysnontoro yposus 1gG ne ke 800 mr/m.

3amecTuTeNnbHas TEparus UCTOIb3yeTcs B pexume HackimeHus — 0,6-0,8 r/kr maccsl Tena 1
pa3 B 3-4 Henenu. JlaHHBINA PEXUM BBEJICHUS UCTIONB3YETCS:

A) Ipy MHUIMAIIAHA TEPAITHH

b) nocne nepeprIBOB B 3aMECTUTENBLHOI Tepanuu 0oliee 3X MecsIeB

B) BO Bpems KITMHHUYECKH-3HAUUMBIX WH(GEKIIMOHHBIX 3IHU30]10B

[Mognepxusarommii pexxum: 0,4 r/kr 1 pa3 B 3-4 Henenu

UcnonszoBanne BBUI' B noze 0,4 r/kr mis moaaep>KuBaroieil Tepamnuu, B OOJBIINHCTBE
CIIy4aeB, JOCTATOYHO JUIsl JOCTHIKEHHS >KEIaeMOro MpeTpaHc(py3MOHHOTO YpPOBHS, XOTS MOTYT
notpeboBaThcs OoJiee BRICOKKE 03bI. Jl03a MMMYHOTI00YIMHA M KPATHOCTh BBEJEHUS JOKHA OBITh
WHIMBUYAIM3UPOBAaHA IS KAXKAOTO TAlWeHTa C YYeTOM CONYTCTBYIONICH ITaTOJIOTHH
(OpoHXODPKTa30B, Juaper C TMoTepedl Oenka ©  Ap.), METa0OJIMYECKUX OCOOEHHOCTEH,
HATMYUS/OTCYTCTBUS 000CTpeHHsI MH(DEKIIMOHHOTO MpoIiecca u JIp.

AHTI/I6I/IOTI/IKOTCD anua

Bce omu3onpl  KIMHUYECKU-3HAUMMbBIX HMHQPEKIUN TpeOyloT Ha3HAYeHHs] aHTHOAKTEepHaIbHOM
tepanuu. O0s3aTENbHBIM YCIOBUEM yclieXa aHTUMHKPOOHOW Tepanuu sSBISETCS €€ OJHOBPEMEHHOE
npuMeHeHHe ¢ 3aMecTutenbHol Tepanueit [10]. Cpoku aHTHOAKTEpUATBHOIN Tepaniy JOKHEI B 1,5—
2 pa3a (a mHOrZAa M OoJiee) MPEBBIIATH MO MPOAODKUTEIBHOCTH CTaHIAPTHBIE CXEMBbl JICUCHUS.
J1031MpOBKHM aHTUOMOTHKOB MOAOHPAIOTCS COTJIACHO PEKOMEHJIAIMSAM 10 BO3PACTy U BeCy MalMeHTa.
ConpoBoskiaroiasi aHTUMUKOTHYECKAs Tepanus Ha3HayaeTcs M0 KIMHUYECKUM TOKa3aHUSIM.
OpueHTHPOBOYHBIE CPOKU UCTIOIB30BaHUS AHTUOMOTHKOB PA3JIMYHBIX TPYII MPEACTABICHBI B

TadI. 2.
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Tabanna 2. AHTHOAKTepHaIbHbIE NPENapaThl, peKOMeHyeMble 1JIs1 Je4eHns 001bHbIX

¢ nHpexkuoHHBbIMU 3a0osesanusavu npu [IU/] ¢ nedexToM B rymopanbHOM 3BeHe

AnTHOaKTEpUaTHHASL Tepanus [IpoaomKUTENEHOCTD TEPATUU
(BO3pacTHBIC JO3UPOBKH)

Hedamocropunsl 2—4 "en

AMWHOIIIUKO3UIBI: 24 gen

[TernuMIIMHOBBIN psn:
AMUHOTICHUIIUJUINHBI, 3aIUIICHHBIE 2-4 Hen

KJIaBYyJIaHAaTOM IICHUIIUJUIMHBI

KapOGanenemsl 2 Hen

CynbhaaunaMuapl: KOMOMHUPOBAHHBIC
ooubiize 1 mec
npenaparsl — KO-TPUMOKCa30JI+TPUMETOIIPUM

B xommiekec  J1e4eOHBIX MEpONPHUATHIA OONBHBIX BXOAUT CHMOTOMATHUYECKas Teparus
COMYTCTBYIOIICH MaTOJIOTHH.

B cinydasx Hamuuus odYaroB XpoHWYecKod uH(pekuun (OpOHXO03KTa3bl) OOOCHOBAHO
Ha3HAuYeHHE aHTUOAKTEPHAIbHON Tepamuu OoJiee MPOJOIKUTENFHBIMU KypcaMu (B HEMPEPHIBHOM
WIA UHTEPMHUTTHpYIOIEM pexknme). CoriaacHO MaHHBIM PaHJIOMH3UPOBAHHBIX MEKIYHApPOIHBIX
MICCIIEIOBaHMH, TPEMapaToM BbIOOpA MPHU JUTUTEIBbHBIX Kypcax siBIsieTcs a3utpoMuiiuy [11].

Koppekis 0cIoKHESHHM, 06VCJ'IOBJ'I€HHLIX HUMMVHHOHN IUCPEryISIIueH.

JUist KOppEeKIUK OCJIOKHEHUH IMMYHHOM TUCPETYISIIUN UCTIONB3YeTCsl HMMYHOCYITPECCUBHAS /HITH
TapreHTHas Tepanus Ha (OHEe HePEPHIBHOTO JICUSHHSI HMMYHOTJIOOYJTMHOM YeJIOBeKa HOPMaJIbHBIM.
VYyuteiBasg Majnoe KOJMYECTBO JAaHHBIX, YETKHX PEKOMEHJAIMi OTHOCUTENBHO CXEM U J03UPOBOK
UCIIOJIb3YEMBIX TpenapaToB He cyliecTByeT. IlepBoil nuHuel Tepanuu cienyer BHIOpaTh CUCTEMHbBIE
TIIIOKOKOPTUKOCTEPOUIBI B CpEIHETepaneBTHYeCKNX J1o03ax lMmerorcs naHHBIE 00 yCHenmrHoM
NPUMEHEHHH TaKUX TIpenapaToB KakK a3aTHONPHH, MHUKOQEeHoNaTta MOQETHI, CHPOIHMYC,
putrykcumad, uHpumukcumad. Ha ¢oHe mpoBeneHHs MMMYHOCYIPECCUBHOM Tepanuu HEOoOXOAUM
TIIATEIbHBI MOHUTOPUHT BUPYCHBIX U OaKTepUaIbHBIX WHEKINI, HAUNHATH TEPANNI0 HE0OX0IUMO
Ha (oHE aJgeKBaTHOTO HACHIICHUS WMMYHOTJIOOYIMHAMH, 00s3aTeNbHO KOHTPOJIUPOBATH
npeTpaHchy3HOHHBIN YPOBEHb Ha (pOHE JICUCHUS U TIPH HEOOXOTUMOCTH TPOBOJNTH KOPPEKTUPOBKY
JIO3BI.

3.2 Xupypruueckoe Je4eHue

[TpoBoautcss u3-3a ocnoxknenuit [IN]] (mumdbanenurax, abcrieccax TIEYEHH, TMOYEK, KOXKH,

napanpoKTUTax u IIp.).
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4. Peaduanranus

CaHaTOpHO-KYpOPTHOE JICYEHHE 10 MPOPHITIO OCIIOKHEHHH OCHOBHOTO 3a00JIEBaHUSL.

IIcuxonmornueckas pea6I/IJ'II/ITaI_II/I$I Hn couajJibHasdA agarTanus.

5. IIpodpunakTuka U AUCIAHCEPHOE HADII0IeHNEe

IlepBuyHas HDOd)I/IJ'IaKTI/IKa.

Jnst dopm [TU]] ¢ M3BECTHBIM TréHETUYECKUM 1e(EKTOM BO3ZMOXKHO MPOBEICHUE:

e [IpeHaTtaqbHOTO CKPUHUHTA U MEUKO-TEHETHUYECKOT0 KOHCYIbTHPOBAHUSI.

e MeT0/10M NIEPUHATAIIBHOTO CKPUHUHTA HACIEACTBEHHBIX araMMarjio0yJInHEeMHH,
TPaH3UTOPHOU TMIIOraMMarjio0yIMHEMHH IETCKOTO BO3pacTa, HeKOTOpbIX (popm runep-IgM
cunapomoB u OBUH c panaum nedrotom sBisiercs onpenenenne TREC u KREC B
numbonuTax. JJaHHBIA METO] TIO3BOJISET OCYIIECTBIIATH KaK MIPEHATAIBHYIO TUATHOCTHKY,
TaK U UCIOJb3YeTCs B IOCTHATAILHOM MEPHO/IE, CYIIECTBEHHO YCKOPAS CPOKU MOCTaHOBKU
JUarHo3a.

BTODI/ILIHaﬂ HDOd)I/IJIaKTI/IKa BKJIIOYACT CJICAYIONINMEC MCPOITPUATHA:

e [IpodpunakTuky HH(EKINOHHBIX OCIOKHEHUHN
e PanHee BbIsIBIEHHUE U Tepanys HEUH(PEKIIMOHHBIX POSBICHUN UMMYHOIe(DUITUTA
e lcxiroueHue BO3A€HCTBHSI HEOIATONPUATHBIX MPOPECCUOHANBHBIX (PAKTOPOB

e Conumanpuyro agantamuio 6oabHbIx ¢ [TH]]

6. lonmosiHuTe IbHASI MH(POPMALUS, BIMSIONIAS HA UCXO0/ 3200/IeBAHUA/CHHIPOMA

6.1 lipornos

Hcnonb3oBaHue peryaspHOM 3aMeCTUTENIbHOM Tepanmuu B aJEeKBaTHOW J03e u Oojee
arpecCUBHOEC Ha3HAYCHWE AHTHUOAKTEpUATBHBIX CPEJACTB 3HAYHMTEIBHO YIIY4IIaeT TMPOTrHO3
3a0o0sieBaHus, MPHOIIKAS TMPOJODKUTEIBHOCTh M KA4eCTBO JKM3HU OOJNBHBIX K MOKAa3aTeNsiM
310poBoil momynsiiuu. CBOEBpEMEHHO Hauaras aJIeKBaTHAs 3aMECTUTENbHAs Tepamusi MO3BOJISET
n3bexarb (HOPMHUPOBAHHS HEOOPATHMBIX HM3MEHEHMH B OpraHax, BBI3BAHHBIX XPOHUYECKUM
TeYEeHHUEM MH(EKIIMOHHOTO MPOIIECcCca, 3HAYUTEILHO YMEHBIITUTH KOJTUYECTBO MMH30/10B KITMHUICCKHU-
3HAUMMBIX HMHQEKIUH, YacTOTy pPa3BUTHUS JAPYTUX OCIOKHEHUH, KOIUYECTBO TOCIHMTATU3AIUN.
BOABIIMHCTBO MAalIMEHTOB C HAPYIIEHHMEM CHUHTE3a AaHTUTEN, MPU CBOEBPEMEHHO IOCTaBJIECHHOM
JMarHO3€ M aJeKBAaTHOM Tepanuu He UMEIOT MPU3HAKOB CTOHKON HETPYI0CIocOOHOCTU. B MupoBOii
JUTEPAType UMEIOTCS JaHHBIE O MTPOBEJACHUM TPAHCIUIAHTALMY y MAIIMEHTOB C HAPYIICHUEM CUHTE3a
aatuten (OBUH) npu pa3BuTuM MaqurHW3alldd WA TOKEIOW ayTOMMMYHHOW TaTOJIOTHH,

TOPIUAHON K KOHCEPBAaTUBHOM Tepanuy. BeDKMBAEMOCTh Ha CETOAHSIIHUN JACHb COCTABIISIET OKOJIO
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48%. B cnyyae ycHemHoro Jie4eHus, MPOUCXOAUT YAOBIETBOPUTEIbHASI PEKOHCTPYKIIMSI UMMYHHON

CHUCTEMBI, MO3BOJISIONIAsi OTMEHUTH JAIbHEHUIIIYIO 3aMECTUTENBHYIO TEPaIUIO.

6.2 CKpUHHHT

e (OOcienoBaHue KPOBHBIX POJCTBEHHHUKOB (poauTeNei, OpaTheB, cecTep, AeTei) MaIleHTOB C
rymopanbHbiMu popmamu [TU]];

e (OOcienoBaHUE TAINKMEHTOB, CTPAJAONMX PEIUIUBUPYIOIIUMH WHPEKIUSAMH TSDHKEJIOTO
TEYCHHS, CTOWKHM JUAPEHHBIM CHHIPOMOM, ayTOMMMYHHBIMH (B TIEPBYIO OYepellb,
[UTONICHUSIMU) 3a00JICBAHUSMH, TAIMEHTOB, HWMEIONIMX CHMIITOMBI ITaTOJIOTHYECKON

aumbonponudepaly U rpaHyIeMaTO3HOTO BOCHAICHUSI.
7. Opranusanus MeIUIMHCKON MOMOIIHA

7.1 lloka3zanus 18 MJIAHOBOM rOCIUTAJIU3ALNHU

® TIEPBUYHOE YCTAHOBJICHHE JIMAarHO3a MIPU HAIMYUW CUMIITOMOB, XapakTepHbix s [TN/];

® TIPOBEJICHUE 3aMECTUTEIIHLHOU Tepanuu B/B HUMMYHOTJIO0YJIMHAMY,

e 000CTpEeHHE PEIUIUBUPYIOIIMX THOWHO-BOCIAIUTEIBHBIX 3a00JIeBaHUN OpPOHXOJIETOYHOM
cucremsl, koxu, JIOP-opranos;

® AYTOUMMYHHBIC OCJIOKHCHUA WU PA3BUTUC OHKOJIOTHYCCKOTO 3a00/1eBaHus Ha d)OHC HI/IH

7.2. lloka3zanus Qs DKCTPEHHOH TOCHUTAJIN3ANNNT

® COCTOSAHUA, YIPOKAIOIINC )KU3HU U Tpe6y}01uI/Ie OKCTPCHHOI'O OKa3aHus MEJIMIIMHCKOM
IIOMOIIH: FCMOppaFI/ILICCKI/Iﬁ CUHAPOM, CCPACUHO-COCYAUCTAs, AbIXaTCIIbHAs, IIOYCUHAA,

NNEYCHOYHAasA HEAOCTATOYHOCTD.

7.3 lloka3anus A BLIMUCKY MAIMEHTA U3 CTALMOHAPA

KynupoBanue KIMHMYECKHX NPOSBICHUH (OCIOKHEHUH) Yy OONBHBIX C TyMOpPaJbHBIM
uMMyHOAepUIUTOM. JlocTHKeHHe HOpMallM3alluy TO0Ka3aTeleil MMMYHHOTO cTaTyca U YpOBHS
ummyHorsioOynuHoB.  Ilognepkanue mpeTpaHCPY3MOHHBIX CBIBOPOTOUHBIX YypoBHe IgG 'y
nanyeHToB He Huke 8,0 /i (v 800 mr/mn.).

JIMUTENBHOCT  CTAllMOHAPHOI'O  JIEUYEHUs  ONPENEISAETCS  XapaKTepoOM M TSKECTBIO
KIIMHUYECKHUX MPOsBIECHNN NHPEKIIMOHHBIX U HEMHPEKIMOHHbBIX ocioxHeHuit [TU]1.

7.4. UHbIe OpraHnu3alioOHHbIe TEXHOJIOTHH

HECT

8. Kiinununueckue XAPAKTCPUCTUKH U ITOAXO0AbI K JICYCHHUIO HauOo0JIee 4acTo

Berpevaromuxcs popm U/ ¢ HapylieHHeM CHHTe3a aHTHUTeEJI.
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8.1 HacaencrBenuble aramMmaraooyanaemMuu. boaesub bpyrona (X-cuenjaeHHas

arammarooyanaemus D80.0)

Yacrora B mnomymsumu  1:50 000-1 000000 (85%  Bcex  HACIICACTBEHHBIX  CIIy4acB
arammarsiao0ynmuaemun) [12].

B ocHOBe 3a00jeBaHMs JISKUT HAapyLICHUE CHHTe3a THPO3WHKWHA3bl (Btk), mpuammaroreit
ydacTue B co3peBaHHM B-mumdonutoB B kKocTHOM Mosre. CreactBuem nedunurta Btk sBusercs
NPAaKTUYECKH TIOJHOE OTCYTCTBHE B-numdountoB B nepudepuyeckoid KpoBU U nepupepuyecKux
TUM(OUIHBIX OpraHax M pe3Koe CHIKEHHE BCEX KJIAaCCOB MMMYHOITIO0yJIMHOB.

Knunuueckue oco6eHHOCTH:

1. [eOroT ot 6 MecseB a0 | rona >ku3Hu peOCHKA

2. TloMuMO CHHOITYTBMOHAIBHBIX MH()EKIUH M THOMHBIX OTHUTOB B KIMHUYECKOW KapTHHE

HEpeIKO NPUCYTCTBYIOT TaKK€ KOXHbIE HHQEKUUH, JAUApEHHBIH  CHUHIPOM,
UHQEKIMOHHBIE  apTPUThl. AYTOMMMYHHBIE MpPOSIBICHHUS M 3JI0KQUECTBEHHBIE
HOBOOOpa30BaHUs BCTPEYAIOTCS pexe, yeM npu apyrux gopmax IIM/], Ho yamie, yem B
OOIICH MOMyJISIUY.

3. Ilpu ¢usukaapHOM O0OCIEAOBAaHUU - HEIOpa3BUTHE Mepudepuuecknx JTUMQPOUTHBIX
OpraHoB (TMITOIJIa3Usl MMHJAIUH, TUM(OY3II0B).

4. Ilpm nabGopaTopHOM O0OCIEAOBAHUM - PE3KOE CHUKEHUE YPOBHS BCEX KJIACCOB
MMMYHOTITIOOYJIMHOB, 3HAUUTEIbHOE YMEHbIlIeHUe uncia B-numponuTos (<1%).

5. OkxoHYaTenbHbIH JUArHO3 MOKET OBITh YCTaHOBJIEH TOJBKO IOCTE IPOBEACHUS
TEHETHYECKOTr0 TECTHPOBaHUs U OOHapyxeHus Btk myranuu. Ilpu HEBO3MOXXHOCTH MPOBEICHUSI
TeHETHYECKOTO 00CIeOBaHMs , B TOJB3y JUArHO3a TOBOPHUT HAIMYHE POACTBEHHHUKOB MYMXKCKOTO
moja 10 MATEePUHCKOM JIMHHHM C TSDKEIBIMH HMH()EKIMOHHBIMHA TPOSBICHUSMH, CHU)KEHUEM
UMMYHOTJIOOYNUHOB U aedunurom B-knerok. /o 20-25% myk4uH, UMEIOIUX MPH T'€HETUYECKOM
obocnenoBanun Btk myranumio, He MMeEIOT cemeifHOro aHamHe3a. B TakoM ciydae, UMEET MECTO
MmyTanus de novo.

6. boneroT ToibKO JHIa Mykckoro noia. Jlouepu OonbHbIX XLA ABIAIOTCS 00IUTaTHBIMU
HOCUTEIISIMH MYTallud, HO HE HUMEIOT KJIMHUYECKUX MposBieHHH. B manHOM ciydyae ocoOyro
aKTyaJbHOCTh UMEET T'€HETHUECKOE KOHCYJIbTUPOBAHHE U MPEHATalbHasl JUarHOCTHKA.

8.2 JIpyrue HacJaeICTBEHHbIE AraMMAarJ00yJIuHeMUU

B Hacrosmee BpeMs onrcaHbl U Apyrue GOpMbI HACIEICTBEHHBIX araMMarioOyInHEeMUH (CM.
tabu. 2). KinuHudeckue nposBIeHUs CX0XH ¢ 00J1e3HbI0 bpyToHa,

8.3 N30uparenbHblii (celeKTUBHBII) NedunnT nMmmyHoraooyianaa A, D80.2 [1gA]

CenextuBHbll aepunut IgA — nmepBUYHOE MMMYHOJSHUIIMTHOE COCTOSHHE, XapaKTepU3YIoIeecs

CHI)KCHHBIM YPOBHEM CBHIBOPOTOYHOM KOHIEHTpanuu IgA <7 Mr/am mpu J0CTaTOYHOM YpPOBHE
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JIPYTUX HM30THIOB HMMYHOTJIOOYJIMHOB M OTCYTCTBHM IPH3HAKOB IPYIHX HMMYHOAC(HHIUTHBIX
COCTOSIHMY (HanpuMep, aTakCUH-TelIcaHrno3kTaszun) [13].

OOUAEMHOJIOTHSA

PacnipocTpaHeHHOCTh BapbUPYET B PA3IMYHBIX 3THUYECKHUX Ipynmax u cocraBimser 1:100-700
YEIIOBEK.

Kimmenueckne 0cOOEHHOCTH :

e KimHuueckue MposiBJICHUE B BHJIE PECITUPATOPHBIX MH(EKIIMNA UMEIOT MEHEE TPETH
MAIUEHTOB ¢ JaHHoi Gopmoii [TU]I.

o [lpu Hanmuny MHPEKIMOHHBIX TPOSBICHUH HMEIOT MECTO YacThIe, HO HE TSKEIJIOTO TCUCHHS
MH(pEKINY BEPXHUX U HIKHUX JbIXaTeNabHbIX myTed u JIOP opranos

e Brusienue aeduuura IgA npu HaTu4UK BBIPAXKEHHOTO MHPEKIIMOHHOIO CUHApPOMa TpeOyer
oOcienoBanusi Ha Haimuuume Jnedunura nonakimaccoB 1gG w/mmm  HapyiieHws CHHTE3a
CeNIeKTUBHBIX aHTuTeNl. Kak mpaBmiio, mMeHHO couetanne naHHbX (Gopm [Nl mpuBomut
MaHH(ecTaly HHPEKIUOHHBIX CUMIITOMOB.

e XapakTepHO HaJIMuYuME€ COIYTCTBYIOLIEH aJIEpronarojoruv (auIepruyecKuil  pUHMT,
OpoHXMalpHas aCTMa, aTOUYECKUI 1epMaTUT U JIp.);

e XapakTepHO HaJIM4YUE CONMYTCTBYIOUIEH ayTOMMMYHHON MAaTOJOTUHU (PEBMAaTOUIHOTO apTPUTA,
CHCTEMHOM KPaCHO# BOJYaHKH, ayTOUMMYHHBIX [IUTONICHUH U 1P.).

e [lpu cenextuBHOM aedurure IgA HemepeHOCHMOCTh JIAKTO3bl BCTpEYaeTcs dalle, 4eM B
oO11el NOMmyJIsAIHIH.

e Hanunuue comyTcTByOLIEH LIEIMAKUK BCTPEUAETCs yallle, YeM B 0OLIel Moy Isuu

Oco0OEHHOCTH TepaInu

CenextuBHbii nepuuut IgA otHocures k IIWU/], He TpeOGyromuMm cnenupuyeckoil KOPPEKIUH.
JleueOHBlEe MepoONpUATUS CBOJATCA K JIEYEHHIO BTOPUYHBIX OCJIOXHEHUH HWHQEKIMOHHOM,
JIEPrUYecKoi MM ayTOMMMYHHOM HpUpoAbl. Xopouuid >QQeKT B LelsIX TOCTHKEHUS KOHTPOIIS
HaJl MHQEKUMSAMH HMMeeT BaKUMHAIMS ¥ MMMYHOMOIYJIHPYIOIIAs Tepamusi C HCIOJIb30BaHUEM
OakTepuaIbHBIX JTU3aTOB

Buumanmue! Beenenue npenaparos kposu 1 BBUI' 10mkHO MPOBOIAUTHCS ¢ OCTOPOKHOCTHIO.
[Tpu cenexktuBHOM nedunure IgA Bo3MokHa BeIpabOTKa aHTUTEN K IgA, B CBSI3U C UeM y MallUEHTOB
MOTYT pa3BHBAaTbCA  QJIEPrMYECKHE peakIMM BIUIOTh A0  aHa(QUIAKTHUYECKOro  IIOKa,
MIPEACTABISIIONIETO yrpo3y mist xku3HH. [Ipu HeoOxomumocTu ucnoib3oBanusi BBUIT npenmnodyrenue
OTJaeTcs MpernapaTaM ¢ MUHUMAJIbHBIM cofiepskaHueM IgA, a Tak ke IOJKOKHOMY IyTH BBEACHUH,
PEKOMEHJIOBAaHO IPOBEACHHME INpeMeaukanuu co BkiaoueHueM cucrtemHelx ['KC. Ilpu

HEOO0XOIMMOCTH TEpPEeTUBaHMS KPOBH — IPETapaToOM BbIOOpA SIBJISIOTCS OTMBITHIE SPUTPOIUTHI.
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8.4 leduuur noakiaaccoB ummyHoraooyauna G [19G]

PacnpoctpanenHocTs nanHOU (opmbl BapbupyeT oT 4,8-8% ot Bcex ¢opm TN/, Ecnu nmpu
HATMYUU CEPHE3HBIX PEUUIUBUPYIONINX OaKTepUaTbHBIX MHMEKIMA IhIXaTeNbHBIX IyTeH 0O0muit
ypoBeHb IgG B HOpMeE, HE3HAUUTEIBHO CHUKEH HIIM BBISBISETCS W30JMPOBAHHBIN Aepuiut IgA,
MoKa3aHo omnpezaeneHue noakiaaccos IgG. YuuteiBas, uto 1gG4 npeacrasnser coboit menee 5% ot
obmero konmuectBa IgG CHIBOPOTKM KpPOBH, H30JMPOBAHHBIA €ro0 HEJOCTAaTOK KIMHUYECKOTO
3HayeHus He umeer. OCHOBHOE KIIMHHUYECKOe 3HaueHue nmeet aeuuut 1gG2-noaknacca. Jdedpumur
IgG1-ue paccmarpuBaetcs B nanHoit rpymnme [IM]], Tak kak, cocTaBiisisi OCHOBHYIO 4acTh OOIIETro
19G, nedunut 1gG1 npuBoguT K cHXKeHHIO ypoBHS obmero 1gG u paccmarpuBaeTcs B paMmkax
Ipyrux rurnoramMariooymuaemuii (cMm. Bbime). Jedbunur 1gG3, kak mnpaBmiio, coderaeTrcs ¢
NeQUIUTOM OPYTUX MOAKIAccoB win aepunuroMm IgA, a m3omupoBanHbil aepummur 1gG4 moxer
UMETh KIMHUYECKOE 3Ha4YeHHe B coueraHuu ¢ aedunuroM 1gG2 wim cenexktuBHOM aeduiurte IgA
[14].

KinHnuyeckasi kapTuHa: npejacTaBiieHa MPEeUMYIIECTBEHHO PELUIUBUPYIOLIMMHI HH(EKIMSIMU

JIOP-opraHoB u JbIXaTenbHbIX IyTEH NHKANCYJINPOBAHHBIMU OaKTEPUIMHU

Jleyenue: cumnToMaruyeckoe. B penkux —ciaydasx, INpU  BBIP@KEHHBIX  TSKEINBIX
UHQEKIMOHHBIX Mpoleccax, OCOOCHHO COMPOBOXIAIOLIMXCS 00pa3oBaHUEM OpOHXO3KTA30B,
MOKa3aHO MPOBEJICHUE 3aMECTUTEBHOM Tepanuu qoHopckumu 1gG.

8.5 Ipexonasmasa runoramMarjgoovanuemud aereii, D 80.7 (IIT' )

Onpezenenue

III'/T (CHHOHUMBI: TPaH3UTOPHAs MJaJI€HUECKas TUIIOraMMarioOyJIuHEMHUs], TPaH3UTOpHAs
runoramMmarjoOyJuHEMUsl paHHEro BO3pacTa) — UMMYHOJAE(UIIMTHOE COCTOSHUE, XapaKTEpPHO IS
JleTed B BO3pacTe OT 1 roma 70 5 JIeT Npu CHUKEHUM ChIBOPOTOYHOM KOHLEHTPALUU OJHOIO WU
HECKOJIbKUX HM30TUIOB HMMMYHOIJIOOYIMHOB TIPU MCKIIOYEHHH JPYTUX HMMYHOJE(HHUIIMTHBIX
cocrosnuit. III']] ssnsercs [IMJ] noOpokauecTBEHHOT0 TEYEHHUS M, MO CYILECTBY, NMPEACTaBISET
co0oit 3aTSHKHOU (IpOJIOHTUPOBAHHBIH) BAPUAHT (bU3HOIOrHYECKOro COCTOSIHHS
THITOraMMarjo0yTMHEMUH, CBOWCTBEHHON NETSM B Bo3pacTe 3—6 Mec, Korna 3amachl MOJyYeHHBIX
BHYTpUYTpoOHO MarepuHCcKuX IgG mcromaroTcs, a coOCcTBeHHBIN cHHTE3 emle HepocraToueH. [117/]
MOXET MpOoTeKaTh OeccuMNTOMHO. B psne cinydaes, mposiBiaenueM I1I'J1 MoxeT ObITh MOBBIIICHHAS
4acToTa pecrnupaTopHbx uHpekui, nadexnuit JIOP-opraHoB, KoXu, CIU3UCTHIX, MOUYCTIONIOBBIX U
kumeuyHbix uHpexnuil. [II'J[ umeer Xopomwmii mporHo3, OECCUMITOMHOE TEYEHHE JICUEHUS He
tpebyeT. [Ipy HanWYMM KIMHUYECKUX MPOSBICHUI MPOBOAUTCS CHMITOMAaTHYecKas Tepamus Mo
CTaHJapTaM COOTBETCTBYIOIIMX HO30JIOTHH. B peakux cimydasx Npu TSDKENIBIX HH()EKIIMOHHBIX

npoiieccax IenecoodpasHo ucrnonb3oBanue BBUI [15].
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8.6 O01mas BapuadeJpLHasgs HNMMVYHHASI HeX0CTATOYHOCTE , D83.0 (OBHUH)

Ornpezenenue

OBHH mpencraBnsier co0oif OCHOBHYIO KJIMHUYECKH 3Hauumyio ¢opmy ITN]] y B3pocibix,

00beuHsAs B ce0sl TeTEPOreHHBIX M0 KIMHMYSCKUM (eHOoThmaM manueHToB [16]. B ocHoBe nmekuT

HapylieHue cuHte3a antuten kiaaccoB 19G, IgA u/unu IgM B oTBeT Ha MH(EKIINUIO WM BaKIIMHALIHIO.

OBHUH B paBHOH CTENEHM CTpajalOT Kak MYKYMHBI, TaK W JKCHIIUHBL, INpPU ITOM

pacripoctpaneHHOCTb coctaniser 1:25 000-30 000 nacenenus [17].

Knunanueckue ocobennoctu [18]:

1. JebroT B 11060M BO3pacTe (HO AMAarHO3 MOXKET OBbITh YCTAHOBJIEH B BO3pacTe CTapiie

4x ner nocine uckaodenus [1I°]1)
2. [ToMuMO penUAMBUPYIONIUX CHHOMYIBMOHATBHBIX HH(PEKINI XapaKTepPHO HAIUYHE:
e [latonoruyeckoit umdonponaudepannu
e DHreponatuy (MHPEKIMOHHOTO U HEMH(PEKITMOHHOTO TeHe3a)
e VMMyHHBIX HUTONIEHUN
e [loBbIIIEHHOI'O PHUCKa MAJIUTHU3ALUH (B IIEPBYIO OYepeib, TUMGPOMBI)
e QDopMHpOBaHUS TPaHyJIEM B pa3IMYHBIX OpraHax (HaumboJee JacToie
MIPOSIBJICHUS - CAPKOUI0IO00HbIE U3MEHEHUS B JIETKUX )

3. Kpurepnn nocTaHOBKM JUarHo3a:

| >1 3 caeayIommx KPUTEPHUEB :

[ loBBIIIIEHHAST TIOJIBEPKEHHOCTh HHPEKITUSIM

* AyTOMMMYHHbBIE TIPOSIBIICHUS

*I'panynemaro3Has 60Je3Hb

*HeoObsicHMMast ONMKIIOHANIbHAS TUMQoTipoaudepanus

[T/ c HapylIeHHEeM CUHTE3a aHTUTEN Y WICHOB CEMBH

Il. BbIpaskeHHOE CHIKeHHe ypoBHs IgG u IgA c/6e3 camxenus yposHs IgM (B 2x
MOBTOPHBIX HCCIENOBaHUAX; <2 SD 0T BO3pacTHBIX HOPM, JUISI B3pOCIbIX — MeHee 450
MT/1);

1. >1 U3 caeayronmx KpUTEPUEB :

. HeanexBaTHblif 0TBET HAa BaKUMHAIMIO (/UM OTCYTCTBHE N30Te€MarritOTHHHHOB)
. Marnoe xonn4ecTBo nepekitoueHHbIX B-knetok mamsaru (<70% ot Bo3pacTHOM
HOPMBI)

IV. uckmoueHre BTOpUYHOTO reHe3a TUII0raMMario0yInHeMUH
V. Bospact > 4 net (CUMIITOMBI MOTYT A€0IOTHPOBATH PAHBIIIC)
V1. oTcyTcTBHE MPU3HAKOB TIIYOOKOTO HapyIieHus1 T-KIeTouHOro 3BeHa (Hamure He Oosiee

OJIHOTO M3 TPEX KPUTEPHECB):
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* CD4+/mxa: 2—6;1e1<300, 6-121e1<250, crapmiel2ner<200
* % nauBHbIX CD4: 2—611e1<25%, 6-16161<20%, cTapue 16seT<10%

* T-xnerounas nmponudepanusi OTCyTCTBYET

B0O3MOXHOCTH T€HETUYECKOrO0 TECTUPOBAHMA JUIsl MHOATBepkAeHus auarHosa OBUH B
HACTOsILee BpeMs OrpaHUYEHbl, IPUUMHHO-3HAYUMYIO MYTALMIO YAAeTcs BbIABUTH Juiib y 2—-10%
OOJIbHBIX.

Huarno3 OBUH sBusiercss OuarHo30M HCKIIOYEHUST W MOXKET OBITh BBICTABJICH IIpU
OTCYTCTBUH JIPYTMX HPUYHMH THIIOraMMarjoOyJIHMHEMUH. (ITOPUTM IMOCTAaHOBKH JWArHos3a: puc.3)
ITpu nonospenun Ha OBHH crenyer MCKIIOYMUTH CIENYIOIIAE NPUYUHBI BTOPUYHOIO CHMKEHUS
UMMYHOTJIOOyJIMHOB:

1) Bo3pactHas rpymnma 5-55 et — noTepss UMMYHOTJIOOYJIMHOB Yepe3 MOYKH HITH JKEITyI09HO-
kumeynslii TpakT (OKKT), moGounsie 3¢ddexrs oT mpuema mpenapatoB (CM. BHIIIE), OCOOCHHO
IIPOTUBOCYAOPOKHBIX U AHTUAPUTMHUUYECKHUX;

2) nuna crapuie 56 JeT — THMOMa, 3JI0KQUeCTBCHHBIC OMYXOJIH JHUMGOUIHON TKaHH,
no6ounble 3(pPeKTHI mpemnaparos, B MEPBYIO OYEPeb AaHTUPEBMATHUECKUX U TMPOTUBOCYAOPOXKHBIX,
norepsi UMMYHOT100ynnHOB uepe3 nouku u JKKT.

Jleuenne OBUH

OBUH MPEACTABIISAET coboit BapUaHT, SKBHUBAaJICHTHBIN HacJaeACTBEHHOU
runorammario0ynuHemuun (D80.0), u TpeOyer Takoro ke KOMIUIEKCa J1e4eOHO-AUarHOCTUYECKUX
MEPONPUITHHA, KaK BBIIIEONMCAHHBIE HACJIEICTBEHHBIE araMMarjioO0yauHEeMHUH. AJITOPUTM BEIEHUs
6onpHBIXx OBUH B 3aBHCcHMOCTH OT peHOTHUTIA pUC.4.

1. 3amecturenbHas Tepanus (CM. BBIIIE).

2. IlpodunakTuka u JedeHne HHPEKIHA (CM. BBIIIE)

3. Koppekuus OCIOXKHEHHH HMMYHHOH NHCperyisuuu (3HTEpOINaTHUH, TpaHyJIeMaTO3HbIE
IPOIIECCHI, 37I0KaYeCTBEHHbIE HOBOOOPA30BaHUS U JIp.).

Hecmotps Ha 1O, uTo 1151 GonbimHCTBa 60sbHEIX OBUH xapakTepHbl TspKeNble, peluanBUPYIOIINe
uHpekuny, okoigo 10% mnanueHTOB MOTYT HE€ HMMETh KIMHUYECKH 3HAYUMOTO HH(EKIHOHHOIO
cuHApoMma. B Takux cimyyasx HEpBbIM W €IUHCTBEHHBIM CHMITOMOM B TEUYEHHE JJIUTEIBHOTO
BPEMEHHM MOTYT OBITh MPOSBICHUS UMMYHHOU Aucperynsuud. HecMoTpst Ha OTCyTCcTBHE MH(EKINH,
npu noctanoBke auarHoza OBUH o6s3aTenbHBIM YCIIOBHEM SIBJISETCS IPOBEACHUE 3aMECTUTEIbHOM
TEpanuy TpenapaTaMd HMMYHOITIOOyJIMHA YelOBeKa HOpPMajbHBIM. B OosbHIMHCTBE CllyyaeB
TpeOyeTcs Ha3HaueHUE UMMYHOCYIIPECCUBHON TEparuu, KOTOPYIO CleAyeT HauuHATh TOJIBKO IMOCIe
JTOCTIDKCHHST TIeneBbIXx ypoBHeH 10G Ha ¢oHe mnpoaomKaromencs 3aMecTUTEIIBHOW Tepanmuu

UMMYHOIJIOOYTMHAMH.  YTBEP)KICHHBIX ~ MEXKIYHAPOJHBIX  PEKOMEHJAIMi Ha  OCHOBAHUU
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JI0KA3aTeJIbHOM MEIUIIUHBI 10 JICUCHHUIO OCJI0KHEHU UMMYHHOM TUCPETYIISIIIMU HET. BOJIBIIMHCTBO
IKCIIEPTOB PEKOMEHIYIOT Mepeji HayajioM MPOBe/JieHre GUONCHM, B KAUECTBE NIEPBOU JIMHUU TEPAITUU
ucnons3oBath cuctemMHsle ['KC B cpemHeTepameBTHYECKUX 033X, Opu HedIPPeKTUBHOCTH
paccMaTpuBaTh JAPYrHE CXEMBbI JIedeHUs. [10I0KUTETbHBINA A3PPEKT OTMEUASTCS P MCIIOJIb30BAaHUH
purykcumaba, uH(IMKCHMaba, a3aTHonpuHa, MHKO(peHomata moderwiaa, cuponumyca [19]. Ipu
HEOOXOJUMOCTH HWCIIOIB30BAHUS JUIMTEIBHBIX KYPCOB HWJIM BBICOKHX JI03 UMMYHOCYIIPECCHBHOU
tepanun (cuctemuble I'KC u ap.) menecooOpazHo THIATENTbHOE MOHHTOPUPOBAHHE BHUPYCHBIX U
OakTepralbHBIX HMH(EKIMH W TIpU HEOOXOIUMOCTH IIPOBECTH CaHalWI0. HauumHate Tepamuio
HEOOX0oMMMO Ha  (OHE  aJCKBAaTHOTO  HACHINICHWS  HMMMYHOTJIOOYJIMHAMH,  00s3aTeIbHO
KOHTPOJIMPOBATh TPETPaHC()Y3HMOHHBI YpPOBEHb Ha (OHE JICUCHHS W TPH HEOOXOIMMOCTH

IIPOBOJIUTH KOPPEKTUPOBKY J103BI.
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Kpurtepuu oneHku kauyecTBa MeTUIIMHCKON MOMOIIU

Ne Kpurepuu

1 OMOXMMHUYECKUI aHaIu3 KpOBH (00IIMiA 6€JI0K 1 ero (hpaKuu

2 onpeJieJIeHue YPOBHS UMMYHOTJIOOYIMHOB Kilacca A, M, G B CBIBOPOTKE KpOBH (TIpH
MOJI0O3PCHUH Ha HAIMYHUE MIEPBUIHOTO UMMYHOACPHUITITA)

3 NmmynornoOymuaamu G cTaHnapTHbIE (MTOJMBAJICHTHBIC) BHYTpUBEHHO (Mckimrodas D 80.2)
4 aHTHOAKTepUaAIbHAS W/WIH IPOTHBOTPUOKOBAs /WM IPOTUBOBUPYCHAS TePAITHs
S HAyaJlo 3aMECTUTEIbHON Tepanuy CTaHJapTHBIMU (IIOJIMBAICHTHBIMU) BHYTPUBEHHBIMU

uMMyHor1o0yiuHamMu G cpa3y 1ocie NoCTaHOBKHU IUarHo3a

6 YPOBEHb CHIBOPOTOYHOTO UMMYHOII00yn1Ha G mocie nepeauBaHus CTaHJapTHBIX
(TTOJTMBAJICHTHBIX ) BHYTPUBEHHBIX HIMMYHOTI00YTHHOB G BbIIIE 6 T/71

7 OTCYTCTBHE 000CTpEeHUN NH(EKIIMOHHOTO Mpoliecca

27




Cnucok JsurepaTypbl

1.

3.

4.

\l

Grimbacher B, ESID Registry working party. The European Society for
Immunodeficiencies (ESID) registry 2014Clin Exp Immunol. 2014 Dec;178 Suppl 1:18-
20.

Picard C, Bobby Gaspar H, Al-Herz W, Bousfiha A, Casanova JL, Chatila T, Crow
YJ, Cunningham-Rundles C, Etzioni A, Franco JL, Holland SM, Klein C, Morio T, Ochs
HD, Oksenhendler E, Puck J, Tang MLK, Tangye SG, Torgerson TR, Sullivan KE
International Union of Immunological Societies: 2017 Primary Immunodeficiency Diseases
Committee Report on Inborn Errors of Immunity.J Clin Immunol. 2018 Jan;38(1):96-128.
Azizi G, Bagheri Y, Tavakol M, Askarimoghaddam F, Porrostami K, Rafiemanesh H,
Yazdani R, Kiaee F, Habibi S, Abouhamzeh K, et al. The Clinical and Immunological
Features of Patients with Primary Antibody Deficiencies. Endocr Metab Immune Disord Drug
Targets. 2018; 18(5):537-545.

Bonilla FA, Barlan I, Chapel H, Costa-Carvalho BT, Cunningham-Rundles C, de la Morena
MT, Espinosa-Rosales FJ, Hammarstrom L, Nonoyama S, Quinti I, Routes JM, Tang ML,
Warnatz K International Consensus Document (ICON): Common Variable
Immunodeficiency Disorders. J Allergy Clin Immunol Pract. 2016 Jan-Feb; 4(1):38-59.

D. J. Bogaert [et al.] Genes associated with common variable immunodeficiency: one
diagnosis to rule them all? // J. Med. Genet. — 2016. — Vol. 53, Ne 9 (Sep.). — P. 575-590.
Perez EE, Orange JS, Bonilla F, Chinen J, Chinn IK, Dorsey M, El-Gamal Y, Harville TO,
Hossny E, Mazer B, Nelson R, Secord E, Jordan SC, Stiehm ER, Vo AA, Ballow M. Update
on the use of immunoglobulin in human disease: A review of evidence. J Allergy Clin
Immunol. 2017 Mar;139(3S):S1-S46.

. Yong PL, Boyle J, Ballow M, Boyle M, Berger M, Bleesing J, Bonilla FA, Chinen J,

Cunninghamm-Rundles C, Fuleihan R, Nelson L, Wasserman RL, Williams KC, Orange JS.
Use of intravenous immunoglobulin and adjunctive therapies in the treatment
of primaryimmunodeficiencies: A  working group report of and study by
the Primary Immunodeficiency Committee of the American Academy of Allergy Asthma and
Immunology. Clin Immunol. 2010 May;135(2):255-63.

Koterba, A. P. Initiation of immunoglobulin therapy by subcutaneous administration in
immunodeficiency patients naive to replacement therapy / A. P. Koterba, M. R. Stein //
Allergy Asthma Clin Immunol. — 2014. — Vol. 11, Ne 1 (Dec.). — P. 63.

28


https://www.ncbi.nlm.nih.gov/pubmed/25546747
https://p.360pubmed.com/pubmed/?term=Picard%20C%255BAuthor%255D&cauthor=true&cauthor_uid=29226302
https://p.360pubmed.com/pubmed/?term=Bobby%20Gaspar%20H%255BAuthor%255D&cauthor=true&cauthor_uid=29226302
https://p.360pubmed.com/pubmed/?term=Al-Herz%20W%255BAuthor%255D&cauthor=true&cauthor_uid=29226302
https://p.360pubmed.com/pubmed/?term=Bousfiha%20A%255BAuthor%255D&cauthor=true&cauthor_uid=29226302
https://p.360pubmed.com/pubmed/?term=Casanova%20JL%255BAuthor%255D&cauthor=true&cauthor_uid=29226302
https://p.360pubmed.com/pubmed/?term=Chatila%20T%255BAuthor%255D&cauthor=true&cauthor_uid=29226302
https://p.360pubmed.com/pubmed/?term=Crow%20YJ%255BAuthor%255D&cauthor=true&cauthor_uid=29226302
https://p.360pubmed.com/pubmed/?term=Crow%20YJ%255BAuthor%255D&cauthor=true&cauthor_uid=29226302
https://p.360pubmed.com/pubmed/?term=Cunningham-Rundles%20C%255BAuthor%255D&cauthor=true&cauthor_uid=29226302
https://p.360pubmed.com/pubmed/?term=Etzioni%20A%255BAuthor%255D&cauthor=true&cauthor_uid=29226302
https://p.360pubmed.com/pubmed/?term=Franco%20JL%255BAuthor%255D&cauthor=true&cauthor_uid=29226302
https://p.360pubmed.com/pubmed/?term=Holland%20SM%255BAuthor%255D&cauthor=true&cauthor_uid=29226302
https://p.360pubmed.com/pubmed/?term=Klein%20C%255BAuthor%255D&cauthor=true&cauthor_uid=29226302
https://p.360pubmed.com/pubmed/?term=Morio%20T%255BAuthor%255D&cauthor=true&cauthor_uid=29226302
https://p.360pubmed.com/pubmed/?term=Ochs%20HD%255BAuthor%255D&cauthor=true&cauthor_uid=29226302
https://p.360pubmed.com/pubmed/?term=Ochs%20HD%255BAuthor%255D&cauthor=true&cauthor_uid=29226302
https://p.360pubmed.com/pubmed/?term=Oksenhendler%20E%255BAuthor%255D&cauthor=true&cauthor_uid=29226302
https://p.360pubmed.com/pubmed/?term=Puck%20J%255BAuthor%255D&cauthor=true&cauthor_uid=29226302
https://p.360pubmed.com/pubmed/?term=Tang%20MLK%255BAuthor%255D&cauthor=true&cauthor_uid=29226302
https://p.360pubmed.com/pubmed/?term=Tangye%20SG%255BAuthor%255D&cauthor=true&cauthor_uid=29226302
https://p.360pubmed.com/pubmed/?term=Torgerson%20TR%255BAuthor%255D&cauthor=true&cauthor_uid=29226302
https://p.360pubmed.com/pubmed/?term=Sullivan%20KE%255BAuthor%255D&cauthor=true&cauthor_uid=29226302
https://p.360pubmed.com/pubmed/29226302
https://p.360pubmed.com/pubmed/28041678
https://p.360pubmed.com/pubmed/28041678
https://p.360pubmed.com/pubmed/19914873
https://p.360pubmed.com/pubmed/19914873
https://p.360pubmed.com/pubmed/19914873
https://p.360pubmed.com/pubmed/19914873
https://www.ncbi.nlm.nih.gov/pubmed/25535489
https://www.ncbi.nlm.nih.gov/pubmed/25535489

9. Nahirniak S, Lazarus A. Chapter 4: Immune globlin products. In: clinical guide to
transfusion. Canadian Blood Services Professional Education.
2016. https://professionaleducation.blood.ca/en/transfusion/clinical-guide /immune-
globulin-products Accessed 10 Mar 2017

10.Stevens WW, Peters AT Immunodeficiency in chronic sinusitis: recognition and treatment.
Am J Rhinol Allergy. 2015 Mar-Apr; 29(2):115-8

11.Kuruvilla M, de la Morena MT. Antibiotic prophylaxis
in primary immune deficiency disorders. J Allergy Clin Immunol Pract. 2013 Nov-
Dec;1(6):573-82.

12.Bonilla FA, Khan DA, Ballas ZK, Chinen J, Frank MM, Hsu JT, Keller M, Kobrynski LJ,
Komarow HD, Mazer B, Nelson RP Jr, Orange JS, Routes JM, Shearer WT, Sorensen RU,
Verbsky JW, Bernstein DI, Blessing-Moore J, Lang D, Nicklas RA, Oppenheimer J, Portnoy
JM, Randolph CR, Schuller D, Spector SL, Tilles S, Wallace D. Joint task force on practice
parameters, representing the american academy of allergy, asthma & immunology; the
American College of Allergy, Asthma & Immunology; and the Joint Council of Allergy,
Asthma & Immunology. Practice parameter for the diagnosis and management of primary
immunodeficiency. J Allergy Clin Immunol. 2015;136(5):1186-205.

13.Vo Ngoc DT, Krist L, van Overveld FJ, Rijkers GT. The long and winding road to IgA
deficiency: causes and consequences. Expert Rev Clin Immunol. 2017 Apr;13(4):371-382.

14.Parker AR, Skold M, Ramsden DB, Ocejo-Vinyals JG, Lopez-Hoyos M, Harding S. The
Clinical Utility of Measuring IgG Subclass Immunoglobulins  During Immunological
investigation for Suspected Primary Antibody Deficiencies. Lab Med. 2017 Nov
8;48(4):314-325.

15.Memmedova L, Azarsiz E, Edeer Karaca N, Aksu G, Kutukculer N. Does intravenous
immunoglobulin therapy prolong immunodeficiency in
transient hypogammaglobulinemia of infancy? Pediatr Rep. 2013 Sep 17;5(3):e14

16.Chapel, H. Classification of primary immunodeficiency diseases by International Union of
Immunologic Societies (IUIS) Expert Committee on Primary Immunodeficiency 2011 / H.
Chapel // Clin. and Experimental. Immunology. — 2012. — Vol. 168. — P. 58-59.

17.Bonilla FA, Barlan I, Chapel H, Costa-Carvalho BT, Cunningham-Rundles C, de la Morena
MT, et al. International Consensus (ICON) document: Common variable immunodeficiency
disorders. J Allergy Clin Immunol Pract 2016;4: 38-59.

18.Kumar, Y. Comment on "Common variable immunodeficiency in adults: current diagnostic
protocol and laboratory measures™ / Y. Kumar, A. Bhatia // Expert. Rev. Clin. Immunol. —
2014. — Vol. 10, Ne 2 (Feb.). — P. 187-188.

29


https://professionaleducation.blood.ca/en/transfusion/clinical-guide/immune-globulin-products
https://professionaleducation.blood.ca/en/transfusion/clinical-guide/immune-globulin-products
https://www.ncbi.nlm.nih.gov/pubmed/24565703
https://www.ncbi.nlm.nih.gov/pubmed/24565703
https://www.ncbi.nlm.nih.gov/pubmed/27776452
https://www.ncbi.nlm.nih.gov/pubmed/27776452
https://www.ncbi.nlm.nih.gov/pubmed/29126302
https://www.ncbi.nlm.nih.gov/pubmed/29126302
https://www.ncbi.nlm.nih.gov/pubmed/29126302
https://www.ncbi.nlm.nih.gov/pubmed/24198926
https://www.ncbi.nlm.nih.gov/pubmed/24198926
https://www.ncbi.nlm.nih.gov/pubmed/24198926

19.Hurst JR, Verma N, Lowe D, Baxendale HE, Jolles S, Kelleher P, Longhurst HJ, Patel SY,
Renzoni EA, Sander CR, Avery GR, Babar JL, Buckland MS, Burns S, Egner W, Gompels
MM, Gordins P, Haddock JA, Hart SP, Hayman GR, Herriot R, Hoyles RK, Huissoon AP,
Jacob J, Nicholson AG, Rassl DM, Sargur RB, Savic S, Seneviratne SL, Sheaff M, Vaitla
PM, Walters GI, Whitehouse JL, Wright PA, Condliffe AM. British Lung Foundation/United
Kingdom Primary Immunodeficiency Network Consensus Statement on the Definition,
Diagnosis, and Management of Granulomatous-Lymphocytic Interstitial Lung Disease in
Common Variable Immunodeficiency Disorders. J Allergy Clin Immunol Pract. 2017 Jul -
Aug;5(4):938-945.

Ipuiaoxenue A 1. Cocra Paboueii rpynnsi

I'1aBHBIE pEAAKTOPBI:

30


https://www.ncbi.nlm.nih.gov/pubmed/28351785
https://www.ncbi.nlm.nih.gov/pubmed/28351785
https://www.ncbi.nlm.nih.gov/pubmed/28351785
https://www.ncbi.nlm.nih.gov/pubmed/28351785

1. XauroB Paxum MycaeBnu — akanemuk PAH, npencemarens mpoduibHOH KOMHCCHH TI0
QJUIEPrOJIOTUM ¥ HUMMYHOJIOTHH, Mpe3uAeHT Poccuiickoil accouuanuy ajjieprojioroB M
KiuHu4eckux ummyHosioroB (PAAKMH), nayunsli pykoBoautens ®I'BY «'HI| Mucturyr
ummyHostorun» @MBA Poccun. Tenedon: 8 (499) 617-78-44.

2. Wnpuna Hatanps VBaHOBHA — BHIlE-TIpe3UACHT POCCHICKONW accoIualuy ayieprojoroB H
kuHn4Iecknx umMmmyHosoros (PAAKW), a.m.H., mpodeccop, 3amectutens qupektopa OI'BY
«'HII Uuctutytr mmmyHonorun»y @®MBA Poccun no knuHudeckoit pabore — riaBHBIN Bpad.

Tenedon: 8 (499) 617-08-00.

ABTODBI:

1. Jlareimena Tarbsna BacuiabeBHa — 1.M.H., mpodeccop Kadeapbl KIMHUYECKOH amieproioruu
u ummyHosnorun OIJIO MI'MCYVY, 3aBenyromuii 0T1€JI€HUEM UMMYHOIIATOJIOIMH B3POCIIBIX
OI'BY «'HL UucTuTyT mmmynosiorun» ®MBA Poccuu. Tenedon: 8 (499) 617-80-85.

2. JlateimeBa Enena  AjekcaHJpoBHa — CTapUIMi  Hay4HbI  COTPYIHUK  OTAEJICHMS
ummyHonartonoruu B3pociaslx PI'BY «'HL[ WUuctutyr mMmmyHnosorum» ®MBA Poccun,
K.M.H., To1leHT Kadenpsl Kiinnndeckas ummyHnosioruu axkyiasrera Mb® I'OY BIIO PHUMY
umM. [Tuporosa. Tenedon: 8 (499) 612-77-73.

Pabouas rpymnmna:

1. BumneBa Enena AnexkcaHApoBHa — 3aMeCTUTENb AMpPEKTOpa Mo Hay4yHoW pabore HUU
nenaTpuy, 3aBelyIOIUil OTAEI0OM CTaHJapTU3alMKU U KIMHUYecKol ¢papmakonorun OI'AY
«Hayunblii IeHTp 310poBbs AeTei» Munszapasa PO, k.m.H. Tenedon: 8 (499) 783-27-93.

2. HanuneraeBa IMuaa BramumupoBHa — BeIymMii Hay4dHBIH  COTPYIHHUK  OTACICHHS
ayuiepronorur 1 ummyHotepanuu OI'BY «'HL Uucturyr ummynonorun» ®MBA Poccunu,
k.M.H. Tenedon: 8 (499) 618-28-75.

3. Jemxo Hpuna BrnagumMupoBHa — TJIaBHBIM ~ BHEIITATHBIM  aJIeproyior-MMMYHOJIOT
KpacHnosipckoro kpasi, Cubupckoro u JlampHeBocTouHoro denepanbHbIX OKPYIOB, A.M.H.,
npodeccop, 3aBenyromias kadeapoit BHyTpeHHUX OosesHel KpacHOSpCKOro MEaUIIMHCKOTO
yHuBepcureta. Tenedon: 8 (913) 507-84-08.

4. Tlammypa Anexcanap HukomaeBHY — pyKOBOJHUTEIb OT/ENA AIJIEProJOrUU M KIMHUYECKOH
nummyHosiorun OCIT «HUKHW neguatpun umenu akagemuka lO.E.Benstumesa ®I'bOY BO
PHUMY um. H.U. TTuporosa Munzapasa P®, n.m.H., npodeccop. Tenedon: 8 (926) 227-68-
10.
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5. CermukoBa Hawmns  XapucoBHa —  BeAyUIMil  HAy4YHBIH  COTPYAHHUK  OTJEJICHUA
ummyHonatojoruu KiMHukd OI'bY «'HL Mucturyr nmmyHnonorun» ®MBA Poccuu, Bpau
JJIEProJIOT-UMMYHOJIOT  BBICIIEH KaTeropumu, .M.H., JOLUEHT Kadeapsl KIMHHUYECKOU
ayuteprojiorun u ummyHosiorud OITO MI'MCY. Tenedon: 8 (499) 612-88-29.

6. Cuzsxuna Jlronmuna IlerpoBHa — TIJaBHBIM — BHELITATHBIA  aJuIepProJor-MMMYHOJIOT
PocroBckoii obnactu u  HOxuoro ®DenepanpbHOro OKpyra, 3aBeayromui Kadeapoit
aJyIeproJIornu-uMMyHosioruu PocroBckoro I'ocy1apcTBEHHOTO MEAUIIMHCKOTO YHUBEPCUTETA,
I.M.H., mpodeccop. Tenedon: 8 (861) 268-49-56.

7. ®accaxoB Pycrem CanaxoBuu — IJIaBHbIM BHEIUTATHBIN ajuieprojor-uMMyHosor Pecry6inku
Tatapcran u IlpuBomkckoro denepanbHOro OkKpyra, I.M.H., Mpodeccop, 3aBeAYIOIIUMA
kadenpoi amneprojgorun-ummyHosorun Kazanckoit menunuHckoil akagemuu. Tenedon: 8

(843) 521-48-26.

JUis OKOHYATENIbHOM pelakuMM W KOHTPOJS KauyecTBa PEKOMEHJAUMHU ObLIM ITOBTOPHO
NPOAHATM3UPOBAHbl YiIeHAMHU paboueil Tpymnmbl, KOTOpbIE MPHUILIM K 3aKIOYCHHIO, YTO BCE
3aMEYaHusl U KOMMEHTapuHu KCIEPTOB MIPUHATHI BO BHUMaHHE, PUCK CUCTEMAaTHYECKOM OMMOKY Ipu

pa3paboTKe peKOMEHIAIH CBeJIeH K MUHUMYMY.

Ipuiaoxenue A 2 MeTomos10rusi pa3padoTKu KINHAYECKUX PEKOMEeH Al

MeToabl, HCIIOJIb30BAHHbBIE IS COOPa/cesIeKIIUU 10KA3ATEJIbCTB:
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[Touck B 37EKTPOHHBIX 0a3ax JTaHHBIX.
Onuncanue MeTOI0B, MCIOJb30BAHHBIX 1JIS1 COOPA/CeIEKIIUM 10KA3ATEJIbCTB:

JlokazarenbHON 0a30i I pPEKOMEHIAIUN SIBISIIOTCA MyOJMKAIMK, BOIIEAIAe B 0a3bl
JAaHHBIX I10 KJ'IaCCI/I(i)I/IKaLII/II/I, JAUArdHoCTUKE U JICYHCHUIO HI/LH, HUCIIOJIB30BAHHNIO I/IMMYHOFJ'IO6YJ'II/IHOB
EMBASE u PubMed/MEDLINE, Primary immunodeficiency diseases: an update on the classification from
the international union of immunological societies expert committee for primary immunodeficiency. Front
Immunol. 2014;5:162., Primary immunodeficiencies of the B lymophocyte J. of Medicine and Life. — 2010. —
Vol. 3, Ne 1. — P. 60-63. International Consensus (ICON) document: Common variable immunodeficiency
disorders. J Allergy Clin Immunol Pract 2016;4: 38-59. Joint task force on practice parameters, representing
the american academy of allergy, asthma & immunology; the American College of Allergy, Asthma &
Immunology; and the Joint Council of Allergy, Asthma & Immunology. Practice parameter for the diagnosis
and management of primary immunodeficiency. J Allergy Clin Immunol. 2015;136(5):1186-205.
Classification of primary immunodeficiency diseases by International Union of Immunologic Societies (IUIS)
Expert Committee on Primary Immunodeficiency 2011 Clin. and Experimental. Immunology. — 2012. — Vol.
168. — P. 58-59, ESID Registry Working Party. The European internet-based patient and research database for
primary immunodeficiencies: results 2006-2008. Clin Exp Immunol. 2009 Sep; 157 Suppl 1():3-11, Update on
the use of immunoglobulinin human disease: A review of evidence. J Allergy Clin Immunol. 2017
Mar;139(3S):S1-S46, International Union of Immunological Societies: 2017 Primary Immunodeficiency
Diseases Committee Report on Inborn Errors of Immunity.J Clin Immunol. 2018 Jan;38(1):96-128.

MeToabl, MCII0JIb30BAaHHBIE VISl OLEHKH KAaYeCTBa M CUJIbI I0KA3aTeJIbCTB:

— KoHceHcyc 3kcnepToB;

— O11eHKa 3HAYMMOCTH B COOTBETCTBUHU C peUTHHTOBOM cxeMoii (Tabnuna 1).
MeToabl, MCII0JIb30BAHHbIE VISl OLEHKH KAaYeCTBAa M CHJIbI I0KA3aTeJIbCTB

Hacrosimme KP ocHOBaHBI Ha 10Ka3aTeNbCTBAX, PAHXKUPOBAHBI IO YPOBHIO JOCTOBEPHOCTH
(tabm. 1). Beigensnu 4 ypoBHs JocTOBepHOCTH naHHBIX —A, B, C u D.

Taﬁ.lmua 1. PeliTuHroBasi cxeMa OeHKH AOCTOBCPHOCTHU TaHHBIX

A Bricokas OcHoOBaHa Ha 3aKIIOYEHHAX CHCTEMATHUECKHUX
JIOCTOBEPHOCTh 0030p0OB  PaHJIOMHU3UPOBAHHBIX  KOHTPOJIUPYEMBIX
ucnpiTanui.  CucreMaTuyeckuii  0030p  MOJTy4aroT
MyTEM CHUCTEMHOIO IIOMCKa JAaHHBIX U3 BCeX
OITyOJTMKOBAaHHBIX KIMHUYECKUX WCIBITAHNH,
KpUTUYECKOW OIEHKM HX KauyecTBa W 0000meHus

pe3yabTaTOB METOJIOM METa-aHaIN3a

B YMepenHast OcHoBaHa Ha pe3yapTaTax IO MEHBIIEH Mepe
JOCTOBEPHOCTD HECKOJIbKUX  HE3aBUCUMBIX  PaHIOMU3UPOBAHHBIX
KOHTPOJUPYEMBIX KIMHUYECKUX HCIIBITAHUM

C OrpanunueHHas OcHoBaHa Ha pe3yabTaTax IO MEHBIIEH Mepe
JIOCTOBEPHOCTh OJTHOTO KJIIMHUYECKOTO UCIIBITAHUS, HE
YIOBJIETBOPSIIOLIETO0 KPUTEPHUSAM KadecTBa, HaIpUMEp,
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0e3 paHaoMH3aIuH

D Heonpenenenn VY1Bepxaenue OCHOBaHO Ha MHEHHUU
ast JOCTOBEPHOCTh SKCMEPTOB; KIMHUYECKUE UCCIIEIOBAHUS OTCYTCTBYIOT

Tadoauubl 10KA3aTEJALCTB:
Tabnuipl JOKA3aTeNbCTB 3aMOJHSINCh WICHAMH pa00deid TPYIIIHI.
DKOHOMHYECKHNH aHAJH3:

AHanmm3 CTOMMOCTH HE TPOBOMJIICS, U IYOJIUKAIUH 110 (PapMaKOIKOHOMUKE HE
aHaJIU3UPOBAJINUCE.

MeToa BaJIMAANMH PEKOMEHAALMI:

e BHemHss sKcriepTHAs OlLICHKA

e BHYyTpeHHss 3KCIIepTHAs OLIEHKA
Onncanue MeToaa BAJINAANMH PEKOMEHIAMIA:

Hacrosmue PCKOMCHAAIINN B HpCI[BapHTeHLHOﬁ BEpCHUH ObLIH PCUCH3UPOBAHBI
HCE3aBUCHUMBIMH JKCIICPTAMH, KOTOPBIX ITOIIPOCUIIN IIPOKOMMCEHTHUPOBATD IIPECIKIAC BCECI'O TO,
HACKOJIBKO MHTCPIIPETAINA JOKA3ATCIbCTB, JICKAIIUX B OCHOBE peKOMeHﬂaHHﬁ, AOCTYIIHA IJId
IIOHHUMAaHMHA.

ITony4yeHbl KOMMEHTAapUHU CO CTOPOHBI Bpauel IEPBUYHOTO 3BEHA U TEPANIEBTOB B OTHOILICHUU
JIOXOJJYMBOCTHU U3JI0KEHUS PEKOMEHJallMi M X OL[EHKH BaKHOCTH KakK pabouero MHCTpyMeHTa
ITOBCEJHEBHOM ITPAKTHUKH.

Hpe,[[BapI/ITCJ'IBHaSI BEpcus ObLlIa TaKXke HaIlpaBJICHA pCUCH3CHTY, HC UMCIOLICMY
MCIUIMHCKOT'O O6p330BaHI/I$I, I TOJTYUYCHUST KOMMCEHTApUEB C TOYKH 3PpCHUS IICPCIICKTUB
IMalMCHTOB.

[IpenBaputenbHas Obla BBICTABICHA IS ITUPOKOTO oO0CcykaeHus Ha caiitte PAAKU nns
TOT0, YTOOBI JINIIA, HE YYACTBYIOIIME B COBEIIAHNH, UMETH BO3MOXKHOCTh IPUHSTH YUaCTHE B
00CYXICHUHU ¥ COBEPIIICHCTBOBAHUH PEKOMEH IAIIUM.

KoMMeHnTapuu, nosydeHHbI€ OT SKCIIEPTOB, TIIATEIBHO CUCTEMAaTU3UPOBAIIUCH U
oOcyxainuch npejcenaTenaeM u YieHaMmu padoueid rpynnbl. Kaxxapiit myHKT 00CyX1aicsi, BHOCUMbIE
B PEKOMEHJAIIUN U3MEHEHHS perucTpupoBainch. Eciin ke n3MeHeHusl He BHOCHIIUCH, TO
PErUCTPUPOBAINCH TPUUMHBI OTKa3a OT BHECEHUSI U3MEHEHUH.

HOCJ’IG}IHI/Ie HU3MCHCHUA B HACTOAIUX PEKOMCHOAINAX ObLIH IpeACTAaBJICHBI JJIA O6CY)K}16HI/ISI
Ha coBemanuu padoueit rpymmsl, [Ipesnanyma PAAKU u unenoB nporiibHOM KOMHCCHH.

Koncy.anamm H IKCIEPTHAsA OIlCHKA:
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ITocnenHue U3MeHEHMs B HACTOSIINUX PEKOMEHIANAX OB MPEICTABICHBI ISl TUCKYCCUH B
npenBapuTenbHoil Bepcuu Ha Konrpecce  despans 2018 rona. [IpeaBapurensHas Bepcus Obuia
BBICTaBJICHA JUIsl IIMPOKOTo 00cyxaenus Ha caiire PAAKU st Toro, 4roOsl JM11a, HE y4acTBYIOIINE
B Konrpecce, nmenu BO3MOXHOCTb IPUHATH Y4aCTHE B 00CYKACHUU M COBEPIICHCTBOBAHUH
PEKOMEHJALIHA.

[Ipoekt pexomMeHnanuii ObUT PEIICH3UPOBAH TaKXKE HE3aBUCUMBIMU IKCIIEPTAMHU, KOTOPBIX
MOMPOCHITU TIPOKOMMEHTHPOBATH IOXOYUBOCTh U TOUHOCTHh MHTEPIIPETAIIMH JJOKA3aTEIIbHOM 0a3bl,
JIe)Kalel B OCHOBE PEKOMEH AU M.

Ipuiaoxenue b Ajropurmsl aeiicTBUsSI Bpaua

35



Puc 1. Anroputm nocranoBku auarnosa IIN/] ¢ HapylieHneM CHHTe3a aHTHTeJI.
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Puc. 2 AnroputMbl BeieHHsi OepeMeHHbIX keHIUMH npu Haamunu [IN/] ¢ HapymenueM cuHTe3a

AHTUTEJL.

Ecmu y 6onpHOM Ha oHe
MPOBOAMMOM aJI€KBaTHOU
3aMEeCTUTENIbHOM Tepanuu
O0TMEUaeTCs CTOMKAs peMHUCCHS
MH(QEKIIMOHHBIX (BUPYCHBIX,
rpHOKOBBIX, OAKTEpHUATHHBIX )
3a0oneBaHuit

e Benenwe  1opogoBoro  mepuona, pogoB U
MOCJIEPOAOBOr0O MEPUOJA HE OTIMYAETCS OT 30POBBIX
JKEHINMH. B TeueHue Bcell OepeMeHHOCTH HEO0XO0UMO
MIPOJOJDKUATE 3aMeCcTUTENbHY Tepanuio BBUIT unwm
[IKUI' ¢ exeMmecs4HON KOppeKUHEW A03bl MO BECY
MalUEeHTKU

e Bribop merona poaopaspelieHusi Mo aKyHIepCKUM
nokazanusM. Jlio0oe omepaTMBHOE BMEIIATETBCTBO
MPOBOIUTCA Ha (hOHE AaHTHOAKTEPHAIBHOW Tepamuu.
B ciiydyae mpoBeneHus omepaludu KecapeBa CEUYECHHS
CPOKM TIpOBEICHUS aAHTUOAKTEPHAIBHON Teparuu
JOJDKHBL B 2—3 pa3a MpeBbIIIATh MPOAOJIKUTEILHOCTD
CTaHIAPTHON  aHTHOAKTEepHUANBHON  Tepamuu Y
UMMYHOKOMIICTCHTHBIX 6OJ'II)HLIX

OTcyTCTBHE KOHTPOJIS Haj
nH(peKnusIMy Ha (poHe MPOoBOANMOI
3aMECTUTENIbHON Tepanuu (4-5
000CTpeHMIA B TOM)

¢ YBEJIMYHUTH 03y BBOOAUMOI'O UMMYHOIJIOOyIMHA 10 1—
1,5 T/KT ¢ exeMecsIIHON KOPPEKIUeH T03bI IO TaHHBIM
npeTpaHc(y3uOHHOTO YPOBHS, TOKa3aTeseil KOHTPOJIS
HaJ I/IH(I)CKHI/ISIMI/I, BEeCa NALMCHTKU

e Bribop MeTona poAopaspellieHuss IO aKyLIEPCKHM
NOKa3aHusAM. B ciiyuae omepanuu kecapeBa CEUEHHS
CPOKM TIPOBEJCHHS aHTHOAKTEPHAJIbHON  Teparuu
JIOJDKHBL B 2—3 pa3a MpeBbIIaTh MPOAOJDKUTEIBHOCTh
CTaHOApTHOM  aHTHOAKTepHAIbHOH  Tepamuu  y
MMMYHOKOMIIETEHTHBIX OOJIBHBIX

e Borpoc o rpyZHOM BCKapMJIMBAaHUH pEIIAeTCs BPauoM
WHAUBUYTBHO

e Kypc IOMOJHUTENBbHOW aHTHOAKTEPHANIBbHOW Tepanuu
BO BpeMsl OEpEMEHHOCTH 0 IOKA3aHHUSIM.

HETIPEPHIBHO PEIUINBHPYIOIIICE
TeueHue nHpeKIuii Ha hoHe
MIPOBOJIUMOM 3aMECTUTEIBHON
Tepanuy 0TMEYaeTCs

e YBENMYUTH JI03y BBOJAMMOIO MMMYHOTJIOOYIUHA JI0 1—
1,5 r/kr, ¢ exeMeCIYHON KOppEKIKeH /103bI 10 JaHHBIM
MpeTpaHCPy3MOHHOTO YPOBHS, IOKas3arejed KOHTPOJS
HaJl MHQEKIHIMH, Beca MalueHTKH

¢ Jlo u mocne poAopa3pelieHns MpoBeIeHNe aIeKBaTHOM
aHTHOAKTepHaIbHON Tepanuu AHTHOMOTHKAMHU
IIUPOKOrO0  CHEKTpa  JEHUCTBHA. Hcnons3yrorcs
mpenapaTtsl, pa3pelieHHble K MpUeMy BO BpeMs
OGepeMeHHOCTH, COTJIaCHO WHCTPYKITUH 1o
pEKOMEH/IyeMbIM JIO3UpPOBKaM, Kypcamu B 2-3 pasa
MPEBBIIAIOIIUMH CTaHJapTHbIE CXEMBI
AHTUOAKTEPHATBHON TEpalnuy y HUMMYHOKOMIIETEHTHBIX
OonpHBIX. B ciyyae miiaHMpOBaHMS POAOpPa3pELICHUsS
MyTEM Olepaliy KecapeBa CEUCHUs, C LENbI0 CHIDKCHHUS
BEPOSITHOCTU WH(PEKIIMOHHBIX OCJIO)KHEHHH,
AHTUOAKTEPHAILHYIO TEpanmuio Ha3HAYMTH 3a 2 IHSA 10
OIIEPaTUBHOI'O BMEIIATEIILCTBA

e Bribop MeTona poAopaspelieHus [0 aKyIEepCKUM
MOKa3aHUsAM
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Puc 3. Anroputm nepBu4HOro oocjieg0BaHus mocjie nocranoBku auaraioza OBUH
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Anroputm nevesna OBUH B 3aBMCMMOCTH OT KAMHWYECKOro peHoTuna

HHdekUMoKHBIA

Natonoradeckan
Ausdonpankudepayya

IHTEDONATHHECKKEA

AYTOMMMYHHBIRA

C manuremaagmen

I

I

I

1
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ConyTcTeyloWwan Tepanua
| | |
HnMHHSECHM-
BpoHXOIHTA
I POH ] . Maneabcopbuus
v L]
Fee: . CucremsmerHC | Vo RGHnastue THE fesenie no
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« CIT
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* _AHET

Puc 4. Anroputm Jieyenusi OBUH B 3aBUCMMOCTH 0T KJIMHUYeCKOT0 (PeHOTHIIA.
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Hpuiaoxenue B. Undopmauus 14 namueHra

[lepBuyHBIi MMMYHOAEDUIUT C MPEUMYIIECTBEHHBIM HApyIIEHHEM CHHTE3a aHTHTEN
IPEICTaBIAI0T cO00H pesKoe, FeHeTUYECKH JeTEPMUHUPOBAHHOE 3a00JI€BaHNE, XapaKTepu3ylolieecs
HapylIEHUEM Ipollecca AaHTUTEN000pa30BaHUsA, 4YTO MPHUBOJUT K BO3HUKHOBEHHUIO TSDKENbIX,
KHU3HEYTPOXKAIOIMNX PEHUAUBUPYIOMIMX HWHQPEKIUA pa3IuuHONd JIOKATM3alMH, ayTOMMMYHHBIX
3a00JIeBaHNM, 3JI0KAYECTBEHHBIX O0pa30BaHUM TMM(OUIHON TKAaHW, TOPHMHIHBIX K CTaHIAPTHBIM
CXEMaM TEpPAINH.

[TaueHTsl TpeOYIOT peryispHON NOXKU3HEHHOH eXeMeCAYHOM Tepanuu Ipernaparamu
MMMYHOIJIOOYJIMHa HOPMAaJIbHOTO YEJIOBEYECKOI'o JJIsi BHYTPHUBEHHOI'O BBEJECHUS, COAEpKaILUMU
IgG. OTka3 oT mpoBeneHUs] 3aMECTUTENBHOW TEparuu CMEpPTENIbHO OINMACeH, TaK KaK MPUBEHET K
JalbHEeHIIeMy  IpOrpeccHpoBaHUIO  3a0osieBaHusA. BBeneHue HMMMYHOINIOOYJIHMHA  JOJIKHO
IPOBOJIUTHCS HE3aBUCUMO OT COCTOSIHUS NAlMEHTa, KaK B PEMUCCHUIO, TaK U IPU 00OCTPEHUH OYaros
uHpeknuu. [lmoxas MepeHOCHMOCTh MMMYHOTTIOOYJIMHOB (TIOBBIIICHWE TEMIEpaTyphl, O03HOO,
c11ab0CTh, OOJIH B KHUBOTE) HE SABISIOTCS IMOKAa3aHUEM U OTMEHBI IIpenapara.

IIpu obGocTpeHun XpOHMYECKUX O4YaroB MH(pEKUUU Kypchbl aHTHOAKTEpHUalIbHOM Tepamuu
COYeTaTh C JIOTOJIHUTENIBHBIMU KypcaMHu B/B BBEJEHHUS MMMYHOIJI0OyianHa B f03e 15-20 r., cpoku
IIPOBEJCHUS aHTUOAKTEpUaIbHOW Tepanuu JOOJKHBI B 2-3 pa3a HpeBbIIIaTh MPOJOKUTEILHOCTh
CTaH/JAapTHOM AaHTUOAKTEpUaIbHOW Tepanuu y HMMMYHOKOMIETEHTHBIX OOJNBbHBIX. B HEKOTOpbIX
cilyyasix aHTHOaKTepuanbHas Tepanus Ha3HauyaeTcs MOKU3HEHHO.

Juarnoctuky uHpexuuit (B ToM ymcne renatutel, BUY) mpoBoauts ¢ momomisio ITI[P-
UCCIIEIOBaHUM W OakTepHalbHBIX IIOCEBOB, TaK KaK CEpoJoruyecKas JMarHOCTHKA
HenH(pOpMaTUBHA.

PerynspHas caHauus o4aroB XpOHHYECKOM HMH(EKLINH, CBOEBpEMEHHas M ajeKBaTHas
KOPPeKIHs JII0OOH COMyTCTBYIOIEH NaTOJIOTUH, TaK Kak ee OO0OCTPeHHE MOXKET INPHUBECTH K

YTAKCICHUIO TCYCHHUA OCHOBHOI'O 3a00JIeBaHUs. BakuuHanus >KMBBIMH BaKITUHAMH 3arpeuIcHa.
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