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1. Kparkas uadopmaius mo 3a00JI€BaHUIO WM COCTOSTHHIO (TPYTIITBI 3a00JICBaHUIN UITH
COCTOSIHUI)

1.1 Onpenenenue 3a601eBaHUS WIH COCTOSIHUS (TPYIITBI 3200JI€BAHUIA WU COCTOSTHU)
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2.3 JIabopaTopHbBIe TUAaTHOCTUYCCKHUE MCCIICTOBAHMS

2.4 IucTpyMeHTaIbHbBIE JUATHOCTHYECKNE UCCIICTOBAHMS

2.5 Nluble AMarHoCTUYECKUE UCCIIEIOBAHUS

3. Jleuenue, BKJIOYass MEIUKAMEHTO3HYIO M HEMEIUMKAMEHTO3HYIO Tepanuu, JAUETOTEPAINUIo,
00e300IMBaHNe, MEAUITMHCKUE MTOKA3aHUS M MTPOTUBOIOKA3aHNS K TPUMEHECHHIO METOIOB JICUCHUS
4. MemunuHCKasi peaOuauTalys, MEIUIMHCKUE MOKa3aHUsl U MPOTUBOIOKA3aHUsI K MPUMEHEHUIO
METOJIOB peaOMIUTAITIHI

5. Ilpodunaktuka u qucnaHcepHoe HaOII0IeHNEe, MEAUITMHCKHE TTOKAa3aHUs U POTUBOTIOKA3aHUS
KIPUMEHEHHUIO METOJI0B MPOPUITAKTUKH

6. Opranuzanus oKazaHus MEIUIIUHCKON MTOMOIIN

7. JonomuutensHas HHGopMaIys (B ToM yuciie GaKkTopbl, BIUSIONINE HAa UCXO 3a00JIeBaHNUs
WIHCOCTOSTHUS)

Kputepun orieHKN kauecTBa MEAUIIMHCKOMN MTOMOIIIH
Cnucok IuTepaTypsl

[Tpunoxenue Al. CoctaB paboueil rpynmnsl o pa3padOTKe U MEPECMOTPY KIMHUUYECKUX
PEKOMEH 1A

[Tpunoxxenue A2. Merononorus pazpaboTKH KIMHUYECKUX PEKOMEHIAIHH

[Ipunoxenue A3. CrpaBoYHbIE MaTepHUasbl, BKIOUYas COOTBETCTBUE MMOKA3aHUN K TPUMEHEHHIO U
MPOTHUBOIIOKA3aHMM, CIIOCOOOB MPUMEHEHUS M /103 JIGKAPCTBEHHBIX MPENapaToB, WHCTPYKIUHU TIO
IIPUMEHEHMIO JIEKAPCTBEHHOTO Tpenapata I Ipunoxenne b. AnroputMmel aeicTBuid Bpada
[Tpunoxenue B. Undopmarius qyis narmeHTta

[Tpunoxenue I'1-I'N. IIIkayibl OLIEHKH, BOIIPOCHUKHU U IPYTHE OLIEHOUYHbIE HHCTPYMEHTBI
COCTOSIHUSA MMALIMEHTA, IPUBEACHHBIE B KIMHUYECKUX PEKOMEHIaLHAX

Chucok cokpalueHuu
[TN]] — TTepBuuHbIil IMMYHOAEHUITAT



IgG — ummynornobynua G

[gM — ummyHOTI00Y TMH

M IgA —

MMMYHOTJIO0YJIUH A MT —

MUJUIATPAMM [T —

JOELUITUTP

IgD — ummynorno6ynun D

IgE — ummyHOTIIOOYTMH E

OBUH — O6uias BapuabenbHas *UMMyHHasi HEIOCTATOYHOCTh
MKB — 10 — Mexnaynapoanas kinaccuduxanus 6oneszneit 10-ro mepecmorpa
[UIS - Union of Immunological Societies
KKT — ey J04HO-KHILIEYHBINA TPaKT

C/I — caxapnblii quader

NBJI — uaTepcTuiinaibHas 00JIE3Hb JIETKUX

KT — xomnsrotepHas Tomorpadus

HAK — mecnienuduyeckuii S3BEHHBIA KOJIUT
[ILP - monmumepaszHas nenHas peakuus

COD - cKOpOCTH OCEAaHUS SPUTPOLIMUTOB

ACT — anannHamMuHOTpaHCcepasa

AJIT — acnapraramuHOTpaHcdepasza

ITTII - raMma-TIFOTaMUITPAHCIIENTHAA3A
JIAI" - makrarnernaporexHasa

VY3U - ynpTpa3zByKOBOE UCCIIEIOBAHUE

Y1 - ypOBEHb TOCTOBEPHOCTH JOKA3ATENHCTB

YVP - ypoBeHb yOSTUTEIHPHOCTH PEKOMEHIAITHIA



BO3 — BceMupHas opranuzaiusi 31paBoOXpaHEHUs

BBUI** — uMmMmyHOTIO0YIMH YeJI0BeKa HOPMATBHBIN** /1711 BHYTPUBEHHOTO
BBeaeHus [TKUT** — uMmMmyHOTTIO0YTHH Ye0oBeKa HOPMATIbHBIN** 17151 TT0IKO’KHOTO
BBEJICHUS T — ITPAMM KI' — KHJIOTPaMM JI — JIUTP

NI'BM - uMMyHOTJI00YJIMH Y€JI0BEKa HOPMAJIbHBIHN /171 BHYTPUMBIIIIEYHOTO
BBEJICHUS MJI - MWUTWJIUTP MUH - MUHYTA KJI - KjIeTka MM — MusuiuMeTtp cl'KC —
KOPTUKOCTEPOUIbI CUCTEMHOTO JCUCTBUS

AJl - ayTOCOMHO-IOMUHAHTHBIN TUIT HACJICT0BAHUS

AP - ayTOCOMHO-pPELIECCUBHBIN TUIT HACIEAOBAHUS

LOF — camxenne pynkun (loss-of-function)

GOF — ycunenue pynkuuu (gain-of-function)

ME — mexayHapoiHasi €IMHHALA

BUUY - Bupyc ummyHoeunTa 4yeioBexa

TREC — konbueBble yuyacTkd, Bbipe3anHbsle u3 JJHK B T-numdouure npu ero cospeanuu (7-cell

receptor excision circles)

KREC — konbuessie yuactku JJHK, Beipe3anHbie pu co3peBaHuM B-KIIeTOK, U3 JOKYyca, KOJAUPYIOIIETO

Kanma-1ens (kappa-deleting recombination excision circle)
KP — knunnueckre pekoMeHaanuu

AO®II — anbda-peronporenn

TepMuHbI 1 onpeaeIeHUA

[TepBuunbie ummyHoneunutsl (ITMJ]) — 310 rpynna Bpok1eHHbIX 3a00JI€BaHUII UMMYHHOM CUCTEMBI,
HacuyuThIBaromias 6osnee 450 HO30JIOTHIA, CBA3aHHBIX C yTPATOMW, YMEHBIICHUEM WU HENPaBUIbLHBIM

(YHKIMOHUPOBAHUEM OJTHOTO WJIM HECKOJBKUX €€ 3BEHbEB.[1-5]

['unorammarnoOynuHeMus - cHuwxkeHue ypoBHS IgG (ummyHornoOynuH G) B KpOBHM HHXKE 2-X

CTaHJAPTHBIX OTKJIOHEHUM OT BO3PACTHOM HOPMBI Yy JIeTel U Hke 4,5 1/11 (TpaMM/IUTP) y B3POCIIBIX.

[5]

ArammarnoOyinHeMus - cHikeHue ypoBHs 1gG B kpoBu Huke 1,0 /1 B couetanuu ¢ ypoBHeM IgM
(mmmyHOTIIOOYNTMH M) B KpoBH Hike 0,2 /1 1 ypoBHeM IgA (umMmyHornoOymuH A) B kpoBu Huke 0,1

r/n npu ypoBHe nepudepuyeckux CD19+ B-knetok Huxe, yem 2%.[5]



[Ipetpancdy3unonnsiii ypoBeHb IgG — ypoBeHb uMMyHOTTI00yIMHA G, UCCIIEIOBAHHBIN B JIEHb MEpe]
BBEJICHUEM HUMMYHOIJIO0YJIMHA 4Y€JOBEKa HOPMaJIbHOTO (T.€. Haubojee HU3KUM €ro mnokasaTelb B

TEUCHHE Mecsa)™*,

[Tepexmtouennsie B-mumdornutsl (CD19+CD27+1gD—) — B-mumdonuTsl, KOTOpbIE HE IKCIIPECCUPYIOT
IgD (ummynornoOynun D), skcopeccupyrot IgG, IgA u IgE (ummynornoOynun E), sBisroTcs
WHIUKATOpaMH HOPMAJbHOM aKTUBAIMK U Pa3BUTHS B-1uMQOIMTOB B T€pMHUHATHBHBIX IEHTpPAX

TUMQpaTHYECKUX Y3JI0B U JPYTUX BTOPUYHBIX JTUM(OUIHBIX TKAHAX.[6]



1. Kparkas vHpopmanus mo 3a00/1eBaHUI0 UJIH
COCTOSIHMIO (IPyNnbl 3200/1eBAHUI UM COCTOSTHUI)



1.1 Onpenesienue 3a001eBaHUSI HJIH COCTOSTHUA
(rpynmnbl 3200/1eBAHUH MJIM COCTOSTHUH)

[IN]] ¢ mpeuMylIeCTBEHHbIM HApPYIICHHMEM CHUHTE3a AHTUTEN MPEACTaBIAIOT COOON T'e€HETHYECKHU
JNETEPMUHUPOBAHHBIE 3a0osieBaHus, XapaKTepU3yOIINECS HapyLICHUEM rporecca
aHTUTEJI000pa30BaHMUsl B OTBET Ha IMEPEHECEHHYI0 HMH(MEKIMIO WM BakKuMHauuio. JlaHHas rpymnmna
BKJIIOYAET B CeOsl IMMPOKUN CHEKTP HO30JIOTHH C BapuaOeIbHBIMU W3MEHCHHMSIMHU TOKa3aTeseH
T'YMOPAJILHOIO M KJIETOYHOI'O 3BEHA: OT BBIPAJKEHHOI'O CHMKEHMS BCEX KIJIACCOB CHIBOPOTOYHBIX
MMMYHOTJIOOYJIMHOB (BIUIOTH JO WX IOJHOTO OTCYTCTBHSI)) M OTCYTCTBUS B-mumdounuto no

CEJICKTUBHOTO Je(UINTAa AaHTUTEN.[6]

I[IMJ] ¢ npeumMymecTBEHHOW HEIOCTATOYHOCTBIO AHTUTEN TETEPOr€HHBl M0 KIMHUYECKUM
MPOSIBJICHUSIM, BO3pACTy Je00Ta CHUMITOMOB M H3MEHEHUSIM B IOKA3aTEIsIX T'yMOPAJIbHOTO H
kierouHoro 3BeHa OBHH (OO6mast BapuaOenbHass MMMYyHHasi HEIOCTATOYHOCTb), X-CLEIUICHHAs
araMmarioOyJIMHEeMHUs, Ay TOCOMHO-PEIIECCUBHAS araMMarjio0yJInHeMus, CeeKTUBHbIN [gA nedunur,
HapyllIeHUe CUHTE3a crerupuuecKux aHTUTEI, TpaH3UTOpPHAs MJIaIeHYeCcKast

runoraMmariooymuHemMus, aedunut noaknaccos IgG).



1.2 ITHOJSIOrMA ¥ IATOreHe3 3a00/1eBaHUA UJIN
COCTOSIHMA (rpynnbl 3200J1eBAHUMA MJIU COCTOSTHUH)

B ocnose passutus [I1]] ¢ npenmyIiieCTBEHHBIM HAPYILLIEHUEM CHHTE3a aHTUTEII JIEKUT HAPYLICHUE

muddepeHpoBKr B-1uMGOIMTOB Ha pa3HBIX Tamnax:
| .aHTUreH-HE3aBUCUMOM (B KOCTHOM MO3I¢);
2.a"THUreH-3aBucumMoM (B B-3oHax nepudepuueckux mumM@pOUIHbIX OPTaHOB)

Koneunbm stanom auddepenimpoBku B-nmumbouuroB sinsercs GopmupoBanue B-nmumdornuTtos

MaMSITH U TUIa3MaTUYECKUX KJIETOK, OCYIIECTBIISIIOIINX aHTUTEJIONPO Ty KIUI0.[6—8]

MyTauuu B reHax, BOBJICUEHHBIX B pa3BuTHe M auddepeHpoBKy B-kiieTok Ha paHHUX H3Tamnax,
npuBoaIT K GopmupoBanuio ¢opm [N/ ¢ pannum aebdrotoM. (s HUX XapaKTEpHBI BBIPAKEHHOE
CHIDKEHHE BCEX KJIACCOB MMMYHOTJIOOYJIMHOB BIUIOTH /0 araMMariioOyJMHEMUU C CYLIECTBEHHBIM
CHIDKEHHEM WJIM NPAaKTHYECKU IMOJHBIM OTCyTcTBMEM B-kinerok. Okomo 90 % Bcex ciyyaes
HACJIEICTBEHHOM arammarjioOyJMHEMUM IpeacTaBieHbl Oosie3Hbto  bpyTtona (X-cuemsneHHOU
aramMMaryiooynunemueit), octanpubie  10%  mpencraBieHbl HE  CLUEIUICHHBIMH C  TOJIOM
arammarnoOynmuaemusiMu [9]. B ocHoBe X-clemieHHOW araMmarjoOyJIMHEMHH JISKUT HApyIICHHE
CUHTE3a TUPO3MHKMHA3bl Btk (Ha3BaHHON MO aBTOpPY BpyTOHOBCKOI1), MpUHUMAIOIIEH y4acTHE B
co3peBanun B-nmuMdoruToB B kocTHOM Mo3re. CleACTBHEM 3TOTO SBIISIETCS MPAKTUYECKU MOJTHOE
orcyTcTBUe B-nmumornuToB B nepudepuueckoid KpoBu U nepudepudeckux JUMQPOUIHBIX OpraHax u
TSOKENbIE HAPYILIEHUsI aHTUTEIONPOIYKIIMU BCEX MU30TUIIOB UMMYHOTI00yIMHOB. ['en Btk HaxoauTcs
Ha X-xpomocoMme (Xq21.3), moaTomy naHHOM O0JIE3HBIO CTPAAIOT TOJBKO JIUIIA MYKCKOTO T0JI1a, B TO
BpeMsI KaK JKCHIIWHBI SIBISIFOTCS OSCCUMITOMHBIMU HOCHUTENSIMU [6,7]. B oCTampHBIX ciaydasx K
Pa3BUTHIO araMMaryioOyJIMHEMUU MPUBOAIT MYTAllUU B JAPYTHX T'e€HAX, OOJBIIMHCTBO M3 KOTOPBIX
Haclle[yeTcsl M0 ayTOCOMHO-pellecCUBHOMY Tuily. HacnepoBanue TOJBKO OJTHOM M3 T'€HETUYECKHX

($hopM IPOUCXOTUT IO AyTOCOMHO-AoMUHaHTHOMY TUTY (IIpunoxenue A3.2) [10].

Haubonee yactoii knuanyecku 3Haunmont popmoit [11M]] ¢ HapymieHnem cCHUHTE3a aHTUTEN SIBISETCS
OBUH. B GonpIrHCTBE ClTydyaeB YCTAHOBUTH T€HETHUECKYIO OCHOBY 3a00JICBaHUSI HE MPEACTABISAETCS
BO3MOXXHBIM. BeposiTHee Bcero, y MNalMEHTOB HMMEET MECTO COYETAHHUE OINpPEeETEHHBIX
MOMMOP(PU3MOB TE€HOB C YCJIOBUSIMHU BHEIIHEW cpenpl.[6] Opmnako, Onaromaps pa3BUTHIO
MOJIEKYJISIDHOM TeHETHKH, y 4yacTth nanueHToB ¢ OBUH ynanoce BBISIBUTE NPUYMHHO-3HAYUMBIE
MyTallid M YCTAHOBUTh MOHOT€HHBIM THUI HACIEIOBAaHMS, YTO MPHUBENIO K BBIACICHUIO OTICIbHBIX
HO30JIOTMYECKUX (OpM, HEKOTOpble M3 HUX BbIBeJeHbl M3 nuarHoza OBUH B apyrue paspens
KiIaccu(uKanuyu  BpPOXKICHHBIX OIMMOOK HWMMYHHUTETa W Temepb He oTHocaTes k [IAJl c
MPEMMYIIECTBEHHOM HEJOCTAaTOYHOCThIO CHHTE3a aHTuten. Hapsay ¢ 3TuM  omucaH psij
noJMMoppuU3MOB, KOTOpble Tmpeapacnonaralor Kk  passutuio OBUH, Ho He sBustorcs

oOnuratHonaToreHHeMu [5,11].

CenextuBHbiii [gA neduumr - Hambosee MIUPOKO PACIPOCTPAHEHHBIM B MOMYJIAIMHU, HO 3a4acTylO

KJIMHUYECKN He 3HauuMblid [IM/] ¢ mpenMylieCTBEHHBIM HApYUIEHHEM CHHTE3a aHTUTEN. MexaHusm



pa3BUTHSL M THUIl HAacleqoBaHMs celekTUBHOro IgA nedunmra HemsBecteH. lIpennonaraercs, 4yTo K
Pa3BUTHIO JePeKTa MOXKET MPUBOAUTH WM HAPYIICHHE MEPEKIoueHus: TUMQPOIMTOB Ha cuHTe3 IgA,
WINM HapylleHue co3peBanus IgA mpoayuupyromux auMdonuTos. [lpu 3ToM cuHTE3 APYrux KIaccoB
MMMYHOTJI00YJIMHOB OcTaeTcsi B HopMme. Cpeain 4iieHOB OJHON ceMbH MOTYT ObITh nanuentsl ¢ OB1H
U C CEJIGKTUBHBIM IgA nepuimTom, KpoMe TOro B TEUEHUE KU3HU OJTHOTO MAIMEHTa CEJICKTUBHBIN IgA
neduuT MoxkeT TpanchopmupoBathes B OBUH [6].

MoutekyisipHO-T€HETHYECKass OCHOBa pa3BUTHS jAeduiuta monakinaccoB IgG Takke HEW3BECTHA.
OcHoBHOe KIMHHYECKOoe 3HaueHue wumeer gepunut I[gG2-mogknacca. Jepumur IgGl He
paccMmarpuBaetcs B fanHou rpynme [T1]], Tak kak, cocTaBisis OCHOBHYO 4acTh oO1ero IgG, mpuBoauT
Kk runorammarioOynuaemun. Jlepumut 1gG3, kak mpaBmiio, UMeeT 3HAUYCHHE, €CIM COYETACTCS C
nedunuToM Ipyrux moakiaaccoB wiM neduimrom IgA, a aehunur 1gG4, B OOIBIIUHCTBE CIIydacs,
SIBJISIETCS CITy9aitHOM HaXOJKOU U MPOTEKAeT 0ECCUMITOMHO. [6]



1.3 Dnuaemuos10rus 3a00/1eBaHUS UM COCTOSTHUS
(rpynnbl 3200/1eBAHUU UJIM COCTOSTHU M)

[IN]Jl ¢ mnpeuMylIECTBEHHBIM HapylIEHHEM CHHTe3a aHTUTeNl MPEeACTaBIsAIOT CO0OW camylo
pacnpoctpanennyto ¢popmy [TN]] — (6onee 50% ot Bcex manueHtos, crpaaaomux [TU/]) [7,14-16]. B
Poccuiickom peructpe mnamuentoB c¢ I[IM]] 3apeructpupoBano 782 mamuenta c¢ [IAI] c
IPEUMYILECTBEHHBIM HAapYLIEHUEM CUHTE3a aHTUTEN, YTO cocTaBisieT 30% oOuiero ynucia naiuueHToB
c [TN/I.

Yacrora BcTpeuaemoctu paznuuHbix ¢opm [IH]] ¢ HapymieHneM cuUHTE3a aHTHTEN BapbUPYeT B

HIMPOKUX TIpenenax u 3aBucut ot ¢popmsl [TU]].

OBUH - naun6onee 4yacThlif TUArHO3 B CIyYasx BRISIBICHHS KIMHHYECKU-3HaunMoro [T1]] y B3pocibix.
Tounast pacnpocTpaneHHOCTh AaHHOU (opmbl [TN]] Hen3BecTHA, IO pa3HBIM OLICHKAM OHA COCTABJISIET

ot 1:10000 o 1:50000 [6,12]. My>K4YHHBI U KEHITUHBI CTPAJAIOT OT 3a00JI€BaHUSI B PABHOW CTEIEHU
[13].

PacnpoctpanenHocts arammariiooyiunemuu Bapbupyer ot 1:100000 mo 1:200000. Tak kak
OONBIIMHCTBO  CIIy4aeB  HACHEAYIOTCS  X-CLUEIJICHO, KJIMHUYECKUE  MPOSIBJICHHUS  HUMEIOT

MPEMMYLIECTBEHHO MAIIMEHTHI MY>KCKOTO MoJa [6,8].

CenextuBHblii [gA nedunmr npeacrasmsier coboit Hanbonee yactyo dopmy I[THU]] ¢ Hapymenuem
cuHTe3a aHTHTeN (pacmpocTtpaHeHHOCTh OT 1:142 mo 1:18000), ogHako y OOJBIIMHCTBA MAIIIEHTOB
3a00sieBaHUE MTPOTEKAET OECCUMITOMHO. PacipocTpaHeHHOCTh CpeAr JIUIL MY>KCKOTO U dKEHCKOTO T10J1a

oavHakoBas [6,12].

HctruHHasg pacnpoCTpaHEHHOCTh Aeduuura crneuuduyeckux aHTuTen u aedunura nojaknaccos IgG
HEHU3BECTHA, TaK KaK B pAIE CIy4aeB JaHHbIE W3MEHEHUs HE TMPUBOAIT K Pa3BUTHUIO
KJIIMHUYECKU3HAUMMbIX MHpekuuil. Kpome Toro, B pyTMHHON NpPaKTUKE aHadu3 IMOAKIACCOB

MMMYHOTJIO0YJIMHOB Y UCCJIEIOBAHNUE TUTPOB CIIeU(PUUECKUX aHTUTEN HE BCETa JOCTYMHBI [6,14].

Ouenutps pacrnpoctpaHeHHOCTh Apyrux ¢gopm IIMJ[ ¢ mpeumyiiecTBEHHBIM HApyIIEHHEM CHUHTE3a

AQHTHUTEJI Ha CeTOHSIIHMUI JJeHh HEBO3MOXKHO [6].

1.4 Oco0eHHOCTH KOAUPOBAaHHUS 3200/ 1eBAHUS WU
COCTOSIHMA (rpynnbl 3200J1eBAHUMA UJIA COCTOSIHUM) 1O
MeKIYHAPOIHOM CTATHYECKOU KJIacu(puKauu
0oJ1e3Hel U mpo0JieM, CBA3AHHBIX CO 3[I0POBbEM

Knaccuduxarmus [T1]] mo Mexaynaponnoit kinaccudukanuu O6onesneit 10 mepecmorpa (MKB-10)
ycTapena U HEe OTpakaeT COBpEMEHHbIE naHHble. Hambonee akTyanbHOU sIBIIsIeTCA KiIacCU(PUKALIUS

[N /], ocHOBaHHas Ha BhIsBIsieMOM UMMyHoJorudeckom aedekre (IIpunoxenne A3.2) [5,15].

D80 — UmmyHOAEDHUIIUTHI C TPEUMYIIIECTBEHHONW HEIOCTATOYHOCTHIO aHTUTEI



D80.0 HacneactBeHHas TUIoraMmariooyInHeMus

D80.1 Hecemeiinas runmoraMMariooyanHEeMuUs

D80.2 N30upatenbHblil 1eUIUT UMMYHOTIIOOyIMHA A

D80.3 N30upatenbHblil feUIHUT MOAKIACCOB IMMYHOTIIOOYuHA G

D80.4 13buparenbHblil nepuuut uMmyHorno0yinHa M

D80.5 UmmyHOIEPUITUT C TTOBBIIICHHBIM COJIEPKaHUEM UMMYHOTII00ymHa M| 1]

D80.6 HepoctatoyHocTh aHTUTEN C OJIM3KUM K HOPME YPOBHEM HMMMYHOTJIOOYJIWMHOB WIH C

TUIEPUMMYHOTTIOO Y ITMHEMUEH

D80.7 [Ipexoasias runoraMmmarioOyJinHeMust 1eTei

D80.8 [Ipyrue nMmMyHOIe(PUITUTHI C MPEUMYIIIECTBEHHBIM Ae()EKTOM aHTUTE
D80.9 UmmyHOIEPUITUT C TPEUMYITIICCTBECHHBIM 1¢()EKTOM aHTUTE]T HEYTOYHEHHBII
D83. — O6muii BapuabenbHbII UMMYHOIEDUITUT

D83.0 O6mmit BaprabeabHbI IMMYHOAC(PHUITUT ¢ TMPEeoOIagal0MUMHI OTKJIOHEHUSIMH B KOJTMYECTBE H

GyHKIIMOHATIBHON aKTUBHOCTU B-KiteTok

D83.1 O6muit BapuabenbHbIN UMMYHOACPUITUT ¢ TpeobdIagaHueM HapYIIEHUH UMMYHOPETYIATOPHBIX

T-xnerok
D83.2 O6muii BapralOenbHbI IMMYHOIE(DUIUT ¢ ayToaHTUTeNnamMu K B- mnu T-kietkam
D83.8 [Ipyrue oOmue BapuadenbHbIC HMMYHOIC(HUITATHI

D83.9 O6muii BapraGenbHbIN IMMYHOIS(DUITUT HEYTOYHEHHBIH [16]

[1] x maHHOW KaTErOpHH OTHOCATCA BapHaHTHl rumnep-IgM-curnpomoB 6e3 1edeKkToB KIETOUYHOTO

3B€HAa UMMYHHTETA, OCTajbHbIe POpPMBI KilacCUPUIMPYIOTCS Kak KomOMHUpoBaHHbie [IMJT).

1.5 Kinaccudukanus 3a001eBaHUA UJIH COCTOSIHUS

(rpynmnsl 3a00/1eBAHMH HJIM COCTOSTHUH)
Cwum. [Ipunoxenue A3.2.



1.6 Kiimanyeckas kapTuHa 3a00J1eBaHUS WIN
COCTOSIHMA (rpynnbl 32001eBAHUMA UJIA COCTOSIHUMN)

[MN]] ¢ mpeumyIIeCTBEHHBIM HApYIIEHUEM CHHTE3a aHTUTENI MPEACTaBIseT CO00M Pa3HOPOIHYIO
rpynmy Hosojoruil. s kaxaod u3 ¢GopM XapakTepeH CBOM YHHMKAIbHBIM CHEKTP KIMHUYECKUX
MPOSIBJICHUM M Pa3IMYHBIM BO3pACT TMOSABICHUA CUMNOTOMOB. OObEeIMHAIONIEN XapaKTepHOU
OCOOCHHOCTBIO  SIBJIIETCS. ~ HAlM4YME  PEUUIUBUPYIONIMX  MHPEKIUH,  MPEerMYIIECTBEHHO
CHUHOITYJIbMOHAJBHOIO TpakTa C TNOBBILIEHHOW BOCIPUMMYHUBOCTBIO K HHKAICYJIMPOBAHHBIM

OaKTepHsIM.

Tspxenpie peruauBUpYONTe MHPEKITUN OPTaHOB AbIXaHus y nanueHToB ¢ [T1]] ¢ npenmyiecTBeHHBIM
HAPYIIEHHUEM CUHTE3a AHTUTENI NPUBOASAT K PA3BUTHUIO CTPYKTYPHBIX W3MEHCHUHM JIETOYHOM TKAaHWU:

OpOHXO0AKTa3bl, THEBMOCKJIIEPO3, MHEBMOPHOp03. [17-19]

BropeiM 1m0 dacTtoTe HMH(EKIMOHHBIM MPOSIBJICHUEM TIOCIE CHHO-ITYJIbMOHAJIBHBIX WHMEKITUI
SBJITFOTCS. MHQEKIMOHHBIE MOopakeHus >kenynodHo-kumedHoro tpakra (OKKT). Muadexunonnas
SHTEpPONATUS MOXXET OBITh BBbI3BaHA CHHAPOMOM H30BITOYHOTO OaKTEPHATBHOTO pOCTA WIH
cnenupruIecKkuM Bo30yauTeNeM. B KIMHUYECKOW KapTHHE OHH MOTYT COYETaThCA C KOXKHBIMH

nHOEKIMAMU, HHPEKITMOHHBIMU apTPUTAMU U APYTUMH UH(PEKIIMOHHBIMU MPOSIBICHUSIMHU.

XapakTepHO 0COOEHHOCTHhIO MH(EKIIMOHHBIX MPOLIECCOB ABISETCS (KaK U B cliyyae IpYrux (Gpopm
[IN]J]) TopmUAHOCTH K CTAaHAAPTHBIM CXE€MaM aHTHOMOTHUKOTEpanuu, a TakKe OTCYTCTBHE
mpeapacnoyiaralomux  (GaxkTopoB IS  Pa3BUTHS TOKENbIX HWHQEKIUN (Hampumep, KypeHwus,

HeOIaronpusTHBIX yCJIOBUH Tpya) [8].

C KJIMHUYECKON TOYKHU 3pCHUA, HaI/I6OJIBHIy10 AKTyaJIbHOCTb M3 HI/II[, MEPCUNCIICHHBIX BBIIIC, Y
B3POCJIbIX U HCTeﬁ HMCIOT:

- AramMarnoOynrHeMus1, BKIItouasi X-ClEIUICHHYI0 araMmariooynuHemuro (6one3Hs bpyrona);
- OOmrast BapuabenpHasi IMMYHHasi HetoctarounocTh (OBUH):

- CenextuBHbIN IgA neduut:

- Jlepunut noaknaccos 1gG;

- CelIeKTUBHBIN AePUIUT CIeIUPUUECKUX aHTUTET;

- TpanzutopHas miiaieH4ecKas TunoraMMario0yInHEMUS

X-cuemnnenHas arammarioOynunemus (bonesns bpyTona)

K xapakrepHbiM ocoOeHHOCTsIM 310U Qopmbl [TW]l, kpome mpenpacnoyioxKEeHHOCTH K MH(EKIHM,

OTHOCATCA:

- CumnToMBbI 320071€BaHMs, KaK MPABHUIIO, BOSHUKAIOT B IEPUOJ OT 6 MecsAIIeB 70 1 Toja )Ku3Hu peOEHKa,

Korga HIpOHUCXOAWT HCTOLICHHUC IIOJYYCHHBIX TPAHCINIANCHTAPHO OT MATCpHU AHTUTCII, 4 CHHTC3



COOCTBEHHBIX HE OCYHICCTBICTCA B aJC€KBATHOM KOJHUYCCTBC. OI[HaKO, B Ooiee pPEAKHX ClIydadaX

3a00JeBaHre MOXKET MaHupecTUpoBaTh U nociie 1 roaa xu3nau; [6,7,20]

- B HEKOTOpBIX CiTyyasx MOXKET HaOII0IaThCA OTCTaBaHUE B (PU3MUECKOM Pa3BUTHH; [6]

- HemopasButue nepudepudeckux TMMQPOUIHBIX OPraHOB (TUITOIUIA3Us MUHIATNH, TUM(Ooy3710B); [20]
- XpOHUYECKOE TEUEHNE CUHYCUTOB C YaCTbIMU OOOCTPEHUSIMU;

- BpoHX03KTa3bl, KaK cJIeICTBUE HEOJHOKPATHO MEPEHECEHHBIX THEBMOHUM;

- HelipoceHcopHasi TyroyXxocTb, KaK CJIe/ICTBUE IEPEHECEHHBIX THOMHBIX CPEIHUX OTHTOB; [6]

- Hedopmarusi CycTaBoB, Kak CIEJACTBUE MEPEHECEHHBIX HHQPEKIMOHHBIX U HEUH()EKIMOHHBIX

apTpUTOB; [6]
- HetiTponienus B meGrote 3a00JICBaHNS,

B w™enbmieit crenenu, yem mans apyrux ¢opm I/, nns bonesnu bpyTtona xapakTepHs
COMYTCTBYIOIIME HEHMH(PEKIIMOHHBIE OCJIOXHEHUS, TaKUE KaK ayTOMMMYHHBIC MPOSIBICHHUS,
BocnanuTenbHoe 3aboneBanue kumieunuka (B3K). Tem He MeHee, MO CpaBHEHHUIO CO 310pPOBOM
MOMYJISAIMEH, PUCK YKa3aHHBIX OCJIOKHEHHWH 3HAYMTENbHO BhIIIe. Hampumep, MoxkeT HaOmr0maThCs
Pa3BUTHE TAKUX OCJIOKHEHUI KaK FOBEHUJIbHBIN PEBMATOUIHBINA ApTPUT, KOJIOPEKTAIbHBIN pak, KpoHo-

M0I00HOE BOCIIATUTENIbHOE 3a00JIeBaHUE KUIIEUHHKa, caxapHbii quadet (CJI) I tuma. [7,8,20]

Knunnyeckass kaptuHa Apyrux QopM aramMMarioOyJnuHeMud (ayTOCOMHO-PELIECCHBHBIX U

ayTOCOMHOJIOMUHAHTHOM) CXOJ/IHA C TAKOBBIMU TPHU X-CIIETUICHHOW araMMariooyauaemMud. [5,8,14]
O6mas BapuabenpHas UMMyHHast Heroctatounocts (OBUH)

- [lepBBIe KTUHUYECKUE CUMITTOMBI 3a00JICBaHUS MOTYT TIOSIBUTHCS KaK B JCTCKOM, TaK M BO B3POCIIOM
BO3pacTe. MHOTHE aBTOPHI BBIJCISIIOT /IBA TIHKA 1€0I0Ta CAMITOMOB, XapakTepHbIx 11 OBUH: mexy

2 u 5 rogamu, a Takxke Mexay 18 u 25 rogamu; [12,21]

- [lomuMoO MH(QEKITMOHHBIX MPOSIBICHUHN 3a00JIeBaHUs (CXOKUX C TEPEUYUCICHHBIMH JJIsi OOJIe3HU
bpytona), nns OBUH xapaktepeH mmpokuil ciekTp HEMH()EKIIMOHHBIX MPOSIBICHUM, CBSI3aHHBIX C

VMMYHHOW TUCPETYJISLUEN:

- [laTonoruueckas numponpoaudepanus (JumdoaneHonaTus, CIJICHOMETanus 1 Ap.):
o JlumdoaneHonaTusi pa3IMUHbIX FPYII IUMPpaTHIecKuX y3710B (0k0i10 40%
nanueHToB); o Crmenomeranus (10 60% nauuentoB); o ['emaromeranus (no 15 %
MaIMeHTOoR). [22]

OI[HI/IM 13 HauboJiee TSKENBIX HeI/IH(l)eKHI/IOHHBIX BOCHAJIMTEILHBIX OCJOXXHEHHH CO CTOPOHBIL

OpOHXO-JIETOYHOM  CUCTEMBbI  SIBJISIETCS ~ MHTepcTUlManbHas  Oone3nb  jgerkux  (MBJI).



Pacnpoctpanennocts UBJI B 240 pa3 Beimie cpenu narmpeaToB ¢ OBUH, yem B o0mieli momy s, [23 ]
[Iposisnenus: UbJI ouens Bapuadenbubl. [1o 3TUM TepMUHOM 00BEIEHBI TAKUE TATOTUCTOJIOTMUECKHE
€IMHUIBl KaK JUMQOLUTApHAs HHTEPCTUIHANIbHAS IMHEBMOHHUS, (DOTMKYISAPHBIA OpPOHXUOJMT,
rpaHyjemMaTo3Hasi  JeroyHas  Oo0Jie3Hb, OPraHM3YIOIIAsiCsi  I[MHEBMOHHUS,  TI'paHyJIEMAaTO3HO-

auMdoruTapHas 00JIe3Hb JETKUX U 1p. [19,24]

Hns marmmentoB ¢ OBUMH xapaktepHo oOpa3oBaHuWe HEKA3€03HBIX TpaHylIéM B JIETKUX,
TUMQpaTHUECKUX Yy3J1ax, CeJIe3eHKe, PeXe IPYTruX opraHax. DTHU rPaHyJIeMbl UMEIOT CXOHbBIE YEPTHI C
rpanynémamu Ipu capkougose. [6] boublioe 3HaueHue npu nposeneHuu auddepeHIraILHON
muarnoctuku Mexay OBUH u capkonio3om umeroT ocoOEHHOCTH TpaHysieM, Ha0mogaembie Ha KT
(xommbroTepHas ToMorpadusi) opranoB rpyaHoit kinetku. [Ipy OBUH yaie nopaxatorcst HUKHUE O
JIETKUX, Y3€JIKH 3aMETHBIE, OOJIbIINE, B OOJBIIMHCTBE CIY4YaeB JIOKATU3YIOTCS Xa0THYHO, XapaKTEPHO
Hanuuue OpoHxodkTazoB. [lpum capkommosze y3elnkud HEOOJBIIMX pPa3MepoB, JIOKAIU3YIOTCS
nepunMQpaTHIecKy, TUITUYHA JTUM(]aeHONaTusl MPUKOPHEBBIX JIUM(PATUYECKUX y3710B. Tak Kak Jist
CapKOM/I03a HE XapaKTepHbl TsKEIble MH(EKIHUU, OPOHXOIKTA30B B JIETKUX, KakK MPaBUIIO, HE

HaOmomaercs. [19,25]

[Topaxxenue xemynouno-kumiedHoro Tpakta (OKKT) wneundexnumonnoro renesza. Jluapeinbrit
CUHJPOM (CTOMKHUM WM TpaH3UTOPHBIN) xapakTtepeH Ooiee, yeM misa 20% OosbHbIX. [lopaxenue
KHUIIIEYHUKA TPUBOAUT K CHUHAPOMY MasibaOCOpOLMHU, PA3BUTHUIO TUIIONMPOTEHMHEMUYECKUX OTEKOB,
BBIPAKEHHBIM DJIEKTPOJIUTHBIM HAPYIICHUSM, AUCOANAHCYy BHUTAMHHOB W MHKpO3JeMeHTOB. K
HenHpekunoHubM popmam nopaxenust JKKT y mauuento ¢ OBUH oTHOcsATCS enuakusi-ojo0Hoe
MOpa)KEHNE TOHKOTO KUIIIEYHUKA, KPOHO-TI0100HOe opaxeHue kumeunrka, HAK (necnennduueckuit
SI3BEHHBIA KOJIUT), HOMyJIsIpHas JTUMQOUIHAS TUIEPIIa3us KHUIIEYHHKA, 00pa3oBaHUE TpaHyJieM B
kumeuynnke. Hepeako cumnromel nopaxenus XKT sBastorcs ocHoBHbIM cumntomom OBUH, yto

CYIIECTBEHHO YCJIOXKHAET IMarHOCTUKY. [6,26]

[Mutonennn (MMMyHHasT TPOMOOIIUTONICHUS, AYTOMMMYyHHas TEMOJIUTUYECKAs AaHEMUs, pexKe
HeuTponenus). UMMmyHHbIe nuToneHnu xapakrtepusl 1id 10-29% naunentoB OBMH, 3auactyto, oHn

SIBJIIIOTCA TIICPBBIM KIIMHUYCCKUM CUMIITOMOM 3360J’[CBaHI/I$I.[6,8]

- 3nokavyecTBeHHbIe HOBOOOpa3zoBanusd. [lammentsr ¢ OBMH umeroT MOBBINICHHBIH PUCK Pa3BUTUS
37I0KQ4e€CTBEHHBIX HOBOOOpa3oBaHMii, ocobeHHo mumdom. Ilpu 3TOM puck pa3Butus ITUMEGOMBI
CYIIIECTBEHHO YBEIMYMBACTCA C BO3pacTOM manmeHta. Haumbomee xapakTepHbl HEXOHKKUHCKHE

TUMQOMBL[6]
CenextuBHbiit IgA neduuut

[IpakTuuecku y AByX TpeTeil ManueHTOB celeKTUBHbIN IgA nedunut nporekaer GeccumnTomMHo. B
clly4ae CUMIITOMAaTUYECKOTO TeYEHHsI 3a00JIeBaHMsI XapaKTEPHbI HE CTOIBKO TSIKEJbIE, CKOJIBKO YacThle
uHpexnuu. bonee Tspkenoe teueHue HaOMOgaeTcs mpu coueraHuu aedummra [gA ¢ gepunuTom
nonikyaccoB IgG. YV manueHToB ¢ ceneKTUBHBIM IgA nepuImToM MOryT Takke ObITh COMYTCTBYIOIINE
3a0oneBanus XKKT, ayrouMMyHHBIE U aliiepruueckue 3a00JeBaHusl.

Hedbunur noaknaccoB IgG u peduuur crneuu@uueckux aHTUTEN IPU HOPMAJIBLHOM YPOBHE

MMMYHOTJIOOYJIMHOB U HOpMaJbHOM KosindecTBe B-nmumdonuron



Hnsa nepunura noaxnaccoB IgG Gonee XapakTepHbI CHUHYCUTBI, OTUTBHI, OpPOHXMTBI, NMPU 3ITOM
MMHEBMOHUM M MEHUHTUTBHI BCTpedaroTcs pexe. OTMedaeTcss CKIOHHOCTh K aNIeprHYeCKUM

3a00seBaHuAM. [6,27]
Tpan3uTopHas MiaajeHUIECKas THIIOraMMarioOy IMHEMHUS.

[lepepsIB MEXy UCTOLIEHUEM MATEPUHCKUX aHTUTEN U HA4YaJIOM aJIeKBATHOTO CUHTE3a COOCTBEHHBIX
y MJIQJICHIEB MPEJICTaBIsET cO00M (HU3MOIOTUUYECKHUM MEPHO]I TUIIOTaMMarioOyIMHEMUH, KOTOPBIT
0OBIYHO TIPOAOIIKAETCS 10 Bo3pacTa 3-6 mecsues. [Ipoanenue 3toit (assl ¢ ymenbiienueM yposus I[gG
CUMTAETCSl TPAH3UTOPHOM TUIOramMmarioOyJuHEMHEeH JEeTCKOro Bo3pacTa. 3a00JIeBaHUS MOXKET
nporekats OeccumnToMHO. B psne cinyudaeB HaOnroparoTcss — Oosnee 4vacTble WHGEKIMOHHBIC

3a00JIeBaHUS] BEPXHUN U HUKHUX JbIXaTEJbHbIX MyTeil.[6,7]



2. JIlmarnocruxka 3a00J1eBaHUsA MJIN COCTOSIHHUSA
(rpynnsl 3200/1eBAHUU UJIM COCTOSTHU M)
MEAULIUHCKHE MOKA3AHUA U IPOTHUBONMOKA3ZAHUA K
NPUMEHEHUI0 METOA0B JUATHOCTUKHU

s kaxcoou uz popm ITH]] ¢ npeumyuecmeennvim HapyueHuem cCunme3sa aHmumein cqhoOpmyiupo8aHul

omoenbHble Kpumepuu nocmarosxku ouacnosa. (Tabauya 1, Ipunoowcenue b1, [punoscenue b2). [28]

Tabnmuua 1. Hduarnoctuueckue kputepun ESID pasznuunbsix dopm [IN]] ¢ mpeumyiiecTBeHHOM
HEJIOCTaTOYHOCThIO CUHTE3a aHTUTEIN.[28]



®opma NNA Kputepun

OBUH 1. =21 n3 cneaywWmMX KpUTEPUEB:
§ ToBbiWEeHHas NOABEPXKEHHOCTb MH(EKLMAM;
§ AYTOMMMYHHbIE MPOSBIEHUS ;
§ O6paszoBaHue rpaHynem;
§ HeobbsaAcHMMas nonuknoHanbHas
numdonponudepaumns; § MUL c HapyLWeHWEM CUHTE3a
AHTUTEN Y YSIEHOB CEMbM.
2. BblpaxeHHoe CHMxXeHue ypoBHSA IgG (B 2-X MOBTOPHbIX UCCnenoBaHMsAX Ha 2 SD oT Bo3pacTHOM
HOPMbI, ANs B3poc/bix — MmeHee 4,5 r/n) n IgA c¢/6e3 cHuxeHus yposHs IgM; 3. 21 u3 cneayrowmx
KpUTEpUeEB:
§ HeapekBaTHbI OTBET Ha BakuuHauuto (M/Mam OTCYyTCTBUE U30reMarrtoTUHUHOB);
§ Manoe KonnMuyecTBo nepektoyeHHbIX B-knetok namatu (<70% OT BO3pacTHOM HOPMbI);
4. NcknoueHre BTOPUYHOIo reHesa runoraMmarnobynmHeMmuy;
5. BospacTt >4 net (cMMnTOMbI MOryT Aebl0OTMPOBaTb paHblue);
6. OTcyTCTBME MPU3HAKOB rNyboKoro HapyLeHus T-KIeTOYHOro 3BeHa (Hannvne He 6onee
OLHOr0 U3Tpex Kputepues):
- CD4+/mkn: 2-6net < 300, 6-12net < 250, ctapwe 12net < 200.
- % HauBHbIX CD4+: 2-6neT < 25%, 6-16 net < 20%, ctapwe 16 net <
10%; § T-knerto4yHas npoandepaunsa otcytcreyet. [29]
X-cuensieHHas [JvarHo3 okoHuaTeneH:

arammarnob6bynmemusn MauneHT My>CKOro nosa, y Kotoporo < 2% CD19+ B-

KNeToK + MUHUMYM 1 13 CeayWnx KpUuTepmes:

- MyTaumus B reHe Btk;

- OtcytctBne MPHK Btk B HenTpodunax uam MoHoUUTaXx;

- OTcyTCcTBME 3KCNpeccun Btk B MOHOUMTaX Uan TpombouuTax;

- aasa, nneMsiHHWUKUK, Ky3eHbl MO MaTepUHCKOM NuHumn ¢ CD19+ B-knetkamu < 2%.
[JvarHos BeposiTeH:

MaumeHT My»CKOoro nosa, y Kotoporo, y kotoporo < 2% CD19+ B-

knetok + BCE cneayolwme Kputepun:

° Hauano peumansupyowmx baktepnanbHbiX MHMEKUMA A0 5 neT;

° CHmxeHue 1gG, IgM n IgA 6onee, uem Ha 2 SD Huxe HOpMbI ANs BO3pacTa;e OTCyTCTBME
M30remMarrtoTUHUHOB U/WUNK MJIOXOM OTBET Ha BaKUMHaUUIO;

° NcKkntoueHbl Apyrve npuYmnHbl rmnoramMMarnobynmHeMmn.

[narHo3 BO3MOXeH:

MauneHT My>CKOro nosa, y Kotoporo < 2% CD19+ B-KneToK U UCK/OYEHbI ApYrne npuymnHbl
rmnoramMmarnobynmHeMmm

+ MUHUMYM 1 13 cneayoWwmx KpUTepUeB:

° Hauano peumansupyrowmx baktepuanbHbiX MHEKUMN A0 5 neT;
° CHuxeHune IgG, IgM un IgA 6onee ueM Ha 2SD HMXe HOPMbI A5 BO3pacTa;
. OTCcyTCTBME M30reMarriioTMHUHOB 1/UNKN NNOXO0M OTBET Ha BakuuHauuio. [28]

=1 3 cneayowWMX KpUTepmues:

8§ MoBbllleHHasa NOABEPXEHHOCTb MUHEeKUUAM;

8§ MIMmMyHHas aucperynsauma (ayToOMMMYHHble nposiBneHus, numdonponudepauus,
CKJIEPO3UPYIOLWMNIA XOJTaHIUT)

8§ LiutoneHuu (HEMTPONEHUA UM aYyTOMMMYHHbIE LUTONEHUN);

8§ Onkonorusa (numcpoma);

§ MU c HapyweHMeM CUMHTEe3a aHTUTEJN Y YIEHOB CEMbM.

Mmnep IgM - cuHApOM C N Bbipa)xkeHHOEe CHMXKeHue ypoBHS IgG npu HOpMasibHOM WU NOBbILLEHHOM
npeuMyLiecTBeHHOW ypoBHe

HeAOoCTAaTOYHOCTbIO CUHTE3a IgM (B 2-X NOBTOPHbIX UCC/IE[0BaHUNAX)

aHTuTen W apyrve npMuMHbl runoraMmarno6ysiMHEMUN GbiNiv UCKIOYEHDI

M oTcyTCcTBYIOT NpM3HaKu riny60koro HapyweHus T-KJ1IeTOYHOro 3eeHa (Hasinume He
60nee OAHOro U3 Tpex KpuTepmes):

8§ CD4+/mkn: 0-6 mecaueB < 1000, 6 mecaues -1 roa < 800, 1-2 roga < 500, 2-6
ner < 300, 6-12 ner <250, crapwel2ner < 200;

8§ 9% HauBHbix CD4+: 2-6 net < 30%, 2-6 net < 25%, 6-16 ner < 20%, crapwe
16 net < 10%;

8§ T-knetouyHas nponudepaumsa oTCyTCTBYyeT.

M HeT AaHHbIX 3a aTaKCUIO-TeNlIeaHIrM3KTasmno (NATHa «kKode C MOJIOKOM >, aTaKCUS,

TeNleaHrM3KTa3um, NoBbileHHbI ADI).

HapyweHue CUHTE3a NHdeKkunoHHble 3aboneBaHns (peunansupyrowime n Tsxenbole 6akTepmasnbHble)
cneunduuecknx aHTuTen WU yposeHb IgG, A, M n noaknaccoB IgG B npeaenax pedepeHCHbIX 3HaYeHUN

MU rnybokoe HapyweHue CcuHTE3a aHTUTENn nubo nocne MMMyHM3auun BaKLMHOW,
copepxallei MHEeBMOKOKKOBbIN OYMLLEHHbI MOANCaxapuAaHbI  aHTUreH (unu Aapyromn
nonMcaxapuaHom BakuwuHoW), nmbo nocre MnepeHeCeHHOro 3a40KYMEeHTUPOBAHHOIO
MHMEKUMOHHOro 3abosieBaHms

N ncknoveH gedekT T-KIETOYHOro 3BeHa MMMYHUTETA.

Bcem nanumenram ¢ nogo3penueM Ha [I1]] ¢ npenmMy1eCTBEHHON HEJOCTATOYHOCTBEO CUHTE3A aHTHUTEI

PEKOMEHJIyeTCs MPOBOAUTH AP PEpeHInaNbHyI0 AUArHOCTUKY ¢ apyrumu Gopmamu [TU]] ¢ nensio

BBIOOpA aJICKBAaTHOM Teparnud. [3,6]



'mnep IgM - cuHapoOM C
npenmMyLiecTBEHHOMN
HeAoCTaTOYHOCTbIO
CUHTEe3a aHTuTen

=1 u3 cneayrownx KpUTepmes:

8§ MoBbilleHHasa NOABEPEHHOCTb UHPEKUUAM;

8§ VWiMmyHHas aucperynsauus (ayTOMMMYHHble nposiBneHus, numdonponudepauus,
CKJIEPO3UPYIOLUNIA XOJTaHIUT)

8§ LimtoneHuu (HEMTPONEHUS UM aYyTOMMMYHHbIE LUTONEHUN);

8§ OnHkonorus (numdoma);

§ NMNA c HapywieHueM CMHTEe3a aHTUTEeN Yy YJIEeHOB CEMbM.

W BbipaxxeHHoe cHMmkeHue ypoBHa IgG npu HOpMasibHOM WJIM NOBbLILLEHHOM YPOBHE
IgM (B 2-X NOBTOPHbIX UCCNEAO0BaHUNAX)

U ppyrme npuuunHbl runoraMmmarnobysimHeMmum 6bi1M UCKIIOYEHbI

M oTcyTCTBYIOT Npu3Haku rny6okoro HapyuweHus T-KeToO4YHOro 3eeHa (Hanuume He
60/1ee o4HOro 13 Tpex KpuTepmes):

§ CD4+/mkn: 0-6 mecsaueB < 1000, 6 mecsyeB -1 roa < 800, 1-2 roga < 500, 2-6
ner < 300, 6-12 ner <250, crapwel2ner < 200;

8§ 9% HauBHbix CD4+: 2-6 net < 30%, 2-6 net < 25%, 6-16 nert < 20%, crapwe
16 net < 10%;

8§ T-knetouHas nponudepauma oTCyTCTByeT.

M HeT AaHHbIX 3a aTaKCUIO-TesleaHrMaKTasuro (NATHa «Kode C MOJIOKOM >, aTaKcus,
TeNeaHrM3KTa3suu, NoBbilUeHHbI ADI).

CoueTtaHue aedpuumrta IgA c
AecdbunuMTOM NOAKIacCcoB
IgG

NHdekunoHHble 3aboneBaHus (peunamBupyoline n Taxenble 6akTepmnanbHble)

WU otcyTctBue IgA, ypoBHU IgG, M npeaenax pedepeHCHbIX 3HAYEHUIA UK Cnerka CHUXEHbI
WU cHmXeHne ogHOro Uan Heckonbkmx noaknaccos IgG (npu AByKpaTHOM U3MEpEeHUN)

N coxpaHeHa crnocobHOCTb K (hOPMMPOBaHUIO aleKBATHOrO MOCTBaKLMHANbHOIO MMMYHHOIO
oTBeTa

W ncknouveH gedekT T-KIETOYHOro 3BeHa MMMYHUTETA.

AedvunTt nogknaccos IgG

NHdeKunoHHble 3aboneBaHnsa (peumansmpytowne n Taxenole bakrepunasnbHble)

WU yposeHb Ig A, G, M npeaenax pedepeHCHbIX 3HaUYeHU

WU cHMXeHne 0gHOro uan Heckonbkmx noaknaccos IgG (npu AByKpaTHOM U3MepeHUn)

MU coxpaHeHa cnocobHOCTb K POPMMPOBAHMNIO afEKBATHONO MOCTBAKLUMHANBHOIO MUMMYHHOIO
oTBeTa

W ncknoueH agedekTt T-KIE€TOYHOro 3BeHa MMMYHUTETA.

TpaH3uTOpHasa rmnoramMmma-
rno6bynunemus

IgG Huxe BO3pacTHOW HOPMbI B NepBble 3 roga XusHu (Npu ABYKPaTHOM

n3mepeHunn) M 6b1amn UCKIOYEHBI Apyrue NpuynHbl runoraMmarnobynmHemunmn U

CMNOHTaHHOE pa3pelleHne NpubnuanTesibHO nocne 4-x neT.

NB! MauneHTbl cCHayana AO0MKHbI 6bITb 3aperncTpmpoBaHbl Kak Heknaccuduumpyembiii NN c
NpeMMyLecTBEHHOW HeAO0CTaTOYHOCTbIO CUMHTE3a aHTUTEN W MepeHeceHbl B KaTeropuio
TpaH3UTOPHONM runoraMmariobyMHEMUM TONMbKO MOCAEe CMNOHTAHHOIO pa3pelleHus B
BO3pacTe 4-x neT.

CenekTuBHbIN IgA
aecbnunT

1. 21 n3 cneaywWmMX KpUTEPUEB:

e[loBbILLIEHHAas MOABEPXKEHHOCTb MHMEKLMUAM;

¢ AYyTOMMMYHHbIE MPOSIBNIEHUS;

e [N C HapyLleHUeM CUHTE3a aHTUTeN Y YIEHOB CEMbMU.

2. Bospact > 4 ner.

3. IgA meHee 0,07 r/n, IgG v IgM B npeaenax pedepeHCHbIX 3HaYeHUN.

4. NckntoueHre BTOPUYHOIO reHesa runoramMmarnobynmHeMmn.

5. CoxpaHeHa cnocobHoCTb K OpMUPOBaHMIO afeKBATHOIO NOCTBAKLMHAIbHOIO
MMMYHHOIO OTBETA.

6. NckntoueH gedekT T-KIeTOYHOro 3BeHa MMMyHUTETa

Heknaccuduumpyembiii
M4 c¢ npeuMywecTBeH-
HOM HeAO0CTaTOYHOCTbIO
CUHTEe3a aHTuTen

1. 1 u3 cneayWmMX KpUTEPUEB:

e[loBbILLIEHHAas MOABEPXKEHHOCTb MHMEKLMUAM;

e AYTOMMMYHHbIE NPOSB/IEHUS;

eHeobbaCHUMasa nonnknoHanbHaa nuMmdonponndepauns;
e [INA c HapyLweHneM CMHTe3a aHTUTEN Y YJ1eHOB CEMbMU.
2. 1 n3 cneayrwmnx Kputepues:

° 3HaunTeNnbHOEe CHMXXEHME MMHMMYM OA4HOIO M3 nokasaTenen: obuwero IgG, IgG1,
IgG2, IgG3,IgA wnun IgM;

. HeanekBaTHbIN OTBET Ha BaKLUMHALMIO.

3. NckntoueHre BTOPUYHOIO reHesa rmnoramMmarnobynmHeMmu.

4, OTcyTCTBME MPU3HAKOB MNy60OKOro HapyweHuss T-KNeTOYHOro 3BeHa (Hanuune He

6onee ogHOro 13 Tpex KpUTepues):

- CD4+/mkn: 2-6 net < 300, 6-12 net < 250, cTtapwe 12 net < 200;

* % HaumBHbIX CD4+: 2-6 net < 25%, 6-16 net < 20%, cTtapwe 16 net

<10%; - T-knetoyHas nponudepaums OTCyTCTBYeT.

5. He noaxoaut noa kputepumn apyrux ML ¢ npenmyLecTBeHHON Hea0CTaTOYHOCTbIO
cuHTe3a aHTtuTen. [30]

YpoBens yoeaurepHOCTH pekoMeHaanuil — C (YypoBeHb 10CTOBEPHOCTH 10KAa3aTEJbCTB - S).

Bcem mnamnmeHTaM €O CHHXKEHHEM YPOBHS HMMMYHOIVIOOYJMHOB PEKOMEHIYETCS MCKIIOYHUTh

BTOPUYHOMN XapakTep TUIIOraMMarioOyIMHEMHUH C 1IeJIbI0 YTOUHEeHUs aquardosa. [3,31]



Yposens yoeauTeabHOCTH pekoMeHaanuil — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJbCTB - 5).

KommenTapum: smopuunas cunocammaznodoynunemus ecmpedaemcs 6 30 paz uawe, yem IIH/] c
npeuMyujecmeeHHou Heo0CmMamoyHOCMbIO cunmesa aHnmumen. Bmopuunas
2UNO2AMMAZTOOYTUHEMUSL He 8Ce20d CONPOBOAHCOACMC CKIOHHOCMbIO K MANCEIbIM XPOHUUECKUM

UHG eKYUOHHBIM NPOYeCccam, 4acmo HOCUm mpan3umopHtulil xapakmep. [31]

VY Bcex MamMeHTOB C TUIOraMMmarjioOyJnHEMHEH PEeKOMEHIyeTCS HCKIIOYUTh HAIM4YUe JIPYTUX
3a00JIeBaHUI W/UIU YCIOBUM, CIIOCOOHBIX MPHUBECTH K HEKOHTPOJIUPYEMOMY HHQPEKIIMOHHOMY

MIPOIIECCY C LIEeJIbI0 YTOYHEHUsI 1uarno3a. [31]

YpoBenb yoeauteabHOCTH pekoMeHaanuii — C (ypoBeHb J0CTOBEPHOCTH J0KA3ATEJbCTB - 5).



2.1 /Kajgd00bI 1 aHAMHE3

o C 1enbpI0 CBOEBPEMEHHOM ITOCTAHOBKU JUArHO3a PEKOMEHIYETCSl IPOBOJUTh CKPUHUHT HA HAJIMYUE
[IN]] ¢ nmpenmymeCTBEHHOW HEAOCTATOYHOCTHED CHHTE3a AHTHUTEN NAlMEHTaM, Y KOTOPBIX B

AHAaMHC3C OTMCHACTCS HAIINYUC CIICAYIOINX KIIMHUYCCKUX CUMIITOMOB!
o Hanuuune B ceMbe OTITOIIEHHOIO aHaMHe3a I10 HMMYHOJIOTHYCCKHUM 3360J’I6B3HI/I}IM;

o Tspkenbie XpOHWYECKHE W/WIHM PElUIUBUPYIONIME WH(EKINU, TOPMUIHBICE K CTaHIAPTHBIM
cXxemMamTepanuu (CUHYCUTBI, OTHTHI, ODOHXUTHI, THEBMOHUH, ApTPUTHI, HH(OEKITMOHHBIC TTOPAKESHHUS
KKT, MEHUHTHTHI, cercuc, KokHble HHPEKInn); 0 CTOMKUN nruapelHbIi CHHAPOM (B TOM YHUCIIE C

pa3BUTHEM CHHAPOMA MaIbabCcopOIuN);

o CuMnrombl HaToNOrHyecKoi aumdornpoaudepannu (croiikas TumMdpoaaeHONaTUsI HECKOIbKUX
rpynmimM@oy3ioB, CIuieHOMeranus, JuMQonuTapHas HHQUITpaLUs JIETKUX U JPYTUX OPraHoB,
HonaymsipHast runeprasus ciausucrton XKKT u ap.); o AyroumMmyHHBIE TpOSIBICHUS (B MEPBYIO

oudepeib, IUTONICHUN);

o [I'panynemaTo3HO€ BOCHaieHHE B OpraHax (B MEPBYIO Ouepeib, CAPKOHUIONOI00HbIC U3MEHEHUS
BJIETKHX); O BbIsABICHHE OpPOHXO0IKTAa30B, OCOOEHHO Yy MOJIOJBIX MAIMEHTOB; O 3J0KAaYeCTBCHHBIC

obpazoBanus nuMmbounHOM TKaHu. [22,27,32,33]
YpoBenb yoeauteabHoCcTH pekoMeHaanuii — C (ypoBeHb J0CTOBEPHOCTH J0KA3ATEJbCTB - 4).

KOMMeHTapI/II/I: 0006€HHyi0 HACNOPOIANCEHHOCNb O00JIJICHbL  BbI3bIBAND nayuermsl, y KOnopblx

ommeuaemcs HEeCKOJIbKO U3 6blUUENEPEHUUCTIEHHBIX CUMNIMOMOE. [6]

VY Bcex mamueHToB ¢ noao3penreM Ha [IM]J] ¢ mpemMymecTBEeHHOW HENOCTaTOYHOCTBIO CHHTE3a
AQHTUTEN PEKOMEHIYyeTCs TINATeIbHO COOMpaTh CEMEWHBIH aHamMHe3 ISl  TPOBEICHUS

muddepeHnuaibHON AMarHocTuku. [6,7,12,20]
YpoBenb yoeauteabHocTH pekoMeHaanuii — C (ypoBeHb JO0CTOBEPHOCTH J0KA3aTEJbCTB - 5).

KomMMeHTApUM: oOmscowjenHbiM cemMelunbiM  AHAMHE30M ABNAEMCs CMepmb pPOOCMEEHHUKA 6
Maaoenyecmae, cmepms pOOCMBEHHUKA OM UHDEKYUOHHO20 3aD0Ne8aHUs, HAIUYUe POOCEEHHUKA
UMY POOCMEEHHUKO8 C XPOHUYECKUMU UU DEeYUOUSUPVIOUWUMU UHDEKYUOHHLIMU NPOAGIEHUAMU
MANCEN020/AMUNUYHO20 MeUeHUsl, YUMONEHUIMU, OpY2UMU CUMIMOMAMU, XAPAKMEPHbIMU O
111]]. [3] Ipaxkmuuecku y nonogunsvl nayueHmos c¢ X-CyenienHou a2ammaciodyaunemuen

npocnexcusaemcs cemeunviu anamues. [20]

2.2 Ou3uKAJIBLHOE 00CIeI0BAHMNE

Bcem nmanuentam ¢ nogo3penueM Ha [IM]J[ ¢ mpeumyniecTBEHHOW HEAOCTATOYHOCTHIO CHUHTE3a
AQHTUTEJI PEKOMEHIYeTCSl TPOBOJNUTH MOJHBINH (U3UKATIBHBIA OCMOTp C IIEJIbI0 BepU(HUKALIUN

JIMarHo3a, OLEHKH TSHKECTU COCTOsIHUA. [22,27,32,33]



Yposens yoeaureabHocTH pexkoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB — 4).
KommenTapuu:

Obwuii ocmomp. H3-3a nepeHecenHblX 4acmulX UH@DeKYUll Oemu Mo2ym omcmasams 8 Qu3uULecKom
passumuu (8 OonbuLeli cmenenu OMHOCUMCS K NAyUueHmam ¢ X-cyenieHHou acammaziooyiunemuet).

Ynauueﬂmoe C msdrcenou 9Hmep0namued Modicem OblMb CHUNCEHA MACCA meia,

Ianvnayus  epynn  nepughepuueckux aumghoysnos. QOyenumv  pasmepvl, KOHCUCIEHYUIO,
NOOBUJCHOCMb,  0O0NIe3HeHHOCMb — nepughepuueckux  aumgoysnos.  Bozmooxcno — nanuuue
JIOKANUZ0BAHHOU UMU 2eHepalu308aHHOU AUMPOAOeHONAmMuUY (XapaKmepHo O NAYUeHmos ¢
OBUH). J[na nayuenmos ¢ azammaznodyiunemuels Xapakmepua 2unoniasus 1um@poysnos (8 mom
yucie OmMCymcmeue V8enuueHus PecUOHANIbHbIX — TUMGOY3108, HECMOmps HA  AKMUGHbIU

uHgexyuoHHwlll npoyecc)

Uaﬂbnauuﬂ neyeHu U Cele3eHKU: G03MOINCHO HAIUYUe 2enamomeaiui Uu/uiu CnieHoMe2aiul

(xapaxmepno ons nayuenmog ¢ OBHUH, cunep-IgM cunopomom,).

FunonpomeuHeMuquKue onexKku xapaxkmepHbsvl o0nsl nayuenmos c msioicenou 3Hmep0namuezZ uiu

opyaum 3a0071e8aHUAM, NPUBOOSWUM K Nomepe OelKa.

Hanuuue NPpU3HAaAKo6 XpoHUYeCKux MH¢€K14MOHHIJZX npouyeccoes. Hanpumep, «6apa6aHHbzx naiovyexk») u

«YACOBBIX CIMEKON», Yy8eNuderuUe nepeone3aone2o pamepa pyoHoul Kiemxu u op.

Mozym umemsv mecmo Oegpopmayuu KpynHwvix Cycmasos, KaK cCleoCmeue Heun@eKyuoHHo20 uiu

nepeHecerHblx qu)eKLﬂ/lOHHle apmpumaoe.

OCMOTp KOKHBIX TIOKPOBOB - BAXKHO 0OpAaTUTh BHUMAHHE Ha HATMYME KOXKHBIX CBITEeH, GypyHKYJIIOB,

KO>KHBIX aOCIIECCOB, a TaK)Ke pyOII0B Ha MECTaX MX MPEIICCTBYIONMICH JTIOKAIU3aIUu. [6]

2.3 JIabopaTopHble TUATHOCTHYECKHE UCCJIeI0BAHUS

2.3.1 JlaGopaTopHble TMATHOCTHYECKHUE UCCIIeT0BAHUS /IJIsl BepuUKAIIUU TUATHO3A

Bcem nanpenTaM ¢ KIMHMYECKUMH NPU3HAKaMU, xapaktepHeimu s [T ]] ¢ mpenmymecTBeHHOM
HEJ0CTaTOYHOCTHIO CUHTE3a aHTUTEN, PEKOMEHIYETCS MPOBEJICHNUE UCCIIEI0BAHUS YPOBHS OOIEro
Oellka B KpPOBU M ONpPENEICHUE COOTHOILIEHUSI OENKOBBIX (Ppakiuii MeToaoM anekTpodopesa as

BBISIBJICHUSI U3MEHEHHUM COJICp>KaHUs raMMario0yanHoB. [34,35]

Yposens yoeaureabHoCcTH pekoMeHAanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJbCTB - S).

BceM nmanmenTtam ¢ KJIMHMYECKMMMU NpU3HAKamu, xapakrtepHeivMu aa [11M/]] ¢ npeumyiiecTBeHHON
HEJOCTATOYHOCTBID CHHTE3a AaHTUTEN, PEKOMEHIYETCS IMPOBEICHUE UCCIEAOBAaHUS YPOBHS
UMMYHOTTI00yIMHOB A, G, M B KpOBH /17151 BBISIBJICHHSI HAPYIIEHUI CO CTOPOHBI T'YyMOPAJIbHOTO 3BE€HA

uMMyHuTeTa (Tabnuua 1, npunoxenue b1). [28,33,36,37]

YposeHsb yoeaureabHOCTH pekoMeHAauuii — C (YypoBeHb J0CTOBEPHOCTH I0KA3aTEJbCTB - 5)



KommenTapum: cunocammacnobyiunemueli cuumaemcs cHudxcenue yposua IgG  Huoce 2-x
CMAHOAPMHBLIX OMKIOHEHUL Om 603PACMHOL HOpMbl )y Oemeli U Hudxce 4,5 2/1 y 63pocivix.
Aeammaenooynunemuetl cuumaemcs cHudxcenue kouyenmpayuu IgG nuoce 1,0 2/n, 6 couemanuu c
konyenmpayuamu IgM nuxce 0.2 2/n u konyenmpayueti IgA nuoce, uem 0,1 2/n npu xKoruuecmee
nepugpepuuecxux CD19+B-knemok nudice, wem 2%. [5] Uzmepenue Heoboxooumo noomeepoums Kax

MUHUMYM 8 2-X uccaedosanusx. [29]

[TarmmenTaM ¢ rumoraMMmariioOyJMHEMHEH U araMMmarioOyJIMHEMUeH PEKOMEHIYEeTCs MPOBEICHUE
uccinenoBanus CD19+ mumdonutos s yrounenus: popmsl [TN]] (Tadnuma 1, Ipunoxenne b1).
[3,6]

YposeHnsb yoeaureabHOCTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH J0KA3aTEJbCTB - 5).

[Tanmentam ¢ momo3penneM Ha OBUWH pekomeHnyercss MOBEIEHUE OJHOTO U3 CICAYIOLIUX

UCCIEIOBAHUM JJIsl TOATBEPKAeHUs AuarHo3a (Tabmuma 1):
0 WCCIEeIOBaHUE YPOBHSI M30TEMAarrIfOTHHUHOB B KPOBH;0 HCCIICAOBAaHUE YPOBHS
CD19+CD27+IgD— numdountos (repexioueHHbIx B- ki1eTok);

0 B CIy4ae MOTPaHUYHBIX \HOPMAJILHBIX KOJIMYECTBEHHBIX MOKa3aTeIe UMMYHOTI00YJINHOB
KPOBH -ompeziesieHue Tutpa aututen G K IByM u 0oJiee MHPEKIIMOHHBIM areHTaMm JI0 U MOCJie
BaKIMHAIMKU C LEIbI0 OLEHKH CIOCOOHOCTU (POPMUPOBATH MOCTBAKIMHAIBHBIA UMMYHHBIN
otBeT ([Ipunoxenue

A3.3).[3,30]

Yposenb yoenurteabHocTH pekoMeHaanuii — C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeNbCTB - 5).

KomMMmeHTapUM: u30a2210MUHUHBL — MO aHMumMend Nnpomue U30AHMUSEHO8 (HOPMEHHBIX
anemenmos Kkposu (epynna anmueernos ABO). [3]

s oyenku nocmeaKyuHaibHO20 UMMYHUMEmMa He8aKYUHUPOBAHHBIM NAYUEHMAM PEKOMEHO08AHA
BAKYUHAYUSL UHAKMUBUPOBAHHBIMU akyuHamu. OQYeHKa noCmeaKkyuHaibHO20 UMMYHHO20 OMBemd
HOMOWBIO NOTUCAXAPUOHBIX BAKYUH OOJIHCHA NPOBOOUMbCA He paHee OOCIUNCEHUS. NAYUeHMOM 2-X
nemue2o sospacma. Oyenka noCmeaKyuHaIbHO20 UMMYHUMEMA OO0JIHCHA NPOBOOUMbC 00 HAYALd
3aMecmumesbHOlU mepanuy UMMYHONI00YIUHOM Yel08eKa HopManbHuim™**, Kiunuuecku 3Hauumovim
A6semcs omcymcemeue Hapacmanus mumpa 8 2-4 pasza uepes 4-6 neoenv nocie sakyunayuu. llpu

COMHUMENbHBIX NOKA3AMEISX PeKOMEHOYemcs OUHAMUYeCKUll KOHMpoJib euje yepes 4 nedenu. [38]

[TanmenTamM ¢ MOMO3pEHHEM HAa HApYIIEHHWE CHHTE3a CHEHU(PUYCCKUX AHTUTEN, PEKOMEHIYETCS
onpenenenue anturen kinacca G (k gudrepuitnomy anatokcuny, Clostridium tetani, Kk Bo30OyauTesnto
MeHuHrokokka (Neisseria meningitidis), k remoduibHol nanouke (Haemophilus influenzae) B kpoBu
0 W TIOCJIe BaKIMHAIIMK C IEThI0 OIEHKH CIOCOOHOCTH (OpMHUPOBATH MOCTBAKIIMHAIBHBIN

uMMyHHBIH oTBeT (Tabnuma 1, [Tpunoxenne A3.3). [3,34]

Yposensb yoeaureabHoCTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH 0KA3aTEJbCTB - 5).



[Tanimentam ¢ mogo3penunemM Ha nedunut noakiaaccos IgG (M30upoBaHHBIN WK B coueTanuu ¢ [gA-
ne(UIUTOM) PEKOMEHIYETCS MTPOBEICHNUE UCCIIEI0BAHUS YPOBHA UMMYHOTI00yMHa G B KPOBH IS

nmocTaHoBKH aAuarrosa (Tabmuma 1). [27]
YpoBenb yoeauteabHocTH pekoMeHaanuii — C (ypoBeHb J10CTOBEPHOCTH I0KA3ATEJbCTB - 4).

Bcem mnanumentam ¢ runorammarjoOyJuHEMHEW M araMmarioOyJuHeMHed peKOMEHIyeTcs
npoBenenue uccienaopanus CD3+, CD4+, CD8+, CDI16+/56+ nuM@oruToB a1 HCKIIOYCHUS
koMOuHupoBaHHbIX GopM [TN]] (Tabnuma 1, [Tpunoxenne b1, [Mpunoxenue b2). [3,6,29]

YpoBensb yoeauteabHocTH pekoMeHaanuii — C (ypoBeHb J0CTOBEPHOCTH J0KA3ATEJbCTB - 5).

2.3.2 MoJieKyJISIpPHO-T€HeTHYeCKAsl TUATHOCTUKA

Bcem manpeHTaM My»CKOTO I10J1a ¢ araMMarioOyJIMHEMHEH U CHIDKEHHEM YpOBHS B kiieTok MeHee
2% pEeKOMEH]IyeTCs TIPOBOJIMTHh MOJICKYJISIPHO-TEHETHYECKOE MCCIICIOBaHNE MYTallMid B TeHe Btk B
KpOBH Il TIOATBEPXKJACHHMSI JUArHo3a X-clelyieHHOW arammarioOynuHemun (Tabmmma 1,
[Tpunoxenue b1). [3,6,20,39]

YpoBeHb yoenuTeabHOCTH pekoMenaanuii — C (YpoBeHb 10CTOBEPHOCTH /I0KA3ATEJIbCTB - 4).

BceMm manmenTam XKE€HCKOTO 1M0J1a, a TAK)Ke MAalMeHTaM MY>KCKOTO TT0J1a ¢ HE BBISIBJICHHON MyTalluen
B TeHe Btk ¢ runmoramMmmarioOyJMHEMUEH U CHIDKEHHEM ypoBHs B kietok < 2% pexomeHmyercs
MIPOBOJINTH MOJIEKYJISIPHO-TCHETHYECKOE HCCIICIOBAHNE MYyTalluid B TE€HAX, OTBETCTBCHHBIX 3a
pa3BuTHe IpyTrux (GopM araMMmarioOyanHeMui (mprioxenne A3.2) s MOATBEPKASHUS TUarHo3a.
[3,6,40—46]

YpoBenb yoeauteabHocTH pekoMmeHaanuii — C (ypoBeHb J0CTOBEPHOCTH J0KA3aTEJbCTB - 4).

Bcem manumentam ¢ arammarnoOynuHemueidl u apyrumu ¢opmamu ITU]] ¢ mpeumymiecTBeHHOMN
HEJIOCTATOYHOCTHIO CHUHTE3a AHTHUTENI C HEYCTAHOBJICHHOW MYTAllMEl PEKOMEHAYETCsSl POBEACHUE
MOJIEKYJIIPHO-T€HETUYECKOT0 HCCIEAOBAHUS C IMOMOIIBI0 KaCTOMHU3UPOBAHHBIX MAHENEH T€HOB
(MeTon cekBeHHpPOBaHUsI HOBOTO TokoyieHns (NGS)) uin myTeM MpOBEACHUS MOTHOTO SK30MHOTO

WM TIOJTHOTO TEHOMHOTO CeKBEeHUpoBaHUs (mpuioxkenue A3.4) ans yrounenus: hopmst [TU]].
[3,47,48].

YpoBenb yoeaurebHOCTH pekoMeHaauuii — C (ypoBeHb J10CTOBEPHOCTH J0KA3aTEJbCTB - 5).

2.3.3. JIabopaTopHbIe AMATHOCTHYECKHE HCCJIETI0OBAHNS V MALIMEHTOB C YCTAHOBJIEHHBIM
auarno3oM IIMNJI ¢ HapylieHneM CHHTE3a AaHTHUTEJI

Bcem mnammentam ¢ IIMJ ¢ npenMyIliecTBEHHOM HEAOCTATOYHOCTBIO CHUHTE3a AHTUTEN JUIA
JIUArHOCTUKH BHUPYCHBIX W JpYrux HWHGEKIuid pekoMeHIyeTcss wucmnonb3oBath Meron [ILIP
(monuMepa3Hasi LENHAas peaklus), TaK Kak CepoJOrMYeCKHe METOJbl JIMarHOCTUKH He

UH(GOPMATUBHBI B JAHHOM TpYIIe NallUeHTOB. [7]

YpoBenb yoeauteabHocTH pekoMeHaanuii — C (ypoBeHb J0CTOBEPHOCTH J0KA3aTEJbCTB - 5).



KOMMeHTapI/IH: ucnoJjvb3zoearnue cepojiocudecKkoco Memooa uUccuieoo8anus CONPAINCEHO C 6bICOKUM

PUCKOM NOJIYYeHUsl HeOOCMOBEPHbIX pe3yibmamos. [7]

Bcem mnaummentam ¢ IIM][ ¢ mnpenMyiieCTBEHHOM HEIOCTATOYHOCTBIO CHUHTE3a AHTUTEN JJIst
CBOEBPEMEHHOT'O BBISIBJICHUSA U KOHTPOJISI OCJIOKHEHHM, PEKOMEHIYETCS ITPOBEICHUE PETYISPHBIX

71a00paTOPHBIX UCCIIEAOBaHUHN He pexke 1 paza B 6 MecsleB:

o OOmuii (KIMHUYECKHI) aHaIM3 KPOBU Pa3BepHYTHIH ¢ Iu((HEepeHIIMPOBAHHBIM IOJICYCTOM
JeHKOIMTOB  (JIelkoruTapHoit dopmynoi) u wucciaegoanuemM COD  (CKOpOCTh ocedaHus

puTponMTOB); 0 OOmKH (KIMHUYECKUI) aHATIN3 MOYH;

0 AHamM3 KpoBH OMOXMMHYECKHUU OOIIeTepaneBTHUeCKuil (00mmii 0eok, OenKkoBbie (pakiuu,
moueBuHa, KpeatunuH, ACT (acmaprarammunorpancdepasza), AJIT (amannHamMmuHOTpaHChEpasa),
ITTII (ramma-rmoTamunTpancnentuaasza), JIJAI' (makragermaporeHasa), OunupyOwH OOIIWA,
TJII0KO03Q).
[3,6,49,50]

YpoBeHb yoenuTeabHOCTH pekoMenaanuii — C (YpoBeHb 10CTOBEPHOCTH /I0KA3ATEJIbCTB - 5).

Bcem mnammentam ¢ rumorammarioOyJIMHEMHEN M araMMaryioOyJWHEMHUEH, MOJIyYaroIIiuM
3aMECTUTENIbHYIO0 TEpanui0 HWMMYHOIJIOOYJIMHOM 4YeloBeKa HOPMaJbHBIM**, pekoMeHIyeTrcs
eXXEeMECSIYHOE UCCIe0BaHue npeTpaHchy3noHHoro ypoBHs [gG B KpoBU 10 JOCTHKEHUS LIETIEBOTO

YPOBHSI JIJIs1 KOHTPOJIS 3P PEKTUBHOCTH Tepanui. [3]
YpoBenb yoeauteabHocTH pekoMeHaanuii — C (ypoBeHb JO0CTOBEPHOCTH J0KA3ATEJbCTB - 5).

Bcem mammentaMm ¢ runoramMmarioOyiuHeMHEeW W araMMariioOyJMHEMHUEH, IOJIyYaroluM
3aMECTUTENIbHYIO TEpanuil0 UMMYHOTJIO0YJIMHOM YeJIOBeKa HOPMAaIbHBIM™*, TMOCiE JOCTHKEHUS
1eseBoro ypoBHs IgG pekoMmeHmyeTcss ucciueoBaHue nperpancdy3noHHoro ypoBHs IgG B kpoBu
He pexxe 1 pasa B 6 mecsneB Uisi KOHTposis A(PQGEKTUBHOCTH Teparuud U KOPPEKIUU J03bL[3]

YpoBenb yoeauteabHocTH pekoMeHaanuii — C (ypoBeHb JO0CTOBEPHOCTH J0KA3ATEJbCTB - 5).

Bcem nanuenrtam ¢ [TM/] ¢ npenmyiiecTBEHHON HEAOCTATOYHOCTBIO CUHTE3a aHTUTEN IPU Pa3BUTUU
WH(MEKIIMOHHBIX OCIOKHEHUM PEKOMEHIyeTcsl BepuduKaius BO30yauTens ¢ I1eIbl0 BBIOOpa

ONTUMAJIbHOM TaKTUKH JeueHus.[3,51]

Yposens yoeaureabHocTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH J0KA3aTEJbCTB - 5).



2.4 UHCTpYMEHTAJIBHbIC TUATHOCTUYECCKUE
UCCJICIOBAHUSA

Bcem mnammentam ¢ [IAJ] ¢ mnOpeuMylIecTBEHHOM HEIOCTATOYHOCTHIO CHUHTE3a AHTUTEN
pekomeHnryercs BoInOJIHUTE KT opranoB rpyIHOM ITOJIOCTH B MOMEHT IMOCTAHOBKH IMArHO3a C LIEJIbIO

CBOEBPEMEHHOM JUArHOCTUKU OCIIOXKHEHUH. [49,52,53]
YposeHnsb yoeaureabHOCTH pekoMeHAanuii — C (YypoBeHb 10CTOBEPHOCTH J0KA3aTEJbCTB - 4).

KomMeHTapum: 6 Odanvuetiwem uacmoma npogeoeHusi OAHHO20 00C1e008aHUsi ONpeoensemcs

KIIUHUYeCKUMU NOKA3AHUAM.

Bcem nanuentam ¢ OBUH pexomenayercsi npoBeaeHue Y3U (yJIbTpa3ByKOBOE HCCIIEIOBAHUE)
JOCTYITHBIX OCMOTPY JIUM(ATHUECKUX Y3J10B, OPraHOB OPIOIIHON MOJOCTU HA MOMEHT MOCTAaHOBKU
JMarHo3a M He pexe | pasza B roj Il CBOEBPEMEHHOTO BBISIBIICHHUS OCJIOKHEHUH (MTATOJIOTHYECKON

mumonpoaudepalui, MaTMTHU3auK) ¥ KOHTPOoIIst 3G dekTuBHOCTH Tepanud. [13]
YpoBenb yoeauteabHOCTH pekoMeHaanuii — C (ypoBeHb JOCTOBEPHOCTH J0KA3ATEJbCTB - 5).

KommeHnTapum: npogedenue dannvix uccieoosanuil neobxooumo, maxk kax nayuenmsl ¢ OBUH

HAX00AMCS 8 2pYNne pUcKa pa3eumusi 310Ka4ecmeeHHblX IUuMponponugdepamusnvlx 3a00.1e6aHULL.

Bcem manmentam ¢ OBUH pexkomennyercsa BoinoanuTh KT opraHoB rpyiHO#M HOJOCTH HE pexe 1

pasa B roJi C LEJIbI0 CBOEBPEMEHHOM TUarHOCTUKH OCNOKHEeHuM. [ 3,49,52,53]
YpoBenb yoeauteabHocTH pekoMeHaanuii — C (ypoBeHb J0CTOBEPHOCTH J0KA3ATEJbCTB - 5).

Kommentapun: KT opeanog epyonoii nonocmu a61saemcs. Haudoaee 4y8cmeumenbHblM Memooom
07151 0OHAPYIHCEeHUS, OYEHKU U XaAPAKMEPUCTUKYU nopadxcenust neekux y nayuenmoe ¢ OBHUH, mak kax
He 6ce U3BMEHeHUs 6 JIecKUX MOo2ym Oblmb CB0E6PEMEHHO 3APUKCUPOBAHbL C  NOMOUBIO
peumeenocpaguu. Yacmoma nposedenus KT opeanoe epyonoll nonocmu onpeoensiemcs
UHOUBUOYATLHO OISl KAX*CO020 nayuenma, ucxoos us genomuna OBUHH, msaxcecmu meuenus
3abonesanus, mepanuu. Credyem nomMHums, ymo neungexyuonnvle nposaenenus IIH/[ (UbJI) mozym
6 meueHue OIUMENbHO2O 6peMeHu npomekamsv Oeccumnmomuo. Ilo3onee evisgnenue u

Headekeamuas mepanusi UBJI moocem yxyouwiames npocHo3.

Bceem manmentam ¢ OBUH npu BbIsSIBICHUM MAaTOJIOTMYECKH MU3MEHEHHBIX JTUM(pATHUYECKUX Y3J10B
PEKOMEHIyETCSl IPOBEIECHUE IKCUM3UOHHON OMOIICHH 3TUX JIMM(DATHYECKUX Y3JI0B U JAIbHEHIIETO
THUCTOJIOTMYECKOTO U UMMYHOTMCTOXUMHUYECKOTO — HMCCIIeI0BaHUsl OMONICUITHOTO (ONepalioOHHOrO)

MaTtepuaia 1umpoy3na Jisi CBOeBPEMEHHOW JUAarHOCTUKY MAJIMTHU3ALWK U/WJIU BbIOOpa TapreTHOU
tepanud. [12,21,49]

YpoBenb yoeaurebHOCTH pekoMeHaaumnii — C (ypoBeHb J0CTOBEPHOCTH J0KA3aTEJbCTB - 5).

Bcem mammentam ¢ OBUH npu momo3peHMr Ha WHTEPCTUIMAIBHYIO JIETOUHYIO OOJIE3Hb

PCKOMCHAYETCA IIPOBCIACHUC OMOIICUM JIETKUX C JJaJbHEHIIIMM  IATOTUCTOJOTMYECKUM M



UMMYHOTHCTOXUMUYECKUM HCCIIEIOBAaHUSMH TOJy4YE€HHOro OuoMaTtepuaia Jii CBOEBPEMEHHOU
JMArHOCTUKH MPOSIBICHUN UMMYHHOM JTUCPETYIISIIIUH U 3JI0KaU€CTBEHHBIX HOBOOOPA30BaHUM U/ WK

BBIOOpa TapreHTHOU Tepanui. [12,21,49]
YpoBenb yoeauteabHOCTH pekoMeHaanuii — C (ypoBeHb JO0CTOBEPHOCTH J0KA3ATEJbCTB - 5).

[Taimentam ¢ mopaxkenwem JXKT u rumorammarnoOyiuHEMHEH pPEKOMEHIOBAHO IPOBEICHUE
OMOIICHUU TOJCTOW W/WJIM TOHKOM KHIIKH C TMOMOIIBIO BHACOIHJAOCKONMUYECKUX TEXHOJIOTHM U
JaJIbHEHIIIET0 TUCTOIOTUYECKOTO UCCIIeI0BaHUS OMOIICUITHOTO (OMIepallMOHHOT0) MaTepralia TOHKOH
KALIIKA W/WIUM  TOJICTOM KHIIKA C TPUMEHEHHEM HWMMYHOTHMCTOXMMUYECKUX METOAOB st
muddepeHnanbHO  TUArHOCTUKM MEXIy mopaxkeHueM kumiedyHuka npu OBUH wu psgom

3aboneBanuit XKXKT (nemmaxust, HAK, 6one3ns Kpona). [54]
YpoBenb yoeauteabHOCcTH pekoMeHaanuii — C (ypoBeHb JO0CTOBEPHOCTH J0KA3aTEJbCTB - 4).

Kommentapun: OBHH uacmo npomexaem noo mackamu paznuynuix 3abonesanuti KKT (yeruakuu,
Hecneyuguueckoz2o s36eHHo20 Koauma, Ooneswu Kpowua), nposedenue ougpepenyuanvro2o
0uazHo3a 3ampyoHsem cxoxcecms namozucmonozuyeckoeo xapmumnvl npu OBHUH ¢ oannvimu
3abonesanuamu. Mapxkepom OBHUH saensemcs omcymcemeue CD20+ naazmamuueckux Kiemox 8

cobcmeennoii. [12,54]



2.5 Uuple TMATrHOCTHYECKHE MCCJICTIOBAHUSA

o Bcewm nanuenram ¢ [1M]] ¢ npeuMy1ieCTBEHHON HEJOCTATOYHOCTBIO CUHTE3a aHTUTEII JJIs1 KOHTPOJIA
Te4YeHus 3a00JIeBaHuUs, KOPPEKIIUHU TePANK, CBOEBPEMEHHOTO BBISBIICHUS U KOHTPOJISI OCIOKHEHUN
PEKOMEHAYETCS IPOBEICHUE KOHCYJIbTAlMI Bpadya-aJuieprojiora-iMMyHoJIora He pexe 1 pasa B roa.
[3,6,49]

YpoBensb yoeauteabHOCTH pekoMeHaanuii — C (ypoBeHb J0CTOBEPHOCTH J0KA3ATEJbCTB - 5).

o Bcem poncrBennukam nanueHToB ¢ I[IM]l ¢ nmpemMyliecTBEHHOM HEAOCTATOYHOCTHIO CHHTE3a
QHTUTE] C YCTAHOBJICHHOW MyTallue peKOMEHAyeTcs TmpueM (OCMOTp, KOHCYJIbTAIIHS)
BpayareHeTUKa JJis ONpeAeIeHUs UL, HYKIaIOIIUXCsl B TPOBEJEHUN MOJIEKYJISIPHO-TEHETUYECKOTO

O6CJ'I€IIOB3,HI/I}I JIIsA CBOGBpeMGHHOI;’I INOCTAHOBKHU JUAarHo3a HHI[ HJIN BBIIBJICHUSA CTAaTyCa HOCUTCIIA.

[3]
YpoBenb yoeauteabHOCTH pekoMeHaanuii — C (ypoBeHb JOCTOBEPHOCTH J0KA3ATEJbCTB - 5).

o Bcem poncrBennunkam nanmentoB ¢ IIMJ[ ¢ mpenmymiecTBEHHONW HEIOCTATOYHOCTBIO CHUHTE3a
aHTUTEJl C YCTAaHOBJIIEHHOM MyTalUuMel pEeKOMEHIyeTcsl MpueM (OCMOTp, KOHCYJIbTallus)

BpayareHeTrKa I INIAHUPOBAHUS CEMBH. [3 ]
Yposenb yoenuteabHOCTH pekoMeHAanuil — C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeabCTB - 5).

o Bcem mnammenram ¢ IIM]J] ¢ mpenmyniecTBEHHOW HEIOCTATOYHOCTBIO CHHTE3a AHTUTEN s
CBOEBPEMEHHOM JUarHOCTUKU OCTIOKHEHHH U 110100pa Teparnuy NPy BhISIBIEHUU COOTBETCTBYIOIINX
Kano0 W/WIHM KIMHUYECKUX MPOSBICHUM, W/WIA W3MEHEHUN TpH OOCIEeIOBAaHWN PEKOMEHIYETCS

MIPOBEICHUE KOHCYJIbTAIIMA CMEKHBIX CIIEIIMATUCTOB:
0 Bpaya-racTpodHTEPOJIOTa;

0 Bpaya-ImyJbMOHOJIOTa; O

Bpaua-

OTOPHUHOJIAPUHT0JIOTA; O

Bpavya-cTOMaToJIOTa; O

Bpaya-reMarosiora; o

Bpaya-oHKOJIOra; O Bpaya-

peBMarosora; o Bpaya-

dTusnarpa. [3,21]

YposeHb yoeaureabHOCTH pekoMeHAauuii — C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJbCTB - 5)



3. Jleuenue, BKJIIOYAsA MEIUKAMEHTO3HYIO H
HEeMeIUKAMEHTO3HYI0 TePANIUH, TUEeTOTEPAINIO,
00e3001MBaHM e, MeINIMHCKHE NTIOKA3AHUS U
NMPOTHUBOINOKA3aHUS K MIPUMEHEHHUIO METO/10B
JIeueHus

OcHosHbIMU HanpaeieHusAMU 6 J1eUeHUuu OOJIbHBLX HHﬂ C npeumyu;ecmeenﬂoﬁ He0oCmamoyHOCMbIO

curmesd aukmumell A6JIAIOMCAH.

0 3amMecmumenvbHas mepanus NPenapamamu UMMYHO2A00YIUHA Yel08eKd HOPMANbHO20** O
sHympueernnozo (BBUI'™**) u nookooicnoco esedenus (IIKUI™**); o npogurakmuxa u/unu mepanus

UHEKYUOHHBIX NPOSAGTIeHULL, O Mepanus NPOSAGIeHUNl UMMYHHOU oucpezynayu. [35]

3.1 3amecTuTe/IbHAS TepaNUus UMMYHOIJIOOYJIMHOM YeJI0BEKA HOPMAJIbHBIM**

3amecmumenvuas mepanusi UMMYHOIO0YIUHOM 4eN08eKa HOPMANbHLIM **— amo ocnoea mepanuu 015
makux ¢opm IIH]] ¢ npeumywecmeennoii HeoocmamouyHocmvio cunmesa awmumen, xkax. OBUH,
azammaznooyaunemuu, 2unep-IgM cunopom c npeumywecmeennou HeOOCmMamoyHOCMblO CUHMe3d
anmumen. Ilpu pazeumuu maxcenvix u/uiu peyuousupyouux UH@ekyull, 60npoc 0 Ha3HayeHuu OAHHOU
mepanuu  moxcem Ovbimb paccmomper u npu  opyeux ¢opmax IIHJ[ ¢ npeumywecmeennot

HedocmamourHocmoio anmumen. [3]

I1nayebo-koHmponupyemovie UCcie008aHus NPenapamos UMMYHO2N00VIUHA YeNl08eKAd HOPMATbHO20 **
01 3amecmumenvrol mepanuu y nayuenmos ¢ IIHJ] npusnanel He6O3MONCHLIMU NO IMUUECKUM
coobpadcenusm, u ne npogoosamcsi. [55] Iosmomy V[ (ypoeenv 0ocmosepnocmu doxazamenbcma) u

VPP (yposenv yoeoumenvHocmu pekomenoayuil) 0is 0aHH020 uoa mepanuu Huzxue. [56]

* PexkoMeHyeTcsl TPOBOIUTH PETYJSPHOE BBEJCHUE NUMMYHOTTIOOYIMHA YeJIOBEKa HOPMAIBHOTO™* ¢

LIEJIbI0 3AMECTUTEIBLHOM TepaIny Cpas3y MOcCie MOCTAHOBKH JUArHo3a MalueHTaM C:
o arammariooynuHemuei; o OBUH; o runep-IgM cunapom ¢ nmpenmyIiecTBeHHOM
HEJI0OCTaTOYHOCTHIO CUHTE3a aHTHUTEN. [57-62] YpoBeHb yOSAUTEIHHOCTH PEKOMEHIAINN —
C (ypoBeHBb JOCTOBEPHOCTH JI0KA3aTEILCTB - 4).

KommenTtapumn: /lpenapamet ummynoenobynuna ueiogeka HopmaibHo ** ne aenaromces oxcenepuxkamu,
HO npoyecc Npou3Bo0Cmea Npenapamos UMMYHOI00YIUHO8 UYelo8eKd HOPMAIbHO20 ™ * cmpoeo

pecnamenmuposan (IIpunosicenue A3.5). [55,63—66]

OHu cpasnumvl no ceoell dpexkmuenocmu, 0OHAKO UMEIOM pasiuyus, 00YCl08/eHHble NPOYECCOM

npouzeoocmea (pazHvle NONYIAYUU OOHOPOS, pacnpedeieHue nookiaccoe IgG, ypoeenv IgA,



cmabunuzamopwl, yposeusv pH, supycoezonacnocms u opyeue xapaxmepucmuku). s 00Cmudicenus
Haumydyuie20 pe3yivmama 1edeHus npenapam uUMMYHO2N00VIUHA Yel08eKd HOPMAIbHO20** ciedyem

noooupams, UCX005 U3 UHOUBUOYANbHBIX 0cobenHocmeti nayuenma. [60,67—69]

Ilo cnocoby esedenus npenapamvl UMMYHOIO0YIUHA YeNl08eKA HOPMANIbHO20** paszdensiomcs Ha
nookooicuvie  gopmor  (LIKUT™**) u npenapamvr  0na  enympuseHno2o 68edenus (BBUI™**).
Pexomenoyemaa BBUI™** cocmasnsem 0,4-0,8 e/ke (epamm/kunocpamm) maccel mena 1 pas 6 3-4
neoenu. [3,57,58,60,68,70,71] Pexomenoyemas cymmapuas ooza IIKUT™** na 1 mecay cocmasnsem 0,4-
0.8 o/ke maccel mena (8 cayuasx Hawuus Kodgduyuenma nepesooa, paccuUmMvl8aemcs 6
coomeemcmeuu ¢ uHcmpykyuett). Cymmaphas 003a pazoensnemcs Ha HeCKOIbKO NOOKONCHBIX UHbEKYUI,
KOmMopbvle OO0JHCHO OblMb BbINOIHEHbl C PAGHLIMU NPOMENCYMKAMU 6 medeHue mecaya. Beedenue
npenapamog IIKUT™** moocem ocywecmenimovcs memooom rapid push u ¢ nomowpio cneyuaibHo2o

ycmpoticmea 0713 86edenusi npenapama (nomnot). [71]

Jloza ummyHo2n00yIUHA Yelo8eKa HOPMAIbHO20** u KpamHocmov 66e0eHUsi 00JIHCHbL NO0OUPAMbCSL
UHOUBUOYANBHO Ol KAXNCO020 NAYUeHma ¢ Y4emom CONymcmeywelu namoaocuu (Haiudus
OpoHX03KMA308, ouapeu ¢ nomepel Oeika u 0p.), MemadoOIUYecKux ocobeHHocmell, HAIUYUs/
omcymcemaus. 000cmpeHus UH@peKkyuorno20 npoyecca u op. Llenesoe snauwenue npempancpy3uonHo2o
IgG ne nuoice 7 2\i. Haznauenue npenapamos 6 Oonee svicokux oozax (0,6-0,8 e/ke maccet mena)
PEKOMEHO08AHO NPU UHUYUAYUU Mepanuu, Nocie Nepepvléos 8 3amecmumenvhol mepanuu 6onee 3-x
Mecsayes (mepanus HACLIWeEHUS), A MAKAHCE B0 8PEMS KIUHULECKU-3HAUUMBIX UHDEKYUOHHBIX FINU30008
U/UNU OCTIOJNCHEHULL, NPUBOOAWUX K nomepe beixa (anmeponamus, Hedppomuyeckuti cunopom). Ilpu
Hanuuuyu conymcmeylowel namonocuu (npu UMMYHHbIX YUMONEHUSX) B03MOJNCHO NpoBedeHUe
8bICOKOOO3HOU — Mepanuu UMMYHOIOOVIUHOM Yel08eKa HOPMAIbHLIM™*®, @ coomeemcmeue ¢

KAUHUYECKUMU PEKOMEHOayUsAMU OJi OAHHOU HOo30a02uyeckou ghopmul. [71,72]

* PekoMeHyeTCs Ha3HauaTh BBEJACHHE WMMYHOTJIOOYJIMHA YeJOBEKa HOPMAIBHOTO** ¢ IEJbIo
3aMECTHUTEIILHON Tepanuy NpH HAUTWYUHU TSDHKEIBIX PEIUANBUPYIOMNX WHOEKITMOHHBIX MPOIIECCOB
(HEKOHTPOJIMPYEMBIX C TIOMOIIBI0 PAIMOHATHHOM AHTUOMOTHUKOTEpANU) W/WIM ayTOMMMYHHBIX

HpO}IBJ'IeHI/Iﬁ manmucHTaM C:

o lebunurom crnenuduueckux AaHTUTEN TMPH HOPMAILHOM YPOBHE HMMMYHOTJOOYJIWHOB W
HOpMaJIbHOMKOIMYecTBe B-nmumdornutoB B no3e 0, 4r/kr Maccel Tena 1 pa3 B 4 Henenu (B3pocCiibie U
netn); [73-75]

o Tpan3utopHOi MiIaieHYeCKOW runorammariiooyauaemueit B o3e 0,4r/Kr Macchl Telia exXeMecIIYHO

(metn), kak mpaBuyio 2-3 Mecsa; [76,77]

o Jlepurnurom noaknaccoB IgG (c/umu 6e3 nedunura IgA) B no3e 0,4r/kr maccol Tena 1 pa3 B 4 Henenu
(B3pocibie u eTH). [78—82]

YpoBensb yoeaureabHOCTH pekoMeHaaumnii — C (YypoBeHb J0CTOBEPHOCTH [I0KA3aTEJIbCTB - 4).

KomMeHTapuu: npoodondcumensHocms 3amecmumensHOU mepanuu  Onpeodensiemcss Ucxoos U3

Kknunuveckou cumyayuu. [73—80,82]



Bcem mnammenram ¢ I[IAJ] ¢ npeuMyliecTBEHHOM HENOCTATOYHOCTBIO CHHTE3a AHTHUTEIL,
MOJIYYAIOIIMM  3aMECTUTEIIbHYI0 TEpanmuil0 HMMMYHOIJIOOYJIMHOM YeJOBEKa HOPMaJbHBIM™*,
pEKOMEHyeTCs MOA0NpaTh 103y MpernapaTa TakuM 00pa3oM, 4TOObI TpeTpaHchy3nOHHBIA YPOBEHb
IgG cocraBusin > 7 /1 g JOCTHKEHUST KOHTPOJISI HaJl MH(MEKIIMOHHBIMU 3a00sieBaHUsIMU. [83]

YpoBenb yoeauteabHOCTH pekoMeHaanuii — C (ypoBeHb JO0CTOBEPHOCTH J0KA3aTEJbCTB - 4).

JIJisi BceX ManueHTOB, MOYYalOUUX 3aMECTUTENbHYIO TEPAUI0 UMMYHOIVIOOYJIMHOM 4eoBEKa
HOPMAJILHBIM**, pEeKOMEH/TyeTCsl BBIOMPATh Mpernapar ¢ y4eTOM MHAMBUAYAJIbHON MMePEHOCUMOCTH
JUISI CHUOKEHUSI pUCKA Pa3BUTHSI HEXKEJIATEIbHBIX SIBJCHUI HAa (JOHE 3aMECTUTEIbHON Tepanui. [84]

YpoBeHns yoeauTeabHOCTH pekomMeHaanuii — C (ypoBeHb J0CTOBEPHOCTH I0KA3aTEJbCTB - 5).

KomMeHTapum: puck passumusi HedceramenvbHulx 3¢Qghekmos eo3pacmaem npu UHUYUAYUU
mepanuu, a makdyce Npu CMeHe Npenapamos UMMYHO2N0OVIUHA HeN08eKd HOPMANbHO20** 6
npoyecce nevenus. Menvuwuii puck nobouHvlx 3¢hghekmos umerom uz00CMoaapHvle npenapamel, da
makoice 20mogvle K 66€0€HUI0 pACMBOpbl NO cpagHenuro ¢ auoguiusamamu. Ilpu ucnonvzosanuu
HeCKONbKUX (QIAKOHO8 TUODUIUIUPOBAHHO20 Npenapama, puck nobouHvix s¢ggexmos sozpacmaem.
Takowce cnedyem yuumolgams, 4mo y HAYUEHMOE MOdicem Oblmb HEeNepeHOCUMOCHb HEeKOMOPbIX

KOMNOHeHmos npenapamos. [84]

[TanmenTam ¢ [I1]] ¢ npenMyIiieCTBEHHON HEIOCTATOYHOCThIO CUHTE3a aHTUTEN, HYKJAIOIUMCS B
MIPOBEJICHNN 3aMECTUTEIIHFHOM TEpaIiy MpernapaTaMyu MMMYHOTJI00YTMHA YeI0BeKa HOPMAIBHOTO**,
TUIT  TOCTHOKEHHUS A(MQPEKTHBHOTO KOHTPOJII HaJ HMHQPEKIIMOHHBIMH  3a00JICBAaHUSMH  HE
PEKOMEHyeTCsl MCIIOJIb30BaTh Mpenaparsl, coaepxaiire menee 95% IgG B cBoeM cocraBe (u/ wiH

HE JICKJIapupyroIue 3Toro B cBoeit uHctpykuun) (Ilpunoxenne A3.5). [70,90,91]
YpoBeHb yOeaUuTeJbHOCTH PpeKOMeHAauMii — A(YPOBEHb I0CTOBEPHOCTH I0KA3aTeJIbCTB - 2).

[Tarmenram ¢ 1M /] ¢ mpenmyImecTBEHHOM HEAOCTATOYHOCTBIO CUHTE3a aHTUTEIL, HYKIAOIIUMCS B
MPOBEJICHNU 3aMECTUTEILHOMN TEpaNuu MpernapaTraMu UMMYHOTJIOOYJIMHA YeJI0BEeKa HOpMaabHOTro™*
PEKOMEHYeTCS HCIOJb30BaHUE MPENapaTroB C pacmpenencHueM mojakiaaccoB IgG, Omm3kuMm K
(U3HOTOTHIECKOMY, KOTOpPOE JIOJDKHO JEKIApHpPOBATHCA B HMHCTPYKIMHW K TIperapary, s

JOCTHKEHUSI KOHTPOJIs HaJ nH(eKIMoHHbIM ipotieccoM ([Tpunoskenue A3.5). [63,68]
YpoBenb yoeaureabHoCcTH pekoMeHaauuii — C (ypoBeHb J0CTOBEPHOCTH J0KA3aTEJbCTB - 5).

[Tanmentam ¢ 11M/] ¢ mpenmyniecTBEHHONM HEOCTATOYHOCTHIO CUHTE3a AaHTUTEN, HYKIAIOIIUMCS B
MPOBEICHUM 3aMECTUTEIBHOM TEepanmuy HWMMYHOTJIOOYJIMHOM YeJOBEKa HOpMalbHBIM**, He
PEKOMEHIYETCs UCII0JIB30BaTh Ipenaparsl, HE MPOXOAAIIUE IIPU POU3BOICTBE dTAIbI JIIMMUHALUN
napBoBupyca B19 u KOHTpOJIb €ro HaJM4YMA B IUIa3M€ JOHOPOB M KOHEUYHOM MPOAYKTE (WU HE

JeKJIapupyloiue 3Toro B cBoeit uHcTpykimn) (ITpunoxenne A3.5). [87]
Yposensb yoeaureabHoCcTH pekoMeHAanuii — C (ypoBeHb 10CTOBEPHOCTH J0KA3aTEJbCTB - 5).

KommenTapum: napsosupyc B19 cnocoben 6vi3vieams msoicenvie HapyuleHusi Kpo8emeopetus, Ymo

MOdKCem cmamb CMepmenbHO ONACHbIM oclodcHeHuem y nayuenmosg ¢ [IH]]. [88-90] Tax xax



UMMYHO2IOOYIUH 4eN08eKa HOPMANbHLIUL™™* saensiemcs npenapamom  Kpo8u, ¢ e20 B88edeHuem
CONpsdICeH PUCK Nepeoadu MpancMUCCUBHBIX UHGEKYULl, MOJIbKO MHO20CMYNEeHYambylil npoyecc

INUMUHAYUYU 8UPYCOB NO3BOJISICH CBECMU K MUHUMYMY 803MONCHOCIb NOOOOHBIX 0cn0dcHeHul. [85].

[TanmenTam ¢ 1M/ ¢ npenMyIecTBEHHOM HEJOCTATOYHOCTBbIO CUHTE3a aHTUTEN, HYKIAIOIIKUMCS B
NPOBEICHUU 3aMECTUTEIBHOM TEepanuy HMMYHOTJIOOYJIMHOM YeJoBeKa HOpMalbHBIM**, He
PEKOMEHYETCsl MCIOJb30BaTh IIpenaparsl, HE YKa3bIBAIOLIHUE COAepKaHue IgA, Mg CHUKEHUS

pHUCKa pa3BUTHs TSOKETbIX aHadunakTuueckux peakiuit (IIpunoxenne A3.5). [85,91]
YpoBens yoeauTeabHOCTH pekoMeHaanuii — C (ypoBeHb J0CTOBEPHOCTH I0KA3aTEJbCTB - 5).

[MTammenTtam ¢ [11]] ¢ npenMy1ieCTBEHHON HEJOCTATOYHOCTHIO CHHTE3a aHTUTEIL, C BRICOKUM PUCKOM
pPa3BUTHS TOYEUHOM HEIOCTATOYHOCTH (BO3pacT crapiie 65 JeT, movyeuHas HEAOCTaTOUYHOCTh B
aHaMHe3, CeICHUC, TmpueM HePOTOKCHUHBIX IMpenapaTroB, OOE3BOKMBAHWE OpraHU3Ma,
napanpoTeuHEMUs1) W/ WK 3a00JIEBAaHUSIMU CEPICYHO-COCYIMCTON CUCTEMBI H/WIIA C TIOBBIIICHHBIM
pUCKOM TpoMO0IMOOIMYeCKUX 3a00JI€BaHMM, HYXIAIOMUMCS B TPOBEICHUU 3aMECTUTEIbHOM
TEepanuud TpenaparaMd  HMMYHOTJIOOYJIMHA  4YeJOBEKa HOPMalbHOTO**,  pexoMeHmyercs
ucnonb3oBath 10% pactBopel BBUI™** (ana ymenblieHus o0bémMa BBOJIMMOUN KUAKOCTH) HIIA

[TKUT™** ¢ uenpro CHUKEHUS Pa3BUTHS PUCKA HEXKENATEIbHBIX ABJIECHUM. [92]
YpoBenb yoeauteabHOCTH pekoMeHaanuii — C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEJbCTB - 5).

KoMMeHTapum: y aIMEeHTOB C MPEACYIIECTBYIONUMHI 3a00I€BAHUSMU MTOYEK 1PeOnoUmumenbHo
ucnonvzosarue BBUI™* co cmabunuzamopom manomo3soti. [93]

[Tarmenram ¢ [T /] ¢ mpenmyIeCTBEHHONM HEAOCTATOYHOCTHIO CUHTE3a AHTUTEIN, HYKIAFOIIMMCS B
MIPOBEJICHNUU 3aMECTUTEIILHOM TEepaIuu npernaparaMu MMMYHOTJIO0YJIMHA YeJI0BEeKa HOPMAJIBHOTO**,
C 3aTPyJAHEHHBIM BEHO3HBIM JOCTYIIOM (OCOOEHHO JIETSIM) PEKOMEHayeTcs ucnoiab3oBaTh [TKMAT**
C TIETTBI0 00ECTICUCHHS TEXHUICCKOW BO3MOYKHOCTH PETYJISIPHOTO TIPOBEICHUS TEPAITUU U CHIDKCHHS

HETaTUBHBIX TOCEACTBUM JIs maruenTa. [71,94]
YpoBenb yoeauteabHocTH pekoMeHaanuii — C (ypoBeHb JO0CTOBEPHOCTH J0KA3ATEJbCTB - 5).

[TarmenTam ¢ [T1]] ¢ npeumyIiieCTBEHHON HEIOCTATOYHOCTHIO CUHTE3a aHTUTE, HY KJIAIOIIUMCS B
MIPOBEICHUN 3aMECTUTEHHOM TepaIuy MpenapaTaMiu UMMYHOTJI00YJIMHA YeJIOBEKa HOPMAIbHOTO™* ¥,
C pa3BUTHEM CUCTEMHBIX PEaKIUii MPpU BHYTPUBEHHOM BBEJICHUM B aHAMHE3€ PEKOMEH/I0BaHa CMEHA
npenapata BBUI'™** unu ucnons3oBanue [IKUT ** ¢ nenbio CHUKEHUS pUCKA TSKEIBIX CHCTEMHBIX
peakiuil. [95]

Yposens yoeaureabHocTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH J0KA3aTEJbCTB - 5).

[Tanmentam ¢ 11M/] ¢ mpenmymecTBEHHOW HETOCTATOYHOCTBIO CUHTE3a aHTUTEN, HYKIAIOIIUMCS B
IIPOBEICHUU 3aMECTUTENBHON TepaIiuu NpenapaTaMyu UMMYHOTJI00yJIMHA YeTI0OBEKa HOPMAIbHOT0™**,
c mioxoil mnepeHocumocthio BBUI™** B anamnHe3e npu HEBO3MOXKHOCTH CMEHBI Ipernapara
UMMYHOTJI00YJIMHA YeJIOBEKa HOPMAJILHOTO**C IIeNIbl0 YIIYUIICHHs] MEPEHOCHUMOCTH HH(Y3UU

PEKOMEHIOBAHO COOIIIO/IEHUE CIEAYIOUIUX MTPABHIL:



0 cHmxeHue ckopoctu uHPy3un (At BBUT™** 5 u 10 %): naunnate co ckopoctu 0.01 mu/kr/Mmun
(0.5— 1wmr/kr/mMun), nocreneHHo noBbimas (kaxaele 15 - 30 mun) o 0.02 mu/kr/mun, 0.04
MJI/KT/MHFH,

0.06 mur/kr/muH u 10 0.08Mmi1/kr/mMuH (4 — 8MI/Kr/MuH),

npeMCcaInKanus C HCIIOJIB30BAHHUECM HCCTCPOUIHBIX MNPOTHUBOBOCIAIUTCIIbHBIX n
IMPOTUBOPCBMATHYCCKUX IIPCIApPATOB, AHTUTHUCTAMHMHHBIX CpPC€ACTB CHCTEMHOI'O ,I[GﬁCTBH)I,

KOpPTUKOCTEpOU0B cucteMHoro aerctus (cI'’KC)

0 Tperujaparanus #HaTpus XJaopuaoM** 3a 30 MuHyT 110 BBeieHus npenapara (500 M B3pociibiM

u 10-20 mu/kr Maccel Tena netsam). [71]
YpoBens yoeauTeabHOCTH pekoMeHaanuil — C (ypoBeHb J0CTOBEPHOCTH I0KA3aTEJbCTB - 5).

[Tammenram ¢ IIMJI ¢ 1OpenMylIECTBEHHOM HEIOCTATOYHOCTBIO CHHTE3a AaHTUTEN, C
COMYTCTBYIOIIMMHU 3a00JIEBAHUSIMHU, COMPOBOXKIAIOIIMMUCS ToTepelt Oenka (HedpoTUYECKHiA
CUHJPOM, SHTEPONATHEN), HYKIAIOUUMCS B IPOBEJCHUU 3aMECTUTEIbHON TEpANUU MpenapaTaMmu
MMMYHOTJIOOYJIHA YeIOBEKa HOPMaIBHOTO** pekomeHayeTcs ucmoias3oBath [IKUT** ¢ menbro

6onee apdexTuBHOrO MOAEepKaHUs 1eneBoro yposHs 1gG.[73,97,98]
YpoBenb yoeauteabHOCTH pekoMeHaanuii — C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEJbCTB - 5).

[Taumentam c¢ [IM]] kaTeropuuecku HE PEKOMEHAYETCS HCIOJIb30BAHUE HMMMYHOTJIOOYIMHA
YyesnoBeka HopMaibHOro** nns BHyTpumsbiiieunoro (MI'BM**) BBepenust nisi 3aMecTUTEIHHOM

Tepanuu.[98,99]
YpoBenb yoeauteabHocTH pekoMmeHaanuii — C (ypoBeHb JO0CTOBEPHOCTH J0KA3ATEJbCTB - 4).

Kommentapumn: MI'BM™** neaghghekmusnvl uz-3a 8b1coko20 ypoeHsA UHAKMUEAYUU Npenapama 6

Mecme 88e0eHUs U HU3KOU cucmemuou buooocmynnocmu. [68,98,99]

3.2 IIpopunakruka u/uim repanus UHGPEKUMOHHBIX POSABJICHUN

Hayuenmam ¢ IIH ¢ npeumywecmeenHol HeOOCMAMOYHOCMbIO CUHME3d  AHMUMen

AHMUOUOMUKOMEPAnust MOXNCem OblMb HA3HAYEHA 6 Ude 3 PeHCUMOB:
- Kypcom ons newenus obocmpenus;

Humepmummupyrowas — npoguiakmuueckas —aunmubuomuxomepanus  (KOpOmMKuMu  uu
ONIUMENbHbIMU KYPCAMUL);

Ilepcucmupyrowas npoguiakmuueckas aumubuomuxomepanus (NONCUSHEHHBIL  NpuUem
AHMUOAKMEPUATLHBIX NPENAPAMO8).

YV nayuenmos ¢ 6onee maxcenvimu opmamu IIHJ] ¢ npeumyuecmeennot HedocmamouHoCmvio

cunmesa anmumen (OBUH, acammaznodynunemus, evipasicenHoe cHuxcenue colgopomouruvlx 1gG u



IgA npu nopmanvhom/nosvluentom yposne IgM u nopmanvrom Koauwecmee B-xnemok, (eunep-M))
AHMUOAKMEPUATbHASL MEPANUs HA3HAYAeMCsl 8 OONOJIHEeHUE K 3aMeCmMUmenbHol mepanuu npu Haiuyuu
XPOHUYECKUX 04a208 UHpexyuu (8 cryyae HeKOHMPOIUPYEMO20 UHDEKYUOHHO20 Npoyecca ciledyem
peuiams 80npoc 00 yeeauueHuu O003bl U/UAU H4ACMOMbl 66€0CHUs NPEenapama UMMYHO2I00YIUHA
YyesnoseKka HOpMAnbHo2o). Jlns nayuenmos ¢ Oonee neckumu gopmamu IIH]] ¢ npeumywecmeennou
HeOOCMamoyHOCmblo CuHme3a awmumen (MpPAH3UMOPHASL SUNOAMMAA00YTUHEMUS, CEeeKMUGHDBLLL
IgA oedpuyum, oedpuyum nooxnaccoe IgG, dedpuyum cneyugpuueckux awmumen npu HOPMAILHOM
VPOBHE UMMYHO2NI00VIUHOB U HOPMATbHOM KOAuvecmee Baumpoyumos) anmubaxmepuaivhas mepaniisi
A6Is1eMest mepanuetl Nepeotl IUHUU U MOJILKO 6 Cyuae UHGEKYUOHHO20 NPOYECCd, HEKOHMPOIUPYEMO20
AHMuUOAKMepUuaIbHol mepanueti (6 MoM HUCIe 6 NePCUCUPYIOWeM pexcume) Modcem Ovblmb

paccmMomper 80Npoc 0 HA3HAYeHUU 3amecmumensHou mepanuu. 3]

[MTammenram ¢ 1IN]] ¢ npenmyieCTBEHHOW HEJOCTATOYHOCTHIO CUHTE3a AHTUTEII PEKOMEHYETCS
paHHee Ha3HAYeHUWE M TMPOBEJICHHE KOMOMHUPOBAHHBIX M  MPOJIOHTHPOBAHHBIX KYPCOB
AHTUMHUKPOOHOU TepaInu, MPOTUBOBUPYCHON U MPOTUBOTPUOKOBOM TEPAITUH C TIEIBIO IO CTHKCHHS

s dextuBHOrO KOHTpOIs Hax uHpekuusamu (Tabmuua 2). [3,100]
YpoBennb yoeauteabHocTH pekoMeHaanuii — C (ypoBeHb JOCTOBEPHOCTH 0KA3aTEJbCTB - 5).

KommenTapum: nposedenue Kypca  anmubaxmepuanrvHou — mepanuu €O CMAHOAPMHOU

NPOOOINCUMETILHOCTBIO MOJIcem Oblmb HedOCMAamoyHo 0s daumunayuu 603o6youmens. [3,100]

[TanmenTam ¢ [T ]] ¢ npenMy1iecTBEHHOM HEJOCTATOUHOCTHIO CUHTE3a aHTUTEJ MPU HEI0CTATOYHOM
KOHTpOJie  MH(PEKIMOHHOTO TMpoIlecca PEKOMEHIYeTCsl Ha3HaueHue NpodHiIakTUuecKon
AHTUOAKTEPHAIBHON TEparuu TPOJOJDKUTEIHPHBIMA WM KOPOTKUMH KypcaMHu JiJIsi KOHTPOJIS

nHpexnrmonnoro nporecca (Tadmauma 2).[3,100]
YpoBenn yoeauteabHocTH pekoMenaanuii — C (YpoBeHb JOCTOBEPHOCTH I0KA3ATEJILCTB - 5).

KommenTtapum: npu smux ¢hopmax IH]] yawe 6ceco docmamouro nposedenuss uHmepmummupyowetl
npogurakmuieckou aHmubuomuxomepanuu (npenapam, 003upoKa U nPoOOIHCUMELIbHOCb Mepanuu
onpeoensaiomcs jaedawum epavom). B cayuae, eciu obocmpenuss UHDEKYUOHHLIX 3a00.1e6aHULL

npoucxodﬂm 6 OI/lpeaeJZeHHblI:Z CE30H, HA3HAYAIOMmMCcs CE30HHblE KYPCbl anmu6u0mu7<omepanuu.

Taoumua 2. IIpopuinakruueckass antudOunoruxkorepanus.[3,100]

o npenapar etu B3pocnble
AHTMBaKTEepUanbHbIi penap A P

CUCTEMHOro AeNCTBUS

B ciyuae HeapPpeKTUBHOCTH WM TUIOXOW MEPEHOCUMOCTH JAaHHBIX PEXKUMOB, MOXKET OBITH BBIOpaH

0001 Ipyroit aHTHOAKTepUaIbHBINA MpenapaT CUCTEMHOTO JCHCTBUS.



AHTMOaKTEpPUaNbHbIN
CUCTEMHOIO AenCcTBuUS

npenapat

detn

B3apocnble

#
AMokcmumnnnH+[KnasynaHos
as kucnortal**

10-20 Mr/kr maccel Tena 1 nnm 2 pasa / aeHb

500-1000 Mr 1 nnn 2 pasa B AeHb

# Ko-TpuMokcason
[CynbdameTokcazon+TpumeTonpum]**

5 Mr/Kkr maccol Tena B AeHb UK 2 pa3a B AeHb
exxenHeBHO UNK 3 AHS B Heaesnto

5Mr/kr B pAeHb uam 3 pasa B
Heaento (no KIMHUYECKNM
nokasaHusMm

Xk
#A3UTPOMMLIMH 10 Mr/kr maccel Tena 1 pa3 B Hegento unam 5 500 mr 1 pa3 B Hegento nan 250
Mr/ Kr MaccCbl Tena yepes AeHb 3 AHS B HeAento MI yepes3 AeHb 3 pasa B Heaesto
ko
#KnapuTpomMmumH 7,5 Mr/Kr Maccbl Tena B ieHb unm 2 pasa B 500 Mr B A€Hb MAK 2 pasa B AeHb
OeHb
#OOKCULUMKANH** 100 mr 1 vnmn 2 pasa B AeHb

[etam crtapwe 8 net
25-50 Mr 1 nnu 2 pasa B A€eHb

MHransiunmoHHble opmbl aHTMBaKTepManbHbIX NpenapaToB CUCTEMHOIO AENCTBUS

#TobpaMnumnu**

[eTtam ctapwe 6 net n B3pocnbiM: 300 Mr 2 pa3a B AeHb, Kypc 28 agHen, 28 aHen

nepepbiB 1 T.A4.

3.3 Tepanust nposiBJeHM UMMYHHOU JUCPeryJJasiuu

Memoovl neyenus UMMYHHOU Oucpe2yIayuu uUMelom O02PaHUYeHHylo 0oKazamenvHylo 6aszy (8

coomeemcmeuu co wkaramu oyeuxu Y/ u YPP) no npuuune omcymcmeus NOCEAUCHHbIX UM

KAUHUYECKUX UCCTe008AHUIL. He@3upaﬂ HA 5moO, OHU A6JIAIONCA HeoOX00UMbIMU  DJIeMEeHmMAaMU OJis

MAaKmuku JjedeHus, maxk Kak oonee 3¢phgexmusnvie U OOKA3AHHblIE MemoOobl He pa3padbomauvl 6

Hacmosuee 6pem:i. Hpu 6bl60pe MAaKmuKuy 6e0eHUs U mepanuu Cﬂe()yem ydumuleams, 4nio y nayuernma

mocym ObIMb HecmaHdapmeze nposeileHus 60.7183Hu, a makdice couemanue 0O0JE3HU C dpyeuMu

namoJsiocusimu,

ONMUMANbHOU MAKMUKU JIeYeHUSL.

umo Moodkcem OUKmoBamsv HeoOX00UMOCMb USMEHEHUL 6 ajlieopumme ebz60pa

4. MeauIUHCKAs peaduInuTaAus, MeIUINHCKHE
NMOKA3aHUSA U NMPOTUBONMOKA3AHUSA K IPUMEHEHU IO

METOJ0B peaduJIuTAIMH

JICUCHHUC

CanaTopHO-KypOpPTHOE

no npoduIo  OCIOKHEHUH

[Tcuxonornyueckas peabMIIUTALINS U COITMAIbHAS a/IalTaIls

OCHOBHOTO  3a00JieBaHUA.




S. IllpoduiaakTuka ¥ AUCIIAaHCEPHOe HAOJII0AeHME,
MEIUIMHCKUEC MOKA3AHUSA U MPOTUBOMOKA3ZAHUS K
IPUMEHEHUI0 METOA0B NPOPMIAKTUKHA

Memooom  nepuHamanvbHo20 U  paHHe20  NOCMHAMANLHO20  CKPUHUHZA  HACIe0CMBEHHbIX
a2amMmaznooyIuHeMutl, MmpaH3umopHoU UN02amMmMa2i00yIuHeMuy 0emcKo20 603pacma, HeKOmopvlx
Gopm eunep-IgM cunopomos u OBUH ¢ pannum oebromom sensiemes onpedenerue TREC (T-cell
receptor excision circles) u KREC (kappa-deleting recombination excision circle) 6
Mazkaxomneuamkax. JlawHvlii Memoo no38oisem OCYWecmenams CKpUHUHZ NayueHmos OJisl

VenybieHH020 UMMYHo02uYecko2o oociedosanus. [101-103]

Becem mammentam ¢ [IMJ] ¢ nOpeuMylIeCTBEHHOM HEIOCTATOYHOCTBIO CHHTE3a AHTUTEI
PEKOMEHIyeTCsl TPOBE/ICHUE €KET0THON BaKIIMHAIIMU MPOTUB BUpPYyca rpunmna (MHaKTUBUPOBAHHOMN
BaKIIMHOI ), IMMYHU3aIUsl BAKIIUHON JIJIsl TPO(PUIAKTUKY THEBMOKOKKOBOM MH(MEKIIMK ¥ UH(DEKIIHIA,
BbI3bIBaeMbix Haemophilus influenzae tun b muist mpoduiakTHKY 3apaskeHUs] STUMU BO30OYIUTEIISAMH.
[104-107]

YpoBenb yoeautebHOCTH pekoMeHaanuii — C (ypoBeHb I0CTOBEPHOCTH I0KA3aTeJIbCTB -5).

KOMMeHTapI/II/I: npednoqmumeﬂbﬂo UcnoJjibzoeadHue KOHb}OZZ/lpO@aHHle u aa’biOGGHWZHle 6AKUYUH.
[104-107]

[Tanmentam ¢ OBHWH, arammarnoOynuHemuei, rumnep-IgM cuUHAPOMOM HE PEKOMEHIYETCs
WCIIOJIb30BaHUE JKUBBIX BAKIMH ISl PEIOTBPALIECHUS PUCKA PA3BUTHUS BAaKIIMH-ACCOLMMPOBAHHOIO

MH(EKIIMOHHOTO Mpoliecca Wik BUpycoHocutenbeTa. [104—108]
YpoBenb yoeautebHOCTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH JI0KA3aTeJIbCTB -5).

KommeHTapum: npogedenue ummyHuzayuu SaAKYUHOU NPOMUE 8EMPSAHOU OCNbl, BAKYUHOU 05
NPOPUIAKMUKY NAPOMUMA, NPOMUBOKOPEBOU 8AKYUHOU, BAKYUHOU NPOMUE KDACHYXU B03MONCHO,
ecau yposenvb CD4+ > 500xn/mm3 y 63pocavix, > 1000 kn/mm3 y oemeti om 1 0o 6 nem, > 1500 xi/
mm3 y demeti 0o 1 2o0a.| 104,108]

Bcem nanuentam ¢ qeuIMTOM M30THUIIA UMMYHOTJIO0YJIMHOB WM AS(PUIIMTOM JIETKUX IeTel npu
HOpPMAaJIbHOM KoJIndecTBe B-muM(poIMToB peKOMEHy€eTcsl IPOBEAEHUE BAKIIMHALIMYA B COOTBECTBUU

¢ HamumoHanbHBIM KalleHAapeM MPHUBUBOK i1 MPOPUIAKTUKA HH(EKIMOHHBIX 3a00JIeBaHUM.
[104,105,108]

YpoBeHb yoeaurebHOCTH pekoMeHAauuii — C (YpoBeHb 10CTOBEPHOCTH I0KA3aTEJbCTB -5).

Pexomennyercs  BakuumHamms — OkpykeHuss mnagueHtoB ¢ I[IMJ] ¢ npeumyiiecTBeHHOU
HEJIOCTaTOYHOCTBEO CUHTE3a AHTUTEI C LEJIbI0 CHUKEHHS PUCKA 3apaKeHUsI BAKLIUHOYTPABIISIEMBIMU
uHpexmsamu. [104,108]

YpoBenb yoeautebHOCTH pekoMeHaanuii — C (ypoBeHb J0CTOBEPHOCTH I0KA3aTeJIbCTB -5).



KoMmmeHnTapum: 6 nian saxyunayuy KOHMAaKmMHuIX iUy OOAHCHO 8XOOUMb. NPOBeOeHUe BAKYUHAYUU
N0 KaneHoapio (eciu He Oblio Npo8edeHo parnee), NPoBedeHUe exHce200HOU 8AKYUHAYUU NPOMUE
supyca epunna (UHAKmu8UpOBAHHOU BAKYUHOLL), UMMYHU3AYUSL 01 NPODUIAKIMUKU NHEBMOKOKKO0BOU
unghexyuu u ungexyuti, evizvisaemvix Haemophilus influenzae mun b. J\na eaxyunayuu oxpyosicenus
nayuenmos c ITHJ] ¢ npeumywecmeennoii He0oCcmamouHOCmvlo CUHmMe3a anmumen NPOMmue 8UPYCo8
2pUnna u NOIUOMUETUMA NPenapamamil 8b100pa AGNAIOMC 6AKYUHHbIE NPenapamsl, cooepaircaujue
gupyc NOIUOMUETUMA — MPEXGALEHMHbBIL  UHAKMUBUPOBAHHBIU yenouvlti U

8UpYC epunna uHaxmusuposanusiu yeavusiu. [104]



6. Opranunzanusi OKa3aHusl MeJIHIUHCKON MOMOIIHA

ITocne nocTaHOBKY AuarHo3a:

- [lammeHnTt ¢ yctaHoBieHHbIM nuarHo3oM [IM/[ ¢ HEAOCTATOYHOCTHIO CHHTE3a AHTHUTEN JOJKEH
HaxXOJWTCS TOJ JAWCHAHCEPHBIM HAOJIOACHUEM Bpada MO MECTy JKHTEIbCTBA WM SBISTHCS JUIS
KOHTpoJIs Tepanuu. KpaTHOCTh HAOMIOACHUST ONPEACISIETCS UCXOAS U3 CTETICHU TSHKECTH TCUCHHS
3a00J1€BaHMs.

: HaLII/IGHTBI, noay4dJaromue 3aMCCTHUTCIIbHYIO TCPAIWIO, JOJKHBI HC MCHCC 1 pa3 roa npoxoauTb

O6CJ'I€IIOB3,HI/IC AJIT KOHTPOJIA Pa3BUTUS OCJIOKHEHUM.

- [TarmmenTs ¢ [TN /] ¢ HETOCTaTOYHOCTHIO CHHTE3a aHTUTEN JOJKHBI OBITh 00€CTICYEHBI IperapaTaMu
0a3ucHOW Tepanmuu (MMMYHOTJIOOYJIMHOM 4YeJoBeKa HOpMalbHOro** B HEOOXOauMOW m03e U

npenapataMu Jyisi KOHTPOJISI CHMIITOMOB UMMYHHOM JTUCPETYJISILINH).

6.1 IToxazanuga AJ19 NJIAHOBOW IrOCIIUTAIU3ALUH

IEPBUIHOC YCTAHOBJIICHHUC [OWAIHO34 IIpU HAJIAYUKU CHMIITOMOB, XapPaKTCPHLIX JJIA HHZ[,
rocuvTalan3anysi B CIICHUAIIN3UPOBAHHBIC ICHTPLI ITIPU HCO6XOI[I/IMOCTI/I KOPPCKIMH TCpaIlliu,

JT00BIE  OCJIOKHEHUS, TPEOYIOIIME CTAllMOHAPHOTO JIeUeHUs (ayTOMMMYyHHbBIC, MaJMTHU3AIIMS,

SHTEPONATHUS U JP.).

6.2. IloxkazaHus 1Ji IKCTPEHHOU TOCIUTAIUZALNHA

COCTOHHHH, YIpOXKarouue )XKU3Hu U Tp66y101une 9KCTPCHHOT'O OKa3aHUsI MGHHHHHCKOﬁ ITOMOIIIH.

6.3 IloxkazaHus 1J1 BBHIMUCKHU MALMEHTA U3 CTAIMOHAPA

- Crabunm3anus COCTOSHUS;

: I[J'II/ITGJIBHOCTI) CTAIMOHAPHOI'0O JICUCHUA OIPCACILICTCA XAPAKTCPOM U TAKCCTHIO KIMHHUYCCKUX

NposiBICHUI NH(MEKIMOHHBIX U HEeMH(PEKINOHHBIX ocyioxxHenui [T/



7. lonosHUTEIbHAsA MH(popManus (B TOM YuCIe
(pakTOpbI, BJAMAKIINE HA UCXO0/ 3200 1eBaAHUS W
COCTOSIHMSA)

Huaenoz I[IH]] ¢ npeumyuecmgeHHol HeOOCMAmMOYHOCMbIO CUHME3d AHMUMeN He A811emcsl
NPOMUBONOKA3aHUeM K OepemenHocmu u pooam. Heobxooumwvl payuoHaibHvie NOO2OMOBKA U
KOHMpPONb ~ OepeMeHHOCmU, O0COOeHHO 8  cayuae HAauyusi Y  HAYUEHMKU  MAHCeN020
HEKOHMPOIUPYEMO20 UHDEKYUOHHO20 Npoyecca UlU CEpbe3HbIX OCNodCHeHul. Buibop memooda

pooopaspeuieHus - o aKyuepCcKum noKA3AHUsIM.

bepemennbm xkenmuuHam ¢ IIMJ] ¢ npeMMylieCTBEHHOM HENOCTATOYHOCTBIO CUHTE3a AHTUTEIN
PEKOMEHJIyeTCsI ~ COBMECTHOE  BeJeHHEe  OepeMeHHOCTH  Moj  HaONoJeHMeM  Bpaya-

aJuIeprojorauMMYHOJIOTa U Bpada-aKylllepa-ruHeKoJI0ra JAJisl CHUKEHUST pucka ociokHeHui. [109]
YpoBeHnsb yoeaurebHOCTH pekoMeHaaumnii C (YpoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB - 5).

bepemennpim xenmuHaMm ¢ I[IMJl ¢ nmpemMyIleCTBEHHOM HENOCTATOYHOCTBIO CHHTE3a AHTUTEN
PEKOMEHyeTCsl TINATENbHBIA KOHTPOJIb MH(PEKIMOHHOTO Mpolecca Hjsi CHWKEHHUS pucKa

MepUHATAIBLHBIX OCHOKHEHUM. [109]

bepemennbim mnanuentkam c¢ [IM]] ¢ npeumyiecTBEHHON HEAOCTAaTOYHOCTHIO CHHTE3a AHTUTEN
PEKOMEHIyeTCsl YBETUYCHHE 03I MpernapaTa UMMYHOTTIOOyJIMHA YeJIOBEKa HOPMAabHOTO* ™ is
3aMECTUTENIbHOM TEepanmuu C IeJbl0 TNPO(UIAKTUKU pPAa3BUTHA HH(PEKIIMOHHBIX OCIIOKHEHHH.
[71,110-112]

YpoBeHb yoenuTeabHocTH pekoMenaanuii — C (YpoBeHb JOCTOBEPHOCTH /I0KA3ATEJIbCTB - 4).

KommenTapum: neodoxooumocms ysenuuerus 003bl 00)ClO6IEHA YBeIUUEeHUEM 6ecd NAYUEeHMKU,
eemoounoyuell U nepeoadell Yacmu UMMYHO02N00yIuHo8 niody mpancniayenmapno. [113] /loza u
uUHmMepsan 66edeHuUsi N0OOUPAemcst UHOUBUOYAIbHO C YUEemMOM NPempanc@y3uoHHOU KOHYEHMpPayuu
IgG, uacmomwvl uHGEKYUOHHBIX NpOYecco8, HANUUUAL HEUHDEKYUOHHBIX OCIONCHEHUll, 6ecd
nayuenmku. [71,110-112]

bepemennbim manuentkam ¢ I[IM]/] ¢ nmpenMyIecTBEHHOM HEIOCTATOYHOCTBHIO CHHTE3a aHTUTEI B
ClIyyae MpOBEIACHUS PpOAOPA3PEIICHMs] IyTEM OIEpaluu KecapeBa CEUEHUs PEKOMEHIYETCs
MPOBOJUTH KypChbl aHTHOAKTEpUaNbHON Tepanuu JIMTEIbHOCThIO B 2—3 pa3a MpeBbIIIAONIeH
NPOAOKUTENBHOCTh CTAaHIAPTHOM aHTHUOAKTEpUAIBbHON Tepanmuu y UMMYHOKOMIIETEHTHBIX
OOJIBHBIX C LIEJBI0 NPOQUIAKTUKN Pa3BUTHA MHPEKLINOHHBIX OCJIOKHEHUH B MOCIIEONEPAIOHHOM

nepuoie. [109]

YpoBenb yoeaureabHOCTH pekoMmeHaauuii — C (ypoBeHb 10CTOBEPHOCTH J0KA3aTEJbCTB - 5).



Kpurepuu oieHKH Ka4yecTBa MEAMUMHCKOU MOMOIIMA



Kputepumn kayecrtsa OueHka

BbIMOJIHEHUSA

MaumMeHTy C KJIMHWUYECKMMM TMpU3HaKaMmMu, xapaktepHbiMm ans  [WO ¢ npenMylecTBeHHOM Oa/Het
Hef0CTaTOYHOCTbIO CUHTE3a aHTuTen, BbIMNOSIHEHO nposeaeHne nccnenoBaHus YpOBHS
UMMYHOr106ynnMHOB

A, G, M B KpoBM

MauneHTy C rmnoraMMarnobynmHemMmnen n arammarnobynHemMmen npoBeaeHo nccnegosaHme CD19+ RAa/Het
numdounTos
o o Oa/Het
MaumeHTy c runorammarnobynumHeMuen u aramMMmarnobynMHeMuer npoBeAEeHO WCCNef0BaHUS YPOBHS
CD3+, CD4+, CD8+, CD16+/56+ numdoumMTOB B KPOBU
Oa/Het

MaunenTy ¢ NMUL Cc NpenmMyLwecTBEHHON HeAO0CTAaTOYHOCTbD CMHTE3a aHTUTEN AMArHOCTMKa BMPYCHbIX
MHdeKun nposeaeHa Mmetoaom [MLP

MaumenTy c NMNO Cc NnpenMyLwEecTBEHHON HEAOCTAaTOYHOCTbIO CUMHTE3a aHTUTEN MPOBOAATCS perynsipHble [Oa/HeTt
nabopaTopHble nccrenoBaHusl He pexe 1 pa3a B 6 MecsiLeB:

o] Obwnii (KNMHMYECKMA) aHanm3 KpOBW pas3BEpPHYTbIM C nerkouutapHon dopmynon n COD
(CKOpOCTb 0OCeaaHMNsl SpUTPOLUTOB);

o] O6wnii (KAMHNUYECKNIA) aHann3 Mouu;

o] AHann3 Kposu bBmoxmmmyeckunin obuietepanesTnyeckmin (obwmn 6enok, 6enkosble dpakuumn,

MouyeBMHa, KpeaTuHuH, ACT (acnapTtaTaMmumHoTpaHcdepasa), ANIT (anaHMHamuHoTpaHcdepasa), TN
(rammarntoTammnTpaHcnenTuaasa), JIAr (naktagerngporeHasa), 6unnpybuH obwmii, rnokosa)

MauneHTy c runorammarnobynvHeMumein wunmM aramMmarnobynvHeMuen, MnoslyyatroleMy 3aMecTUTENbHYHO Aa/Het
Tepanuid WMMYHOr/I06yIMHOM YesioBeKa HOpMasibHbIM, MPOBOAUTCS €XeMeCsiYHOe WuccrefoBaHue
npeTpaHchy3nOHHOro ypoBHSA IgG B KpOBU 0 AOCTMXKEHUSA LLeIEBOr0 YPOBHS
MaumeHTy € runorammarnobynuMHeMmmen wamM arammarnobynvHeMumen, Mnony4darowweMy 3aMecTUTENbHYH Ra/Het
Tepanui WMMYHOr06yIMHOM 4enoBeKa HOpMasbHbIM, MOC/e AOCTMXKEHMS LeneBoro ypoBHs IgG
NpoOBOAUTCS WCCNeAoBaHWe npeTpaHcdy3nMOHHOro ypoBHS IgG B KpoBM He pexe 1 pasa B 6 Mecsiues

[da/Het

MaumeHTy ¢ NMNO Cc NnpenMyLeCcTBEHHON HEeAOCTAaTOYHOCTbIO CUHTE3a aHTUTen BbiNosiHeHO KT opraHos
rpyAHOM MOSIOCTM B MOMEHT MOCTAHOBKW AMarHo3a C Lefibio CBOEBPEMEHHOW AMArHOCTUKM OCIOXHEHUN

MaumeHty ¢ OBWH npoBeaeHo Y3U (ynbTpa3ByKOBOE WCCIeAOBaHWe) AOCTYMHbIX OCMOTpY Oa/Het
nMdaTMYecKux y3noB, OpraHoB 6pPHOLLHON MOIOCTM HA MOMEHT MOCTaHOBKW AMarHo3a u He pexe 1 pasa
B roa

Y HeTt
MauneHTy c MU c NnpeMMyLecTBeHHOM HeLOCTaTOYHOCTbIO CMHTE3a aHTUTEN NPOBOANTCS KOHCYNbTaums Ra/He

Bpaya-anneprosiora-MMMyHoJsiora He pexe 1 pasa B rog

MauneHty ¢ arammarnobynumHemmen / OBWH / runep-IgM cuHApPOM C NpeMMyLLECTBEHHOM Oa/Het
HEeNOCTAaTOYHOCTbD  CUHTE3a  aHTUTesN NpoBOAMTCSA  BBeAEeHWE WMMYHOr/I00y/MHa  4enoseka
HOpManbHOro**
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IIpuiaoxkenue Al. CocraB padoyeid rpyninbl no
pa3padoTKe U MEePecCMOTPY KIMHUYCCKHX
peKoOMeHIanuu

Ustensl pabodeit TpyIIb:

l.

AGpamoBa HMpuna HwukonaeBHa — amieprojor-uMMYHOJIOT, K.M.H., OTJAEJIEHUE HUMMYHOJOTHUU
OI'bY «HMUILL AI'OU um. Imutpust PoraueBa» Munznpasa Poccuu

Baxnsapckas Cpernana CepreeBHa — aIeprojor-uMMYHOJIOT, K.M.H., Bpad OTAEJICHUs
KimHn4eckor ummyHostoruu u pesmatosiorud OCII PIKb ®I'AOY PHUMY um. H.U. [Tuporosa
Munsapasa Poccuu, accucteHT Kadenpbl KIMHUYECKOW UIMMYHOJIOTHH MEAMKO-OHOJIOTHYECKOTO
¢akynpreta DI'AOY PHUMY um. H.W.ITuporosa Munszapasa Poccuu

Nnbuna Haranes MBaHoBHa — BHIlE-TIpE3UAEHT POCCHIICKONW accolMalyy ajuieprojoroB U
knuHndeckux ummyHosoroB (PAAKU), n.m.uH., mpodeccop, 3amectutens aupektopa DI'BY

«['HI Uuactutyt nmmynonorum»y ®MBA Poccun no kiananYeckoit paboTte — riiaBHbIN Bpau

Konaparenko Mpuna BagumoBHa — 1.M.H., mpodeccop, 3aBeAyrolias OTAeJIEHUEM KIMHUYECKON
ummyHosioruu u pesmarosiorur OCII PIKb ®I'AOY PHUMY um. H.M. ITuporosa Mun3zapasa
Poccun, npodeccop kadenps! KIMHUYECKOW IMMYHOJIOTUN METMKO-OMOIOrMYEcKOro (hakybpTeTa
OI'AOY PHUMY um. H.M. ITuporosa Munsapasa Poccun

Ky3pmenko Hatanbst BoprcoBHa — 3aB. OT/1. SNUASMHUOJIOTHA 1 MOHUTOPUHTa UMMYHOIe(DUITUTOB
OI'bY «HMUIL JAI'OM wum. J[Imutpus PoraueBa» MunsapaBa Poccuu, K.M.H., Bpau

AJJICProJOruMMYHOJIOT, TIICaAUuaTp

JlateimieBa Enena  AnekcaHapoBHa —  BEOyIIMM  HAy4yHBI  COTPYJHHMK  OTHAEJICHUSA
uMMmyHomnarojoruu B3pocibix GI'BY «'HI MuctutyT nmmynonorun» ®MBA Poccun, a.M.H.,
noueHt kadenpsl Knmauueckas ummyHnosoruu (axynprera Mb® I'OY BIIO PHUMY wuwm.

IIuporosa

JlateimieBa TatbstHa BacunbeBHA — 1.M.H., podeccop Kadeapsl KITMHUISCKON aJIePrOJIOTHH 1
nvmmyHoaorud OITJIO MI'MCY, 3aBeayronuii OTAEIEeHHEM UMMYHOIIATOJIOTMU B3pocibix OPI'BY
«'HII MuacTtutyT mmmyHonorunm» ®MBA Poccun

Manro Mpuna AnekcasApOBHA — HAYYHBIN COTPYIHHUK OTAECIEHUS HMMYHONATOJIOTUU B3POCIIBIX
OI'BY «I'HL UucTuTyT nMMyHosorun» ®MBA Poccun

[Tamnypa Anekcanap HukomaeBud — PyKOBOAMTENBL OTAENA AJUIEPTOJOTHH U KIMHHUYECKON
ummyHosiornn OCIT «HUKUW nenmatpum umenu akagemuka lO.E.Benstumesa ®I'GOY BO
PHUMY wum. H.U. ITuporosa Munzapasa PO, 1.m.H., mpodeccop.



10.

11.

12.

13.

14.

[Iponeyc Anmpeit IlerpoBuu — a.M.H, mpodeccop, rnaBubii menuatp KB Ne 9 umm. I'.H.
Cnepanckoro. 3aBenyromuid kadenpoil KIMHUYECKOM HMMMYHOJOTHH HerocymapcTBeHHOTO
00pa3oBaTEIbLHOTO YACTHOTO YUPEKACHHS JTOTOIHUTEIHHOTO MPO(ecCHOHaILHOr0 00pa3oBaHus
«BpIcmass MeaUIMHCKAas 1IKOJIa», TJIaBHBIA BHEIITATHBIA JAETCKUM ajuieproyior-uMMmyHosior M3

MOCKOBCKOH 001aCTH.

®omwuna Jlapes CepreeBHa — K.M.H., JIOIEHT, JOIEHT Kadeapsl KIMHUYSCKON MUMMYHOJIOTHH U
ameproyioruu ®I'AOY BO «Ilepsoiit MI'MY um. .M. CeuenoBa» Munzapasa Poccun, riiaBHbIA
CIEUUAIIMCT aJuieproyior-uMMmyHosior JlemaprameHnTa 3apaBOOXpaHeHUs Topoaa MOCKBBI,
pykoBoauTEN, MOCKOBCKOIO TOpPOJCKOr0 Hay4dHO-IpakTuyeckoro lLleHTpa amteprosoruun
nMmyHoJorun I'BY3 «I'Kb Ne 52 J[3M»

lepbuna Anna HKOpseBHa — A.M.H., mnpodeccop, 3amecTuTeNnb aupekropa HMHcTtutyTa
reMaToJIOTUH, MMMYHOJOTMM M  KJIETOYHBIX TEXHOJIOTMM, 3aBEAyIOIIas  OTACJIEHUEM
ummyHosioruu ®I'bY «HMULL AT'OU um. {mutpus Porauesa» Munzapasa Poccun

Uysupos Jlenuc I enHaaueBny — K.M.H, 3aB. OTAeIeHUEM nMMYyHomarojoruu aere ®I'bY «'HI]

Nuctutyt nmmynosorun» @MBA Poccun

Spues Muxaun HukonaeBnd — 1.M.H., mpodeccop Kapeapbl KIUHUYSCKON aJlJIEPrOJIOTHH H
nmmyHosorun OITJIO MI'MCY, B.H.c. oTaenenus ummyHornaroioruu aerteid @I'bY «['HI]

Nuctutyt nmmyHosoruny ®MBA Poccun



Ipuaoxkenue A2. Meroaosiorusi paspadorku
KJIAMHUYECKUX PeKOMEeH Al

Hpuaoxenue A2.1 IleneBast ayiuTOpusi JaHHBIX KINMHUYECKHX
PeKOMEeH{alui:

1. Bpau-akyuIep-ruHEKOOr;

2. Bpayd-aJIeprojaor-uMMyHOJIOT;

3. Bpau-racTpO3IHTEPOJIOT;

4. Bpay-reHETUK;

5. Bpay-AepMaTOBEHEPOJIOT;

6. Bpau-JIETCKUI XUPYPT;

7. Bpad-1a00paTOPHBIA T€HETHK;

8. Bpau-HEOHATOJIOT;

9. Bpau o0MIeH MPaKTUKH (CEMEHHBIN Bpay);
10.Bpa4-0TOPUHOJIAPUHT OJIOT;
11.Bpau-nieguartp;

12.Bpau-mieguaTp TOPOACKOH (paliOHHBIN);
13.Bpau-nequaTp y4acTKOBBIN;

14.Bpay o rurueHe aeTe U NoAPOCTKOB;
15.Bpau no rurueHe Tpyaa;

16.Bpau o oO11eil rTurueHe;

17.Bpau mpueMHOTO OTJEIEHUS;
18.Bpau-cTomaToJior;

19.Bpay-cToMaToIOT IETCKHIA;

2(.Bpad-cTOMATOJIOT-OPTOIIET;



21. Bpau-cTOMAaTOJIOT-TE€PAIIEBT;

22. Bpa4-CTOMAaTOJOr-XUPYPT;

23. Bpau-TeparnesT;

24. Bpau-TepareBT NOJIPOCTKOBBIN;

25. Bpau-TepaneBT y4aCTKOBBII;

26. Bpau-TepaneBT y4acTKOBBIN IIEXOBOI'O BPaueOHOI0 y4acTKa;
27. Bpau yHKIIMOHAIBHON TUAarHOCTHKHY;

28. Bpau-xupypr;

29. Bpau-4earOCTHO-IUIEBON XUPYPT;

Hpuiaoxenue A2.2 Merogosorust paspadoTki KIMHUYECKUX PEKOMEHAaunu

2 unena paboueit rpynnsl (JlateimeBa Enena AnekcanapoBHa u Manro Mpuna AnexkcanIpoBHa)
HE3aBUCUMO JIPYT OT JAPYyTa BBIMOJHSIIA CUCTEMAaTUYECKUN TOMCK U OTOOp MyONMKAIMii HE3aBUCUMO

apyr ot apyra ¢ 01.08.2019 mo 23.09.2019. TTouck npoBoauiics B mouckoBoit cucteme PubMed

(http://www.ncbi.nlm.nih.gov/pubmed/), KokpanoBckoii oubnmorexe
(http://www.cochranelibrary.com/), HAay4YHOU AJIEKTPOHHOMN OMOIMOTEKE eLIBRARY .ru
(http://elibrary.ru/defaultx.asp), Oaze JIAHHBIX EMBASE

(https://www.elsevier.com/solutions/embasebiomedicalresearch), a Takke mo perucTpam KIMHHYECKAX
ucneiTanuii:  https://clinicaltrials.gov/ u https://www.clinicaltrialsregister.eu/ctrsearch/search. bsino

Haiineno 250 myOnukanuii, 1 U3 HUX ObUTO oToOpano 118 myOnukanuii. B cmydae BO3SHHMKHOBEHHUS
pasHoryIacuii mpu oTOope MyOJUKAIMKM TPUBIEKAINCh OCTAJIbHBIE WIEHbI paboueld Tpynmbel. Ha
OCHOBaHUM OTOOpAaHHBIX MyOIMKaIUil 00a JKcrmepTa HE3aBUCUMO APYT OT Jpyra chopmyrnupoBaiiv
TE3UC-PEKOMEH/IAIINHU, KOTOPhIE OB OIICHEHBI C TIOMOIIBIO KAl OIIEHKH YPOBHS JOCTOBEPHOCTHU
JI0Ka3aTeIbCTB M METOJIOB TMATHOCTHUKH, OIICHKUA YPOBHEH NTOCTOBEpHOCTH Joka3zarenbcTB (Y ) ans
METOZIOB  MPOPWIAKTUKH, JieueHus U  peadbwiuraumd  (IpoQUIaKTUUECKUX,  JIEUEOHBIX,
peabMINTAllMOHHBIX BMEIIATEIHCTB), OIEHKH YPOBHEHW yOeautenbHOCTH pekoMmeHnanuid (YVYP) mnsa
METOJI0B  NPO(UIAKTUKH, JTUArHOCTUKH, JIeYeHHs U peabwiutauuu  (IpoUIaKTUYECKHX,
JUArHOCTUYECKHUX, JICUEOHBIX, peaduInTamoHHbIX BMemarenabcTB). (IIpunoxenune 1, [punoxenue 2,
[Tpunoxenue 3) B manpHeiimeM Kaxaas Te3uc-peKOMEeHIaus Oblia TIAaTeTbHO 00CYXKIeHa Ha 001IeM

coOpaHuu paboyeil rpyIIibl, 0 BCEM CIIy4asiM pa3HOTIacuil ObUT JOCTUTHYT KOHCEHCYC.

[puiaoxenunel. Illkana oueHku ypoBHeHl gocroBepHOCTH aAokazartenscTB (Y /) mis mertonos

JMArHOCTUKHU (TMarHOCTUYECKUX BMEIIATEIHCTB)



yoa PacuudpoBka

2 OTaenbHble UccnenoBaHUsl C KOHTPOeM pedepeHCHbIM METOAOM WM OTAENbHblE PaHAOMU3MPOBAHHbIE KIIMHMYECKME
nccnenoBaHMa M cuctemaTmyeckme o0630pbl nccnefoBaHmin Noboro AmsanHa, 3a UCKIIYEHUEM PaHAOMU3UPOBAHHbBIX
KITIMHUYECKMX UCCneaoBaHUi, C MpUMEHEHMEM MeTa-aHaausa

3 NccnepoBaHus 6e3 mnocnenoBaTenibHOrO KOHTPOMsS pedepeHCHbIM MeTOAOM WM UcCnenoBaHust € pedepeHCHbIM
MeToAOM, He ABAAKLWMMCS He3aBUCMMbIM OT WCCeAyeMoro MeToAa WM HepaHAOMU3MPOBAHHbIE CpaBHUTENbHblE
nccnenoBaHmus, B TOM YMC/E KOFOPTHbIE UCCeAoBaHuUS

4 HecpaBHUTeNbHblE UCCNeA0BaHMUS, ONUCaHNE KITMHUYECKOro cryYas

5 NmeeTcs nuwb 060CHOBaHME MeXaHW3Ma AeNCTBUS UM MHEHME SKCNepToB

yaan PacwudpposBka

1 . o
Cucrtematnyeckme 0630pbl MCCNeAOBaHW C KOHTpPONieM pedepeHCHbIM MEeTOAOM WM cucTeMaTuyeckun o063op
pPaHAOMU3NPOBAHHbLIX KIIMHUYECKUX UCCIeA0BaHNIi ¢ MpUMEHeHNeM MeTa-aHanmsa

IIpuno:xkenune2. Illkana OLIEHKHM YpPOBHEH JH0OCTOBEpHOCTH nokazatenbcTB (YJ) ansa meronos

NpoPWIAKTUKY, Je4eHus W peadunmutanuu (mpoduiIakTUYeCKuX, Je4eOHBIX, pPeadMINTAMOHHBIX

BMEIIIATEIHCTB)

yaan PacwudpoBka

1 CucremaTtmnyecknin 063op PKU ¢ npumeHeHneM MeTa-aHanumsa

2 . .
OTpenbHble PKU 1 cuctematuyeckme 0630pbl uccnegosaHui noboro gmsanHa, 3a uckidennem PKU, ¢ npumeHeHneM
MeTa-aHanmsa

3 HepaHaoMM3npoBaHHbIe CpaBHUTENbHbIE UCCIeA0BaHNSA, B T.4. KOFOPTHbIE UCCNeA0BaHMS

4
HecpaBHuTenbHble UCCNeAOBaHWS, OMUWCaAHUE  KIMHUYECKOro Ciyyas WAuM  Cepun  CnydaeB, UCCNefoBaHus
«CNYYaNKOHTPOSb>»

5

MMeeTca nuiib 060CHOBaHME MexaHuM3Ma [AeNCTBMA BMellaTenbCTBa (AOKIMHUMUYECKME WCCNEefoBaHMA) WM MHeHue
3KCNepToB




IIpunoxenue3. Illkana oneHku ypoBHEH yoOemutenpbHOCTH pexomeHpanwii (YVYP) mis meronos
NpOPWIAKTUKY, JTUATHOCTHKH, JIEYEHUS U peadbunurtanuu (MpopuiIaKTUYECKUX, TUATHOCTUYECKHUX,

ne4eOHbIX, peadMIMTAlMOHHBIX BMEUIATEIbCTB)



YYP PacwmdpoBka

A CunbHass pekoMeHaaums (Bce paccmaTpuBaeMble KpuTepun 3PheKTUBHOCTM (MCXOAbl) ABAAKTCS BaXHbIMKU, BCe
nccnenoBaHns UMEKT BbICOKOE UIN YA0BIETBOPUTENIbHOE METOA0/I0MMYECKOe KayecTBO, X BbIBOAbI MO MHTEPECYOLWUM
ncxoaam sIBASKOTCS COMacoBaHHbIMMN)

B
YcnoBHas pekoMeHaaums (He BCce paccMaTpuBaeMble Kputepuun 3pdeKTUBHOCTU (MCXOAbI) SIBASIIOTCS BaXKHbIMU, HE BCe
NCCnefoBaHNs UMEKT BbICOKOE WM yAOBNETBOPUTENIbHOE METOAO0NIONTMYECKOE KayeCcTBO W/WAM WX BbIBOAbI MO
WHTEPECYIOLNM UCXOAaM He SABMSAIOTCS COrflacoBaHHbIMM)

C

Cnabas pekomMeHgauuna (OTCYTCTBVIE AO0Ka3aTeNNbCTB HaANneXalwlero KadecTtBa (BCE pacCMaTpuMBaEMbIE KpPpUTEPUN
3d)d)eKTVIBHOCTVI (VICXO,EI,bI) ABNAKTCA HEBAXXHbIMU, BCE UCCeq0BaHNA MMEKOT HU3KOE MEeTOoA0/1I0rm4eckoe Ka4ectBo N nx
BbIBOAbl NO MHTEPECYHOLWNM NCXOO4aM HE ABJIAKOTCA COFJ'IaCOBaHHbIMVI)

Ipuioxenne A2.3 Ilopsiiok 00HOBJIEHUSA KIMHUYECKUX PEKOMEHIAIMH.

Mexanu3m OOHOBIIEHUS! KIMHUYECKHMX PEKOMEHAALMN MpeaycMaTpUBaeT HX CUCTEMATHUYECKYIO
AKTyaJIM3alMI0 — HE PEXKE YEM OJIMH Pa3 B TPU I'0J1A, & TAKKE MPHU MOSABICHUU HOBBIX JAHHBIX C [IO3ULIMU
JI0Ka3aTeIbHON MEIUIIMHBI 1O BOMPOCAM JAMATHOCTHKHU, JCUCHHs, MPOOUIAKTUKU W peadHInTaluu
KOHKPETHBIX 3a00J1€BaHUl, HAIMYUU OOOCHOBAHHBIX JOIOJIHEHHI/3aMeUaHuil K paHee YTBEPKAECHHBIM

KP, HO He yaiie 1 paza B 6 mecs1eB.

Ipuaoxkenue A3. CnpaBoyHble MAaTePHAJIbI,
BKJIIOYAas COOTBETCTBHUE NMOKA3AHUU K NIPUMEHCHUIO U
NPOTUBOINOKA3AHUM, CIIOCO0O0B NIPUMMEHECHUS U /103
JIEKAPCTBEHHBIX MPENapaToB, HHCTPYKIIUH 110
NPUMEHEHHUIO JIEKAPCTBEHHOI0 mpenapara

Hpunoxkenue A3.1 cBsI3aHHbIE JOKYMEHTHI

1. Ilpukaz MuHHcTepcTBa TpyJa W comuanbHOW 3amuThl PO "O kmaccudukanusx U KPUTEPHSX,
UCIOJIb3YEMbIX IPHU OCYIIECTBICHUU MEIUKO-COIMANIBbHON SKCIEPTU3bl TpaxaaH (eaepaibHbIMU
rOCY/IapCTBEHHBIMHU YUPEXKACHUSIMHU MEIMKO-COLMAIBHONW sKkcnepTu3bl’ oT 27 aBrycra 2019 r. N
585H (BcT. B cuiy c 1 suB. 2020r.)

2. ®enepanbHbiii 3ak0oH OT 25.12.2018 No 489 489-®3 «O BHeceHuM W3MEHEHHM B cTaThio 40
®denepanpHOro 3akoHa "OO 00s3aTeTbHOM MEIUIIMHCKOM cTpaxoBanuu B Poccuiickoit deneparun"
u ®Oenepanbubiil 3akoH "OO OCHOBAaX OXpaHbl 3/10pOBbs TpaxaaH B Poccuiickoil @eaepauuun” 1mo

BOIIpOoCaM KIIMHUYCCKUX pCKOMCHﬂaHHﬁ>>.



3. Ilpuka3z MunzapaBa Poccum Ne 103n0T 28.02.2019 1. «O0 yTBEpKIEHUU MOPSAKA U CPOKOB
pa3paboTKu KJIMHUYECKUX PEKOMEHJAlUi, MX TMEepecMoTpa, TUIIOBOM (QOpPMBbI KIMHUYECKHUX
peKoMeHAaIui U TpeOOBaHMM K MX CTPYKTYPE, COCTaBY M HAYIHOU 00O0CHOBAaHHOCTH BKJIFOYa€MOM B

KJIMHUYECKHUE PEKOMEHIAIMH HH(OPMALIUN.

4. ITpuka3z Munznpasa Poccun ot 13.10.2017 N 8041 "O0 yTBep>KACHIUM HOMEHKIATYPhI MEIUIIMHCKUX

yeayr".

5. ITpuka3z MunucrepctBa 3apaBooxpanenuss Poccuiickoin @enepanuu (Munsnpas Poccun) ot 20
nexadps 2012 r. N 1183u r. Mocksa "O06 yTBepknennn HoMeHKIaTyphl JOIKHOCTEH MEAUITMHCKUAX

pabOTHUKOB U (PapMaleBTHUECKUX PAOOTHUKOB'".

6. [Ipuka3z MuHucTepcTBa 3[paBOOXpaHeHUs U cCOLMAIBHOTO pa3BuTusi PO ot 16 anpesnst 2012 r. N366H

"O6 yrBepxkaenuu [lopsiaka okazaHus neguaTPUICCKON TOMOTITH"

7.1lpukaz MunuctepctBa 3apaBooxpaneHuss P®  "OO yrBepxknaenmm Ilopsaka oxazaHus
METUITTHCKOUTIOMOIIM OOBHBIM C BPOXKIACHHBIMU U (WMJIM) HACIEACTBEHHBIMU 3a00JIeBaHUSMU" OT
15 Hos10ps 2012 r.

Ne 917n.

8. 'ocymapcTBEHHBII peecTp JEKapCTBEHHbIX cpeAcTB: https://grls.rosminzdrav.ru

9. Ilocranosnenue [IpaBurensctBa PO ot 29 mapra 2018 r. Ne 339 “O BHeceHHH U3MEHEHUH B

[IpaBuiia npu3HaHUS JIMLIA UHBATUIOM
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OCHOBAHHAafl HA BbISIBJISIEMOM reHeTu4yeckoM aedexre. [10]



@opma N never Wacnegonannn | MKB-10
ATP6AP1 pednumt ATP6AP1 X-cuenneHHbIN D83
ARHGEF1 pedwnumnt ARHGEF1 AP D83
SH3KBP1 (CIN85) aedpununt SH3KBP1 X-cuenseHHbIn D83
SEC61A1 pedumumnt SEC61A1 Al D83
RAC2 pedwnumt RAC2 AP D83
AedurunT MaHHO3U-onurocaxapua rniokosumaassl (MOGS) MOGS AP D83

Bbipa>xeHHOEe CHMXXeHUue CbIBOpPOTO4YHbIX IgG u IgA npm HOp

1a7IbHOM/MOBbILWWEHHOM 'pOBHe IgM M HOpMaJsibHOM

konunuyecrtse B-knetok, (rmnep-IgM cmHapom c IOA HeAOCTaTOUHOCTbIOHTE3a aHTUTes)
npeuMyLlecTBeH [

AID peduumt AICDA AP D80.5
UNG gedunumt UNG AP D80.5
INO80 INO8O AP D80.5
MSH6 MSH6 AP D80.5

Aedvunut M30TUNA MAM NEerkux uenei MMMYHOrno6ysiMHoB
HOpManbHOM Konunuyectee B-numdpouutos

UAN CHMXKEeHne pyHKUum J)HaJIbHOMN aKTUBHOCTH npum

MyTaunu U geneumn THXeNbiX uenen MMMyHornobynnHoB MyTaums wiamn AP D80.8
xpomocomHas HAE/1eUNA
14932
OedvunT Kanna-uenu IGKC AP D80.3
[Oednumnt nogknaccos IgG HeussecTteH HeussecTteH D80.8
CouetaHue geduumnta IgAc gedunumtom nogknaccos 1gG HewnssecteH HewnssecteH D80.8
CeneKkTUBHbIN IgA ﬂ,erVlLl,VlT HewunsBecTteH HeunsBecTeH D80.2
aedbuunTt crneunduyecknx aHTUTEN TMpU  HOPMASIbHOM  YPOBHE Hev3sBecreH HeusBecreH D80.6
WMMYHOr106y/IMHOB M HOPManbHOM Konun4yecTse B-nnmdountos
TPaH3UTOpHas rmnoramMmarnobynnHeMms AEeTCKOro Bo3pacTa HeunsBecteH HeunsBecteH D80.7
CARD11 GOF CARD11 AD GOF D80.8
cenekTuBHbIN aedbunumt IgM HewnssecteH HewnseecteH D80.4




[puiaoxenue A3.3. Bakuunsl, 1octynubie B P® s nuarnoctuxku MU/ ¢
NMpeuMyIeCTBEHHON HEOCTATOYHOCTHIO CHHTEe3a aHTUTeJ. [38,114]



MukoBbIi
Konnuecrso
BakuuHa AHTUrEeH ypoBeHb

Ao3
aHTUTen

BakuuHa ansa npoduiakTMKM MEHMHIOKOKKOBOW MH(eKLuun cepoTuna Monncaxapua | 1 2-4
A, nonncaxapuaHaa** Heaenu
BakumHa ANs NpodUNaKTUKM MEHMHIOKOKKOBbIX MHeKunii ceporpynn | De10K 1 2-4
A, C, W, Y, nonucaxapuaHasi, KOHbOrmpoBaHHaa** Heaenu
AHaATOKCUH AN TEPUAHO-CTONGHAYHDbIN * * Benok 2.3

Heaenn

Ipunoxkenne A3.4. npumep taprerHoi naneau NGS st IMarHOCTUKHU
IHepBuuHbIX UMMYHOAepUIUTOB. [47,48]

ACP5, ACTB, ADA, ADAMTS13, ADAR, AGA, AICDA, AIRE, AK2, ALG13, AMN, ANKI,
ANKRD26, AP3B1, APOL1, ATM, BLM, BLNK, BLOC183, BLOC1S6, BRCA2, BRIP1, BTK,
C1QA, C1QB, C1QC, CIR, C1S, C2, C3, C4A, C4B, C5, C6, C7, C8A, C8B, C9, CARD14, CARD?,
CASP10, CASPS, CCDC103, CCDC39, CCDC40, CD19, CD247, CD27, CD3D, CD3E, CD3G, CD40,
CD40LG, CD46, CD55, CD59, CD79A, CD79B, CD81, CDSA, CDAN1, CEBPA, CEBPE, CFB, CFD,
CFH, CFHR1, CFHR3, CFHRS5, CFI, CFP, CHD7, CIITA, CLEC7A, COLEC11, CORO1A, COX4I12,
CR2, CREBBP, CSF3R, CTC1, CTSC, CUBN, CXCR4, CYBA, CYBB, CYCS, DCLREIC, DHFR,
DKC1, DNAAF1, DNAAF2, DNAAF3, DNAHI11, DNAHS, DNAII, DNAI2, DNALI, DNM2,
DNMT3B, DOCKS, DSG1, DTNBP1, EGLN1, ELANE, ENTPD1, EPAS1, EPB42, EPOR, ERCC2,
ERCC3, F10, F11, F12, F13A1, F2, F5, F8, FADD, FANCA, FANCB, FANCC, FANCD2, FANCE,
FANCF, FANCG, FANCI, FANCL, FAS, FASLG, FCGR2B, FCGR3A, FCGR3B, FCN3, FERMT3,
FGA, FGB, FGF10, FGFR2, FGG, FOXN1, FOXP3, G6PC, G6PC3, G6PD, GATA1, GATA2, GFII,
GIF, GIC2, GP1BA, GP1BB, GP9, GTF2HS5, HAX1, HBA1, HBA2, HBB,

HBD, HFE, HPS1, HPS3, HPS4, HPS5, HPS6, HYDIN, ICOS, IFNG, IFNGR1, IFNGR2, IGLLI,
IKBKG, IL10, IL10RA, IL10RB, IL12B, IL12RBI1, IL17F, IL17RA, ILIRN, IL2, TL21, TL21R,
IL2RA, IL2RG, IL36RN, IL7R, INSR, IRAK4, IRF8, ITCH, ITGA2B, ITGB2, ITGB3, ITK, JAK2,
JAK3, KLF1, KMT2D, KRAS, LAMTOR?, LIG1, LIG4, LPIN2, LRRC6, LRRC8A, LYST, MAGTI,



MAN2B1, MANBA, MASP1, MASP2, MASTL, MBL2, MC2R, MCM4, MEFV, MLPH, MPL,
MPO, MRE11A, MS4A1, MTHFD1, MVK, MYDS88, MYH9, MYO5A, NBN, NCF1, NCF2, NCF4,
NCSTN, NFKBIA, NHEJ1, NHP2, NKX2-5, NLRP12, NLRP3, NMES, NOD2, NOP10, NRAS,
ORAI1, PALB2, PCCA, PCCB, PDGFRA, PEPD, PIGA, PIK3CD, PIK3R1, PLCG2, PLG, PMM2,
PMS2, PNP, PRF1, PRKDC, PRPS1, PSENEN, PSMBS, PSTPIPI, PTPN11, PTPRC, PTRF,
RAB27A, RAC2, RAD51C, RAGI, RAG2, RASGRP2, RBM8A, RECQL4, RFX5, RFXANK,
RFXAP, RMRP, RNASEH2A, RNASEH2B, RNASEH2C, RNF168, RPL11, RPL35A, RPL5, RPS10,
RPS17, RPS19, RPS24, RPS26, RPS7, RSPH4A, RSPH9, RUNX1, RUNX2, SAMHDI, SBDS,
SEC23B, SEMA3E, SERPINCI, SERPINE1, SERPING1, SH2B3, SH2D1A, SH3BP2, SKIV2L,
SLC29A3, SLC35A1, SLC35C1, SLC37A4, SLC39A4, SLC46A1, SLC4A1, SLX4, SMARCALI,
SP110, SPINKS5, SPTA1, SPTB, SRP72, STATI, STAT3, STAT5B, STIM1, STK4, STX11, STXBP2,
TAP1, TAP2, TAPBP, TAZ, TBK1, TBX1, TCF4, TCIRG1, TCN2, TERC, TERT, THBD, TICAMI,
TINF2, TIRAP, TLR3, TMC6, TMCS8, TNFRSF11A, TNFRSF13B, TNFRSF13C, TNFRSFIA,
TNFRSF4, TRAF3, TRAF3IP2, TREX1, TTC37, TYK2, UNC119, UNC13D, UNC93B1, UNG,
USBI1, VHL, VPS13B, VWF, WAS, WIPF1, WRAP53, XIAP, ZAP70, ZBTB24

Hpunoxkenue A3.5 TpedoBanus, npeabsiBisieMblie BcemupHoO# opranusamue
3apaBooxpanenus u EBponeickoit papmakoneei, FDA k coBpeMeHHBIM
npenaparaM MMMYHOIJIOOYJIMHA YeJI0BEeK HOPMAJIbHOIO.

TpeGoBanus k npoueccy Npou3BoJACTBA:

- Hu na stane QpakmuoHnpoBaHus, HM HAa (PUHAIBHOW CTaJUU PAacTBOpa B MPOIIECC MPOU3BOJICTBA

BBUI™** He momxHBI 100aBIATHCS aHTUMHUKPOOHBIE KOHCEPBAHTHI,

- CrabunpHOoCcTh BBUI™* nomkna OBITH MOKa3aHa COOTBETCTBYIOIIMMHU HMCCIEIOBAHUSIMHU BO BPEMsI

pa3paboTKH mpenapara;
- [IpenapaT He TOJKEH TPOSBIATH TPOMOOTEHHYIO (ITPOKOATYJITHTHYIO) aKTUBHOCTB;

- MeToa mpou3BOACTBA IOJDKEH COJIEPKATh HECKOJIBKO CTA/IMU yAaJCHHsI 1 HHAKTUBAIIUU U3BECTHBIX
BO3OyauTeneit nHpekuit ¢ 1nenpio odecrnedeHns: 0e30MacHOCTH MpernapaTa B OTHOIICHUU Tepeadn

uHpexmm;

BBUI'** nomken wusroraBnuBathcsa u3 Mmiasmbl Oonee 1000 mg0HOPOB;
TpebGoBaHus K colepPKaAHNIO NIpenapara:
- YpoBens pH npenapara 101KeH COOTBETCTBOBATH 3asBICHHOMY U COCTaBIIATH 4-7,4;
- OcmonsnmpHOCTh HEe MeHee 240 MOCMOJIB/KT;

- YpoBeHb raMMario0yaIuHoB He MeHee 95 %;



- Coneprkanue numepoB U MoHoMepoB IgG nomxHo ObITh He MeHee 90% oOmiero coaepxanus 1gG;

pacnipenenenue mnoxakiaccoB IgG  BBUI™*  momkHO OBITH yKa3aHO W COOTBETCTBOBATH

(U3HOTOTUYECKOMY;

- CopepxaHue arperatoB JoJKHO ObITh He Oosiee 3 % obmiero coaepsxkanus 1gG;
- Tutp anTu-A/B H30reMarratOTHHUHOB AOKEH ObITh MeHee 1:64;

- Coneprxanue IgA nomxHO ObITh YKa3aHO U ObITh HE OOJIbILIE 3asIBICHHOTO;

- AKTHUBATOp NpeKAIMKpENHa T0KEeH ObITh He Oosee 35 ME/mu;

: AHTI/IKOMHJleMeHTapHaSI aKTHBHOCTB: CBSI3bIBaHHE KOMILIeMeHTa He 0oiiee 50 % (1 TeMOJIMTHYCCKAas

equauiia CHS50 Ha 1 Mr umMmMmyHOTII00yTHHA);
- [IpemapaT 10mkeH UMETh (PYHKITMOHAILHO HEMOBPEKAeHHBIN Fc-pparmenT;

- [Ipenapar goKeH coliepKaTh MUHUMYM 2 TUIIA aHTUTEN (K BUpycaM U OaKkTepHsiM) —, 17151 KOTOPBIX
MMEIOTCSI MEXKIYHAPOIHbIE ATAJOHbI, KOHIIEHTPAIUsl aHTUTEN J0JDKHA ObITh B 3 pa3a BhIIE, YEM B

VCXOJHOM IYyJI€ T1a3MBbl;

- Ilpenapata He moimkeH conepkath: HBsAg, antutena k Bupycy BUY (Bupyc mmmyHoxaeduimra
4esioBeKa), antutena K Bupycy remnarurta C; - CTepuiabHOCTh B OTHOILICHUN OaKTepui;

- Antutena k HBsAg — ne menee 0,5 ME nHa 1 r uMmMmyHOTo0ynusa;

- YpOoBEeHb HIOTOKCUHOB JIOJDKEH ObITh He Oosiee 5 ME/mn anisa 5%-x npenaparos, u ve 6onee 10 ME/
MJT JUTsI TIpENapaToB ¢ cojiep:kanueM Oemnka 5-10%.[55,63-66]



IIpuiaoxkenue b. Aropurmsl 1eMCTBUH Bpaya

Ipuaoxenne b.1 Aaropurm nuarnocrtuku U/ ¢ nedpexrom rymopanbHOro
3BeHa UMMYHHUTETA



Hndermponssie 3a60.1eBaRwT (DETHABAPYIONIEE H TIkeltle GaKTepHANLARIE)

I

IgA, IgG, IgM, B kieTsH B HOpME B ABYX HOBTOPHEX HIMEDEHHIX

!

OueeETs T-KNeTOIHOE 3BEHO AIMMYHEETETa







Ipuioxkenue B. Ungopmanus 1y mamueHTa

[TepBuunsbnii ummynoaedunut (IIM]]) mpencraBisier coOoit BpOKIEHHBIE HApYIICHUS UMMYHHOU
cUCTeMBl. 3a00JieBaHHE NPUBOJUT K PA3BUTHUIO TSKEIBIX XPOHUYECKUX HH(DEKIuH, a Takke K
ayTOUMMYHHOMY M BOCHAQJIMTEIBHOMY IOPAXKEHUIO OPraHOB M TKaHed. Ha cerogHsmHuil n1eHb
BBISIBJIEHO MHOTO pa3HbixX GpopM [T1]], camoii pactipocTpaneHHON popMoiil (0COOEHHO Cper B3POCIIbIX )
sisietcs [T1]] ¢ HapymeHneM CHHTE3a aHTUTEN, CPeIr KOTOPBIX OCHOBHOE 3HAYCHUE MMEET OO0Ias
BapualenbHas uMMyHHas HepoctatouHocTh (OBMH). B ocHoBe pa3zButus 3THX 3a00JI€BaHUINA JIEKUT
HECMOCOOHOCTh UMMYHHOUM CHUCTEMBI (POPMUPOBATH aHTUTENA. AHTUTENA (WM UMMYHOTJIOOYIJIUHBI)
3TO 0CcOObIe OENIKH, KOTOpbIe MPOAYLHPYIOTCS OPraHU3MOM B OTBET HAa KOHTAKT C YY>KEpPOJIHBIMU
arentamu (MHQexusamMu). [I[poTuB kax10ro MHPEKIIMOHHOTO areHTa, C KOTOPHIM BCTPEYAETCS YEIIOBEK,

CUHTE3UPYETCS 0COOBI UMMYHOITIOOYJIMH, IOATOMY pa3HOOOpa3He X OYEHb BEIUKO.
Ecth 4 OCHOBHBIX THIIAa UMMYHOTJIOOYJTMHOB:

- UmmynornoOynun G (IgG) - sBisercs caMbIM cEU(PUUHBIM U UMEET CaMOe€ BBICOKOE CPOJICTBO K
BO30OyAUTENSAM HH(PEKIUNA. DTOT MMMYHOTJIOOYJIMH COCTaBIISIET OCHOBHYIO YacCTh AHTUTEN IUIa3MBI
3I0pOBOTO YenoBeka. MIMeHHO 3TOT UMMYHOTJIO0YJIMH UTPAET OCHOBHYIO POJIb B 3aIIIUTE OpTraHu3Ma OT

I/IH(bCKI_[I/IOHHBIX arC¢HTOB.

- UmmynornoOymun A (IgA) — urpaet Kiiro4eByro poib B MECTHOM UMMYHHUTETE. BeTpeuaeTcs B KpoBw,

CJIIOHE, ClIe3aX.

- UmmynornoOynua M (IgM) — urpaet oCHOBHYIO poJib IIPH MEPBOI BCTpeye ¢ HHPEKIHEH, B O0IbIIIeiH
CTETICHH CHHTE3MPYIOTCS Ha pPAaHHUX JTaraX HMMMYHHOTO OTBETa, MEHee CHEIU(pUUYEeH U MEHee

s dextuen B cpaBuenuu ¢ [gG. Mmeer 6omee kopoTKuii mepuo 1 noaypacmnana, uem [gG

- UmmyHnornoOynun E (IgE) — urpaer pons B (opMHpOBaHNN aJIEPTUYECKUX PEAKLMU, a TaKkKe B

3aIUTe OT Mapa3uTapHbIX Bo30yauteneit. Ero ypoBeHb B HOpMe OUeHb HU3KHUH.

VY nanuentoB ¢ OBUH 3nauutensHo cHukeH ypoBHM IgG u IgA (MHOrga BIUIOTH IO MOJHOTO
OTCYTCTBHUA), TaKX€ MOXKET OBITh CHIDKEH YpoBeHb I[gM. DTO mNpUBOAWT K TMOBBIIIEHHOM

MPEAPACIIONIOKEHHOCTU K NH(DEKIUSIM.
IIpuunHbl pasBuTHS 32001€BaHUS.

B 0onbpmMHCTBE Cily4yaeB BbIIBUTH IPUUUHY Pa3BUTH 3a0051€BaHus HE yAaeTcs. ToIbKO y He0OIbIIOTo
YHUClia TAlMEHTOB YJAeTCAd BBIIBUTh MYTAIlMI0 («TEHETUYECKYIO TOJIOMKY»), OTBETCTBEHHYIO 3a
pa3BuTHe 3a0oeBaHus. Takke OUEHb PEJIKO B CEMbE €CTh TOT, KTO enie 6osen OBUH wnu apyrumu

dbopmamu [1T1]J]. OBUH B paBHOI cTeneHu cTpagaoT MyKUMHBI U )KEHITUHBI.
Cumnromst OBUH

Bormpeku pacnpoctpaHeHHOMY 3a0JyKJACHHIO TiepBbie cumnToMmbl 3aboneBanus OBWH wmoryt

MMOABHUTBLCA HC TOJIBKO B ICTCKOM, HO K BO B3PpOCJIOM M JaXKC IMOKHUIIOM BO3PACTC.



Knunnueckue nposiBneHus 3adosieBanusi oueHb BapuadenbHbl. Hanbosiee TUIMYHBIE KIMHUYECKHE
nposisiieanss OBHUH — 5710 uH(eknuu BepXHUX W HIDKHHUX JbIXaTCNbHBIX IyTEH, a Takke
JIOPopranoB: OTUTBI, TOH3WUIMTHI, PUHUTHI, CHUHYCUTHI, JAPUHTUTHI, TPaXEUThl, OPOHXUTHI,
nHeBMOHMU. Ha crexyromeM MecTte MO 4YacTOTE€ HAXOJATCA HH(EKIMOHHBbIE 3a00JeBaHuUs
xenynouno-kumevyHoro tpakra (OKKT). Taxxe B KIMHUYECKON KapTUHE MOTYT NPUCYTCTBOBAThH
KOXHbIE HH(EKIUU, HNHPEKIUOHHbIE apTPUThl W JApyrue HWHOEKIUOHHBIC MPOSBICHHUS.
XapakTepHbIMH OCOOCHHOCTSIMHU 3THUX MH(EKIUHN SBISETCS 3aTSHKHOE TEUSHHE, YaCThle PELIUIUBBL,
OTCYTCTBHE OKuJaeMoro 3 ¢dekra oT mprueMa CTaHJAPTHBIX KypCOB aHTUOMOTUKOB MPU OTCYTCTBUU
npeapacrnoiararonmx (HakTopoB IS pa3BUTHUS TaKUX MPOSBICHUN (HapuMep, KYpeHusi, TSHKEIbIX

YCJIOBUH TPy[a).
[TomuMo uH(pEKIM MOTYT OBbITh U HEMH(EKIIMOHHBIE TPOSIBIICHUS:
VYBenuueHue B pazMepax IMMQPaTHYECKUX y3J10B, CEJIE3EHKH, IEYEHH;

Bocmnasnenue j1eroynov TkaHu HCHHQ)CKHI/IOHHOI;'I IpUpoOAbl - UHTCPCTULIUAJIbHAS JICTOYHAs 00JIE3Hb
(WJIb);

Hekazeo3Hbibie I‘paHynéMBI (BOCHaJII/ITCJIBHBIe Y3CJIIKU HGHH(bCKI_[I/IOHHOFO XapaKTepa) B JIET KHX,

JII/IM(i)aTI/I‘leCKI/IX y3J1ax, CCJIC3CHKE. OTH I'paHyJ€MbI OYCHDb ITOXO0KH HA I‘paHy.HéMBI IIpru CapKOUI03€;

YacTblit )I(I/I,Z[KI/Iﬁ CTyJ - Aauapesa, K KOTOpOﬁ MNPpUBOJAUT HEC TOJBKO HAINYUC I/IH(i)eKHI/IOHHBIX

BO30yAUTENEH, HO U Pa3IMYHbIe HEMH(PEKIINOHHBIE (BOCTIAINTEIbHBIE U Ay TOUMMYHHBIE) POIIECCHI;

CHIXEeHUE YPOBHSI OJHOTO WMJIM HECKOJBKHMX MOKa3zaTesied oOIero aHajanu3a KpoBU (SPUTPOIIMTOB,
TPOMOOITUTOB, HEUTPOPUIOB): MMMYyHHAass TPOMOOIIUTONEHUS, AyTOMMMYHHAas Te€MOJUTUYECKAS

AHCMMU, PCIKC HeﬁTpOHeHHH;

3nokauecTBeHHbIe HOBOOOpazoBanus. [lammentst ¢ [IM]/] ¢ HapymieHuemM cuHTE3a aHTUTEN UMEIOT
MOBBIMICHHBIN PUCK Pa3BUTHS 3JI0KAYECTBEHHBIX HOBOOOpa3oBaHMM, 0coOeHHO simMdpom. [Ipu 3Tom

PUCK pa3BUTHSI TUM(POMBI CYIIIECTBEHHO YBETUYUBACTCS C BO3PACTOM TMAIlMEHTA.
ITocTanoBKa fuar’o3sa

I[I/IaFHOB HI/II[ C HAPpYIICHUEM CHUHTC3a aHTUTCJI YCTAHABJIMNBACTCA HAa OCHOBAHWU JJAaHHBIX UCTOPUHN

00J1€3HH, OCMOTpAa U TAHHBIX Ja0OPaTOPHOTO 0OCIIEI0BAHUS.

[Ipn mono3penun Ha [11]] ¢ HapymieHreM CUHTE3a aHTUTEII B IIEPBYIO O4YEPEIb POBOJUTCS OLIEHKA
ypoBHenl IgA, IgG, IgM. IlonydeHHble mOKa3aTeau CPaBHUBAKOT C BO3PACTHBIMU HOpMamu. [[ns
MIOCTAHOBKM JIMAarHo3a HE0OXO0IMMO BBISIBUTH 3HauuTeNbHOE cHUkeHue IgA, 1gG npu aBykpaTHOM

U3MEPEHUMU.

Ha crnenyromem srane MCKIHOYAIOTCS pa3HOOOpa3Hble NPUYMHBI, KOTOPHIE MOIJIM IPUBECTH K
CHIDKEHUIO JTHX KJIACCOB MMMYHOIJIOOYJIMHOB (TPUEM TMpEenapaToB, HAJIWYUE HEKOTOPBIX

3a00JI€BaHM, B TOM YHCJIE 3a00JIeBaHUM, COMPOBOXKIAIONINXCS MOTEpel Oelika, OHKOJIOTHUECKUX



3aboneBanuii, BUY). Eciu Bce mnNpuumHBI HMCKIIOYEHBI, MPOBOJUTCS J00OCIETOBAHUE IS

OKOHYATEJIbHOM MOCTAHOBKU JUArHO3a (€ro 00beM ONpeIeIAeTCs JIeUaluM BpaduoMm).
Jleuenune

B ocnoBe neuenuss OBUH nexur 3amectuTenbHas Tepanusi HUMMYHOITIOOYJIMHOM 4YeJIOBEKa
HopmanibHbIM (MUI'), ocHOBHO 3a/1a4€il KOTOPO¥ ABJIETCS BOCIIONHEHUE HEJ0CcTaTKa coOcTBeHHBIX 1gG
y MalMEHTOB. JTa Tepanusi Mo3BoJsieT MPUOIU3UTh KaueCTBO U MPOAOIKUTEIBHOCTD KU3HU MallMeHTa

K 1M amM 3H0pOBOﬁ MOy JIAIH.

UTI" — 570 mpoayKT KPOBU, IPEUMYILIECTBEHHO cocTosuii u3 IgG, momyyaemslii U3 mia3mMbl OOJIBIIOTO
yrciia 3J0pPOBBIX JOHOPOB. DJTO obecneunBaer paszHooOpazue UIT u 3amurty oT OOJIBIIMHCTBA
MH(DEKIU, KOTOphle MOTEHUUAILHO MOXKHO BCTPETUTh B OObIYHOW xu3HU. [losTomy Tepanust UIT

OPUBOINT K TOMY, UTO MauueHT, crpanatouiuii [IN/], nepecraer yacto u Tsxkeno 00eTh.

NI moryT ObITh ipeiHa3HaueHsl s BHyTpuBeHHOTO (BBUI') 11 moakosxuoro (ITKUIT) BBenenus. o3y
npenapara onpezeseT Jieyalluii Bpad, UCXOs U3 Beca IMAlMEHTa, a TAKKE TKECTU KIMHUYECKUX

nposiBieHnit. Jlo3a He 1opKHA ObITH MeHblne, ueM 0.4 T/Kr Beca.

NMMyHOTroOynuHbI 1J11 BHYyTPUBEHHOTO BBEIEHUS, KaK MPaBUIIO, BBOJAT 1 pa3 B 3-4 Henenu, a Juist
oAKOXKHOTO — 1 pa3 B 1-2 Henenu. [Iponycku Tepanuu 1 yJIMHEHHE HHTEPBAJIOB MEXI1y BBEJICHUSIMHU
KpaliHe He)KeJaTeNIbHbI, TaK KaK IpernapaTr BIBOJUTCS U3 opraHu3Ma B cpeaHeM uepes 21 nenb. Ecnu
BBEJICHUE Ipernapara ObLIO MPOIMYLIEHO, CIEAYyeT OOCYIUTh C JieHallluM BpayoM YBEIUYEHHUE O3Bl
BBOJIMMOTO HUMMYHOTJIOOynuHA. PemieHne mnpuHUMAETCss C y4eToM JUIMTEIBHOCTH TIEpephIBa,

COCTOSIHMSI TIAITUEHTa, YPOBHsI mipeTpaHcdy3nonHoro IgG (yposens IgG nepen BBeeHHEM MIpenapaTa).

MHoroe 3aBUCUT OT CBOEBPEMEHHOCTH Ha3HAYEHUS Tepanuy (HAYMHATh TEPAIHIO CIeIyeT Cpasy Mocie
MOCTAaHOBKHU JMarHo3a). OT MOMEeHTa Hayaja CUMOTOMOB JI0 MOMEHTa IOCTAaHOBKH JHMAarHO3a 4acTo
MIPOXOJIAT TOABI U ake necarunetusi. HekoHTponupyemble HHPEKIMHY 10 Havada MpaBUIbHON Tepanuu
MPUBOIAT K HEOOpaTUMBIM H3MEHEHHMSIM B opraHax (Hampumep, OpoHXOdKTazam - jaedopmarmu
OpOHXOB C 00pa30BaHUEM PACIIUPEHUH, B KOTOPBHIX TOCTOSIHHO MPUCYTCTBYET OaKTepuanbHas Qiopa,

TaK KaK YAaJIUTb MOKPOTY U3 3TUX MOJIOCTEH TTOJTHOCTBIO MPaKTHUYCCKU HeBO3MO)KHO).

Tak kak Haunbosnee yacThie KiMHMYeckue nposisnenus [1M]] ¢ HapymieHneM cuHTE3a aHTUTEN - 3TO
WH(MEKIIMOHHBIE 3a00JIeBaHus, OBOJBHO dYacTo TpelyeTcs Ha3HAYCHHE aHTHOAKTEepPHAIbHBIX
npenapatoB. Hy’KHO y4uThIBaTh, 4TO MPOBEICHUE CTAHJAPTHBIX KYpPCOB KaK IIPABUJIO HEJOCTATOYHO,
MO3TOMY AHTHOMOTHMKHM Ha3HayaloTcs Oojee JIUTEIbHBIM KypcaMmH, 4eM OOBIYHO. B HEKOTOphIX
Clly4asix aHTUOAKTEPHUATIbHYIO TEPAIHIO Bpad MOKET HA3HAYUTh Ha JUIUTEIILHOE BPEMSI: MECSIIbI U JaXkKe

T'OJIbI.

Takxe npy HAIMYUU BOCHAIMUTENbHBIX W/UIM ayTOMMMYHHBIX OCJIOXHEHUN MOXKET ObITh Ha3HaueHa
MMMYHOCYIIpECCUBHAas Tepanusi. JlaHHbINA BUJT JIEUEHUSI MOKET ObITh IIPOBEJIEH TOJIBKO MO KOHTPOJIEM
Jeyaliero Bpaya M MpHU YCIOBHM MNPOJOJDKAIONIEHCS aJleKBaTHOM 3aMECTUTENIbHOM Tepanuu (Ipu

HEO0OXOIMMOCTH /1032 W/WIIA YaCTOTa BBEJACHUS UMMYHOTJIO0OYJIMHOB MOXXET OBITh YBEIIMUCHA).



Bakuunanusa

Pexomennyerca. B Hacrosmee Bpems, Bcem namuentam ¢ [IMJ] ¢ HapylmieHueMm CHUHTE3a aHTHUTEN
PEKOMEH/yeTCsl BaKIIMHAIMS MMPOTUB BHpYyca I'pUIMa (€XKEroaHas), MPOTUB reMopuIbHON MaJIOUKH,
NPOTHB MHEBMOKOKKA. HecMoTpst Ha TO, TO pazHooOpazue aHTUTEN NMPOTUB MHGEKIUH B MpernapaTax
NI" Benuko, JaHHbIE MIpenapaTbl HE COAECPKAT 3aLUIUTHBIX AaHTUTEJ IMPOTUB BUPYyCa PUIIIA, IITAMMBI
KOTOPOTO MEHSIOTCA M3 roja B roj. Kpome Toro, B HUX HE COJAEpIKATCS 3alIUTHBIE AHTHUTENIA B
JOCTATOYHOM KOJIMYECTBE MPOTHUB TaKUX MHPEKUINH Kak reMOo(puIbHas MalovKa UK MHEBMOKOKK. [1pu
3TOM HMMEHHO 3T MH(EKIUU MOTYT NPUBECTH K Pa3BUTHIO KUZHEYTPOXKAIOMIMX OCJIOXKHEHUU Y

nanucHTa.

Baxwno BAKOWMHHUPOBATH OKPYXKCHHC IIAllMCHTA I MHHUMHU3AIMU BO3MOXHOI'O KOHTAKTa C

MHDEKIUIMU.
3anpeieHo. Mcnonap3oBaHre KUBBIX BAKIIMH TPOTUBOIIOKA3aHO.
HaoJuo1eHne y Bpaua 1 MOHUTOPHHT MOCJI€ MOCTAHOBKH IMATHO3a

[TanueHTsl, noMyyYaromue 3aMeCTUTENbHYI0 nMMyHOTepanuio BBUI', npuxonar Ha npuem K Bpady
nepej BBEJEHUEM Ipenapara JIjs 3aMECTUTENIbHOM Tepamnuu, To ecTb 1 pa3 B 21-28 nueil. Cnenyet
COOOIINTH Bpady O JIOOBIX M3MEHEHUSX COCTOSIHHS, YTOObI HE MPOMYCTUTh Pa3BUTHUE OCIOKHEHU

3a00J1eBaHMs, TPEOYIOMMX KOPPEKITHH.
OBUH u cembst

Ecnu wusBecteH reHetmueckuil nedekT, KOTopwld mnpuBen kK pazsututo [INJI, HeoOxomumo

O6CH€I[OBaTL BCCX POACTBCHHHUKOB Ha HAJIMYIHUC 3TOT'O ,E[G(I)CKTEL

BaxHo BaKIIMHHUPOBATDH OKPY)KCHHUC ITalMCHTA C HI/U:[ C HApymcHHUCM CHHTC3a aHTUTCII B
COOTBCTCTBHHU C HaI_II/IOHaJ'IBHBIM KaJICHIapEM (C OCJIbIO BaKOWMHAIUUW IIPCAINIOYTUTCIIBHO UCIIOJIb30BATh

WHAKTUBUPOBAHHBIC BAKIIMHBI)
- OBUH Hacnenyercsa o4eHb pEIKO, IOATOMY PUCK POXKACHUS O0IBHOIO peOeHKa HEBEIHUK.

: I[I/IaI‘HOS OBUH Y XKCHIIWH HC ABJIACTCA IMPOTHUBOIIOKA3aHUEM K 6epeMeHHOCTI/I. I[JBI MHHUMMHN3alIN

PUCKOB AJIsl MATEPHU U IJI0Ja HEOOXOAUMO:

o IlpoBenenue anexkBaTHOW 3aMECTUTENBHOW (B JIOCTATOYHOM /03¢ M C JOCTATOYHOM YacTOTOM)

tepanuu. 0 KoHTponb ocnokHeHUi 3a001eBaHusl.

Bo Bpems GepeMeHHOCTH [103a M 4acTOTa BBEICHUS MpernapaTa JOJKHBI KOPPEKTUPOBATHCS JIeHalluM

BpauoOM HCXO/Is U3 MOTPEOHOCTEH U COCTOSIHUS MALMEHTKHU (Habop Beca).



Ipuaoskenue I'1-I'N. [IIkanbl olleHKHA, BOPOCHUKH U
JAPYrue OMeHOYHbIE HHCTPYMEHThI COCTOSTHUSA
NAaNMEeHTAa, NIPUBEJACHHbIC B KIMHUYCCKHX
pPeKOMeHaIMAX

He pa3zpaboranbl



