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Cnuncok cokpalieHuun

[TN]] — ITepBuYHBI UMMYHOACPHUITUT

19G — ummyHoTIIOOYIIMH G

IgM — ummyHOTTIOOYIIMH M

IgA — umMmmyHOTITOOYITMH A

MT — MIJUTUTpPaMM

JUT — TEUUIUTP

IgD — ummyHOTIIOOYIIMH D

IgE — ummyHoOTr100YIMH E

OBHH — O6mas BapuabenpHasi MMMYHHas! HEJJOCTATOYHOCTh

MKB-10 — Mexaynapoanas kinaccudukanus 6omae3neid 10-ro mepecMoTpa
IUIS — Union of Immunological Societies

KKT — xeny104HO-KUIIICUYHBIA TPAKT

CJI — caxapHblii 1uadeT

WBJI — uaTepcTuimanbHas 00JI€3Hb JIETKUX

KT — xomnbroTepHas Tomorpadust

HAK — necnenuduyaeckuii S3BEHHBIN KOJIUAT

TP — nonmuMepa3Has enHas peakius

COD — cKkOpOCTh OCENAHUS SPUTPOLIUTOB

ACT — anannHamMuHoTpaHchepasa

AJIT — acmapratamuHOTpaHcdepaza

I'TTII — ramma-rIrOTaMUITPAHCIIENITHIA3a

JIAI' — makTaTaerugporeHasa

V3U — ynbTpa3ByKOBOE UCCIIEI0BAHHE

Y/ — ypoBEHBb JOCTOBEPHOCTH JOKA3aTEIBCTB

YVYP — ypoBeHb yOeUTETHLHOCTA PEKOMEH TN

BO3 — BcemupHasi opranusanus 31paBooXpaHeHuUs

BBUI™** — ummyHOT1I00y/IMH YeI0BeKa HOPMAJIbHBIA ** /17151 BHYTPUBEHHOTO BBEICHUS
[MKUT ** — uMMyHOTJIOOYJIMH YeJI0BeKa HOPMATbHBIA™* ISl TOIKOKHOTO BBEACHUS
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I — rpamMm
KI' — KHJIOTpaMM
1 — JIUTP

NI'BM — uMMyHOTTI00Y/IMH YeI0BeKa HOPMAJIbHBIH IS BHYTPUMBIILIEYHOTO BBEICHUS

MJI — MAWUIAJIUTP

MUH — MMHYTa

KJI — KJIETKa

MM — MHJIJTUMETP

c['KC — kopTuKOCTEpOU 1B CHCTEMHOTO JACUCTBUS

AJl — ayTOCOMHO-JOMUHAHTHBIN THII HACIEAOBaHUA

AP — ayTOCOMHO-PELIECCUBHBIN THUII HACIEAOBAHUS

LOF — cumxenune Gpynkuuu (loss-of-function)

GOF — ycunenue ¢pynkuuu (gain-of-function)

ME — mexnyHapoHas equHuIa

BUY — Bupyc ummyHoAepuIIMTa YeTOBEKa

TREC — xoumbrieBsie yuacTku, Beipe3annbie n3 JJHK B T-nmumdonmre npu ero co3pesanum (T-
cell receptor excision circles)

KREC — konsressie yuactkn JIHK, BwIpe3anHbie mpu co3peBaHUM B-KIeTok, W3 JIOKyca,
Koaupyromiero kamnma-iens (kappa-deleting recombination excision circle)

KP — kiimHMYecKre peKOMEH1alnu

A®II — anbda-dperonporent

TepMUHbI U onpeaeneHus

[Tepuunbie ummyHnoneumutsl (ITNJ]) — 370 Tpynma BpokIeHHBIX 3a00J€BaHU UMMYHHOMN
CUCTEMBI, HacyHuThIBaromas Oojiee 450 HO30JOTHH, CBS3aHHBIX C YTPAaTOW, YMEHBIIIEHHUEM WIIH
HEMPaBUIBHBIM () YHKIIMOHHPOBAHHUEM OJJHOTO MJIM HECKOJIbKHX €€ 3B€HbeB. [1-5]

I'mnmorammarnoOynuaemus: — cHkeHue ypoBHs IgG (mmmyHoTI00Y1MH G) B KPOBU HUXKE 2-X
CTaHJAPTHBIX OTKJIOHEHWW OT BO3PACTHOM HOPMBI y neredd u Hwke 4,5 1/n (rpamm/muartp) y
B3pOCIBIX. [5]

AramMmarnoOynuHemus: — cHukeHue ypoBHs IgG B kpoBu Hmwke 1,0 /1 B couyeTaHuu C
ypoBHeM IgM (ummyHOTII00yIMH M) B KpoBH HIke 0,2 1/1 1 ypoBHeM IgA (mMMyHOTII00YyIIMH A) B
kpoBu Hmwke 0,1 /71 pu yposHe nepudepudeckux CD19+ B-knerok Himke, uem 2%. [5]

[Iperpancdy3nonnsiii yposenb IgG — ypoBeHb uMMyHOTIIOOYIMHA G, HCCIIEOBAHHBIN B JICHD
nepell BBEICHHEM HMMYHOTJIOOYJIMHA 4YeJOBEKa HOPMAaJbHOTO (T.e. Hambojee HU3KHH ero
MOKa3aTelb B TCUCHHUE MecsIa)™**,

[Mepexmouennbie  B-nmumborurer (CD19+CD27+IgD-) — B-numdouuTsl, KoTOpble HE
skcnpeccupyrot IgD (umMmyHorno6ymnun D), sxcnpeccupyror IgG, IgA u IgE (ummyHnornooynun E),
SBJIAIOTCSI MHIMKATOPaMU HOPMaJbHOW aKTUBALIMU U PAa3BUTHUS B-IMMQPOUNUTOB B repMHUHATHBHBIX
HEeHTpax JUM(ATHUECKUX Y3JIOB H JPYrHMX BTOPHUUHBIX TUMQOUIHBIX TKaHsX. [6]

1. KpaTtkaa wuHcpopmauusa no 3aboneBaHUd WM COCTOAHUIO (rpynnbl
3aboneBaHUN NN COCTOSIHUMN)

1.1. OnpepneneHne 3aboneBaHUsAs UNMU COCTOSHUA (rpynnbl 3aboneBaHun unu
COCTOSIHUN)

I[MNJI ¢ mnpeuMylIeCTBEHHBIM HApYIIEHHEM CHHTE3a AaHTUTEN NPEACTaBISAI0T co00i
TeHETUYECKU JIETePMUHHPOBAHHBIE 3a00JIEBAHUS, XapaKTEpU3YIOLIUecs HapylleHHeM IMpoliecca
aHTUTENI000Pa30BaHMsI B OTBET HA MEPEHECEHHYI0 MH(EKUMI0 MM BakuuHauuio. JlaHHas rpymmna
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BKJIIOYAaeT B ceOsi IIMPOKUN CIEKTP HO30JOTHH C BapuaOelIbHBIMM HM3MEHEHHSIMH IOKa3aTeleH
I'YMOPAJIBHOTO M KJIETOYHOI'O 3BEHA: OT BBIPA)KEHHOI'O CHWKEHHS BCEX KJIACCOB CHIBOPOTOUHBIX
MMMYHOTJIOOYTMHOB (BIUIOTH JI0 WX IMOJHOTO OTCYTCTBHSI) W OTCYTCTBHA B-nmumpouutoB 1o
CEJICKTUBHOTO Aeduiinta anture. [6]

[Tl ¢ npeuMylecTBEHHON HEIOCTATOYHOCTHK) AHTUTEN T'E€TEPOTCHHBI IO KIMHUYECKUM
MIPOSIBJICHUSIM, BO3pAcTy Je0rTa CUMIOTOMOB M H3MEHEHHUSM B IOKAa3aTeNsIX T'yMOPaJIbHOTO U
kietouHoro 3BeHa OBUH (O6mas BapuabenbHas MMMyHHash HEAOCTATOYHOCTb), X-CLEIJICHHAS
araMMmarjoOyJIMHEMHsI, ayTOCOMHO-PEIIECCUBHAsE ~araMMarjioOyJMHEeMHUs, CEJeKTUBHBIA [gA
neuuuT, HapylmIeHWe CHHTe3a CHenu()UYECKUX AaHTHUTEN, TPAH3UTOpHAS MJIAJeHYECKas
rurnoraMmmariioOynHemus, 1epunuT noakinaccos IgG).

1.2. 3tuonorma M natoreHe3z 3aboneBaHUsi WU COCTOSIHUA (rpynnbl
3aboneBaHU UNN COCTOAHUN)

B ocnoBe pazutma [IM/] ¢ npenMyleCTBEHHBIM HapylmIEHHUEM CHHTE3a AHTHUTEN JICKUT
HapyueHue quddepeHunpoBky B-mumponnToB Ha pa3HbIX ATanax:

1. aHTUT€H-HE3aBUCUMOM (B KOCTHOM MO3TE€);

2. aHTUTeH-3aBUCUMOM (B B-30Hax nepudepudeckux TMMQPOUTHBIX OPraHOB)

KoneunsiMm »sTtanom guddepenunposku B-mumdonuroB sBnsercs ¢dopmupoBanue B-
TUMQOITUTOB AMSITH U IJIa3MaTHYECKUX KIIETOK, OCYINECTBIISIONMX aHTUTEIONPOIyKIHO. [6-8]

MyTtanuu B TeHax, BOBJICUCHHBIX B pa3BuTHE U JU(epeHITpoBKY B-kieTok Ha paHHUX
stanax, npuBoaar K GopmupoBanuio popm I[N ¢ panaum neGrotom. JIJis HUX XapaKTEPHBI
BBIPAKEHHOE CHIKEHHE BCEX KJIACCOB MMMYHOTJIOOYIMHOB BIUIOTH J0 aramMMmarjoOyauHEeMHUH ¢
CYILECTBEHHBIM CHMKEHHEM WJIM NPAKTUYECKU NMOJHBIM OTCcyTcTBUEM B-knetok. Okono 90% Bcex
CIydaeB HACJICJICTBEHHOW aramMMmariioOyJMHEMUU TIpelIcTaBlieHbl OoJsie3Hbl0 bpyrona (X-
CIETJICHHOW arammaryio0oynuHemuei), octanbhbie 10% mpencTaBieHbl HE CHEIJIEHHBIMHU C TTOJIOM
arammarnoOymuHemusimu [9]. B ocHoBe X-cliemyieHHON araMMarjioOy IMHEMHH JICKHUT HAPYIICHUE
CUHTEe3a TUpOo3WHKWHa3bl Btk (Ha3zBanHOU 1m0 aBTOpYy BpyTOHOBCKOI), MPUHHUMAOIICH ydacTHe B
co3peBanuu B-mumdonutoB B KocTHOM Mo3re. CeICTBUEM ATOTO SIBIISETCS MPAKTUYECKU MOJHOE
otrcyrctBue B-nmumdonuroB B nepudepudeckoil KpoBU U nepudpeprudeckux TUMQPOUTHBIX OpraHax
U TSDKETble HapyLIEeHUs aHTUTEJONPOIYKIMH BCEX M30TUIIOB HMMYyHorjaoOymuHoB. ['en Btk
HaxoauTcs Ha X-xpomocome (Xqg21.3), modToMy AaHHOW OOJE3HBIO CTPAJAIOT TOJBKO JIHIA
MYKCKOTO T0JIa, B TO BpeMsl KakK >KCHIIUHBI SBISIOTCS OECCUMMOTOMHBIMH HOcHUTensiMu [6, 7]. B
OCTaJbHBIX CIIy4asX K Pa3BUTHIO araMMarjoOyJlIMHEMUU TNPHUBOJAAT MYTAallUd B JPYTrUX TeHax,
OOJIBIIMHCTBO M3 KOTOPBIX HacJenyeTcs MO ayTOCOMHO-pellecCHBHOMY Tuiy. HacnemoBanue
TOJBKO OJHOW M3 TEHETUYECKUX (OpM MPOUCXOAUT MO AayTOCOMHO-JIOMHHAHTHOMY THUITY
(ITpunoxenue A3.2) [10].

HaubGonee uvactoil xnuHuuecku 3Hauumont dopmoit TN ¢ HapylieHneM cHUHTE3a aHTUTEN
apisgercs OBUH. B OonblIMHCTBE CllydyaeB YCTaHOBUTH T'€HETUYECKYIO OCHOBY 3a00JIeBaHMS HE
MPEACTABISIETCS BO3MOXKHBIM. BeposdTHee Bcero, y NalIMEHTOB MMEET MECTO COYEeTaHUe
OTIPENICIICHHBIX TOJMMOP(HU3MOB T'€HOB C YCIOBHSIMH BHeEIIHeW cpenbl. [6] Omnako, Omaromaps
Pa3BUTHIO MOJIEKYJISIPHOM TeHeTukH, y 4yacTu nauueHtoB ¢ OBUH ynanochk BBISIBUTH IPUUMHHO-
3HAQYMMbl€ MYTAallUU U YCTAHOBUTh MOHOTEHHBIN THII HACJIEIOBAHMS, YTO IPUBENIO K BBIICICHUIO
OTIIEBHBIX HO30JIOTHYECKUX (hOpM, HEKOTOpPHIE M3 HUX BhIBeJeHBI W3 auarHoza OBUH B apyrue
paznensl KinaccuUKauu BPOXKIESHHBIX OMIMOOK MMMYHUTETa W Tenepb He oTHocsaTcs k [THJ] ¢
MPEUMYILECTBEHHON HEAOCTaTOYHOCThIO CHHTe3a aHTuTen. Hapsany ¢ 3Tum  omucan psijg
noMMop(u3MOB, KOTOpBIe TipenpacnoiaraoT kK passutuio OBHH, HO He ABIsSIOTCS OOIUTaTHO-
naToreHHeiMu [5, 11].

CenextuBHbiii IgA aedunutr — Hambosee MIMPOKO PACIPOCTPAHEHHBIH B MOMYISIIIHH, HO
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3a4aCTyl0 KIMHAYECKH He 3HauuMblil [IM/] ¢ mpeumynecTBeHHbIM HapylIEHUEM CUHTE3a aHTUTEI.
MexaHu3M pa3BUTUSI M THI HAclIEAOBaHUS CeleKTUBHOro IgA peduiura HEU3BECTEH.
[Ipenmonaraercs, 4To K Pa3BUTHIO Je(EKTa MOXKET MPUBOJUTH WU HAPYIICHUE MEPEKITIOUCHHS
TUMQOIUTOB Ha cuHTEe3 IgA, WM HapymeHue co3peBaHus IgA mpoaynupyromux JTUMQOLIUTOB.
[Tpu 5TOM CHHTE3 IPYruX KIacCOB MMMYHOTJIOOYJIMHOB OcTaeTcsi B HopMme. Cpenu 4jIeHOB OTHOU
cembH MOryT ObITh narenTsl ¢ OBUH u ¢ cenektuBHbIM IgA nedumnmrom, Kpome TOro B TeUECHHUE
’KM3HU OJIHOTO MAlMEHTa CelNeKTUBHbIN IgA neduuut moxer TpanchopmupoBatbes 8 OBUH [6].
MouiekynsgpHo-TeHeTHUeCKass OCHoBa pa3BuTHs jAeduuura noxaxinaccoB IgG  Ttakxke
HensBecTHa. OCHOBHOE KIIMHUYECKOe 3HaueHue mMeeT nedunut 1gG2-noaknacca. Hedumur 1gGl
He paccMmarpuBaercs B AaHHo# rpymme IIM]], Tak kak, cocTaBisisi OCHOBHYIO 4acTh oOmero IgG,
NpUBOIUT K runorammarioOynuHemuu. Jlepuuur IgG3, kak mpaBuiio, UMeeT 3HAYEHHUE, €CIIU
coueraercss ¢ JAePUUIUTOM JpYyrux mojakiaccoB unu nepunutoMm IgA, a nepunur 1gG4, B
OOJIBIITMHCTBE CITy4YaeB, SIBISCTCS CIIyJaiHON HaXOKOH M MpOTeKaeT OeCCUMITTOMHO. [6]

1.3. Annaemumonorus 3aboneBaHUsi ULNIM COCTOSAHUA (rpynnbl 3aboneBaHun unu
COCTOSIHUN)

[MN]] ¢ mpenMyIeCTBEHHbIM HapyIIEHWEM CHHTEe3a aHTUTEN IMPEACTaBIsAIOT COO0M camyro
pacmpoctpanennyto gopmy [MTN]] — (6onee 50% ot Bcex marmenToB, crpamaromux [TAJ) [7, 14-
16]. B Poccumiickom peructpe mamueHtoB ¢ I[1M]] 3apeructpupoBano 782 mammenta ¢ [TU]] ¢
MPEUMYIIIECTBEHHBIM HApyIIEHWEeM CHHTe3a aHTuTeN, 4ro cocraBimser 30% obmero wucia
maruenToB ¢ T[T/,

YacToTa BcTpewaemoctu paznuanbix Gopm [T1]] ¢ HapymieHneM cuHTe3a aHTUTE BapbUPYET
B IIMPOKUX Mpefenax u 3aBucut ot Gopmer TTA/I.

OBUH — nau6osee 4acThlii TMarHo3 B COy4asx BBISBICHUs KIMHUYECKU-3HaumMoro [TN]] y
B3pocibiX. ToyHas pacmpocTpaHeHHOCTh AaHHOUW dopmbl [1M]] HemsBecTHa, IO pa3HBIM OIICHKAM
oHa coctassieT oT 1:10000 mo 1:50000 [6, 12]. My>X4uHBI 1 )KSHIIMHBI CTPATAIOT OT 3a00JI€BaHUS
B paBHO#1 crenenu [13].

Pacnipoctpanennocts arammarnooynuHemun BappupyeT oT 1:100000 mo 1:200000. Tak kax
OOJBIIMHCTBO  CIy4aeB HacieAyloTcsi X-CLUEIJICHO, KIMHUYECKHE MPOSBICHHUS  HUMEIOT
MPEUMYIIECTBEHHO MAIMEHThI MY»KCKOT0 Tiosa [6, 8].

CenextuBHbIi IgA nedumur npencraBiaser coboit Hambosee dwactyro (opmy TN ¢
HapylIeHHeM CHHTe3a aHTuTeNn (pacmpoctpaHeHHocTh OT 1:142 no 1:18000), omHako y
OOJBIIMHCTBA MAIMEHTOB 3a00JieBaHHE NPOTEKaeT OecCHMMITOMHO. PacmpocTpaHeHHOCTh cpeau
JIMIT MY>KCKOTO U JKEHCKOTO I0J1a O JiHaKoBas [6, 12].

Hctunnas pacnpocTpaHeHHOCTh AeuuuTa crenuuyecKux aHTuTen © jAeduuura
noakinaccoB IgG Hew3BecTHa, Tak Kak B pANE CIydaeB JaHHbIE H3MEHEHHUS HE MPHUBOIAT K
Pa3BUTHUIO KJIMHUYECKHU-3HAYUMBIX HHGpekuuii. Kpome Toro, B pyTHHHOW MNpakTUKe aHaIIU3
MOJKJIACCOB MMMYHOTJIOOYJIMHOB M HCCJIEIOBAHUE THUTPOB CIEUU(DUYECKUX AHTUTEN HE BCeria
noctymusl [6, 14].

OueHuth pacrnpocTpaHeHHOCTh Apyrux ¢opm [IN]] ¢ mpeumyiiecTBEHHBIM HapyIIEHHEM
CHHTE3a aHTHTE] Ha CETOJHSITHUNA JICHb HEBO3MOXXHO [6].

1.4. OcobeHHOCTM KoauMpoBaHuA 3aboneBaHMA WM COCTOAHMA (rpynnbl
3aboneBaHumn unm COCTOSIHUN) no MexayHapoagHoun CTaTUCTUYECKOMN
Knaccudpukauumm 6onesHen n npoodrem, CBA3aHHbIX CO 340POBLEM

Knaccudpukamus [N nmo Mexnynapoanoit knaccudukanuu Oonesneir 10 mepecmotpa

(MKB-10) ycrapena m He OTpakaeT COBpEMEHHbIe aaHHble. HamOonee akTyalbHOW SBISETCS
knaccudukanus [TMJ], ocHoBaHHas Ha BBISBIsEMOM MMMYyHoJorudeckoMm aedekre (IIpunoxxenue
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A3.2) [5, 15].

D80 — MMmyHOIEUIUTEI ¢ TPEUMYIIECTBEHHON HEIOCTATOYHOCTHIO AaHTUTET

D80.0 HacnencrBeHHas runoraMmariaoO0ylIMHEMHUs

D80.1 Hecemelinas runoraMmario0yIMHeMHUs

D80.2 N36upaTenbHblil 1eUIIT UMMYHOTJIOOYIMHA A

D80.3 N36mupaTenbHblii 1eUIUT TOKIACCOB UMMYHOTII00ymuHa G

D80.4 N36upaTenbHblil 1epUIUT UMMYHOTIIOOyIrHa M

D80.5 IMmMyHO1e(UITUT C MOBBIIICHHBIM COACPKAaHUEM UMMYHOTJIOOyMHA M [1]

D80.6 HenocTaTtoyHOCTh aHTUTEN ¢ OJIM3KUM K HOpPME YPOBHEM MMMYHOIJIOOYJIMHOB WJIU C
TUIEPUMMYHOTJIOOyTMHEMUEN

D80.7 Ilpexopsimas runoraMmmaraoOyInHeMus 1eTei

D80.8 dpyrue uMmmyHO1e(DUIIUTHI C TPEUMYIIIECTBEHHBIM Je()EeKTOM aHTUTEI

D80.9 UmmyHOAEPHUITUT C TPEUMYIIIECTBEHHBIM JIEEKTOM aHTHUTEN HEYTOYHEHHBIN

D83. — O6mwmit BaprabenpHbI MMMYHOAC(DUITUT

D83.0 OO6mmit BapualGenbHBII MMMYHOJAEHUIIUT C TPEOOIANAIONIUMH OTKJIOHEHUSMUA B
KOJIM4eCTBE U (PYHKIMOHAIBHON aKTUBHOCTU B-KiteTok

D83.1 OO6mmit BapuaOenbHBIH UMMYyHOACPUUMT C MpeoOiajaHMEeM  HapylIeHUM
UMMYHOPETYISATOPHBIX T-KI1eToK

D83.2 OO0uuit BaprnabenbHbIii UIMMYHOIEPHUIUT ¢ ayToaHTUTeNnamMu K B- nimm T-kineTkam

D83.8 [Ipyrue oOrue BaprnadbenbHbIe UMMYHOIe(DUITUTHI

D83.9 O6mmit BapuadeibHbIii IMMYHOACDUIIMT HEYTOUYHEHHBIH [16]

[1] x nmaHHOM KaTeropum OTHOCATCS BapuaHThl THunep-lgM-cuaapoMoB 06e3 nedeKToB

KJIETOYHOTO 3B€Ha MMMYHUTETA, OCTalIbHbIEe (OPMBI KJIaCCUUIUPYIOTCS KaK KOMOMHUPOBAHHBIE
[nna).

1.5. Knaccudukauusa saboneBaHmMsa unu coctosiHuA (rpynnbl 3aboneBaHnn unu
COCTOSIHUN)

Cwm. [Ipunoxenue A3.2.

1.6. KnuHu4yeckas KapTuHa 3aboneBaHMA WNM  COCTOAAHMA  (rpynnbl
3aboneBaHU UM COCTOSAHUN)

[MU]] c¢ mnpenMyIIECTBEHHBIM HapyIIEHHEM CHHTE3a AaHTHUTEN IPEJICTaBIseT coOoi
Pa3HOPOJHYIO TpyNIy Ho30JO0rui. Jlns kKaxaoi u3 GopMm XapakTepeH CBOW YHHUKAIbHBIA CIIEKTP
KJIMHUYECKMX MPOSBICHUNH W PA3JIMYHBIM BO3pacT MOSIBIEHUS CUMITOMOB. OObeIuHsIOImEeH
XapaKTepHOW 0COOEHHOCTHIO SBISETCS HATMYME PELUANBUPYIONINX HH(EKIHA, TPEUMYIIECTBEHHO
CHHO-ITYJIbMOHAJIBHOTO TpPaKTa C TIOBBIIIEHHOH BOCHPUMMYHMBOCTBIO K HMHKAICYJUPOBAHHBIM
OaKTEpHIM.

Tsokensle peruauBupyonMe HH(EKIMHW OpraHoB JblxaHus y mnamueHtoB ¢ [IHUI ¢
MPEUMYIIECTBEHHBIM HapyLUIeHHEM CHHTE3a AaHTUTEN NPUBOJIAT K Pa3BUTUIO CTPYKTYPHBIX
M3MCHEHUI JISTOYHOM TKaHU: OPOHXO0IKTa3bI, THEBMOCKIIEPO3, MHEBMOGHOPO3. [17-19]

BropbiM 10 yacToTe MH()EKIMOHHBIM MPOSBICHUEM IOCE CHHO-IYIbMOHAIBHBIX MH(EKIUI
SBIIAIOTCS MH(EKLIMOHHbIE MOpakeHus >xenyaouHo-kumeyHoro tpakta (OKKT). MudexnuonHas
SHTEPOINATHsI MOXKET OBbITh BbI3BaHA CHHIPOMOM H30BITOYHOTO OaKTEpUAIBHOTO pocTa WIU
cneunpuyeckuM Bo30ynuTeneM. B KIMHMUYECKOW KapTHHE OHM MOTYT COYETaThCs C KOXKHBIMHU
UHOEKIUAMH, HHPEKIIMOHHBIMU apTPUTAMU U IPYTUMHU HH(PEKIIMOHHBIMH MTPOSBICHUSMH.

XapakTepHO 0COOEHHOCTHIO MH(EKIIMOHHBIX MPOIIECCOB SBISETCS (KaK M B Clydae JPYrux
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dopm TIM]]) TOpOMAHOCTh K CTAaHAAPTHBIM CXEMaM AHTHOMOTHKOTEPAIUH, a TAKXKE OTCYTCTBUE
npeapacnojaraomux (GakTopoB [UIs pa3BUTHA TOKENbIX WHPEKIHWd (Hampumep, KypeHus,
HeOJIaronpusTHBIX ycioBuit Tpyna) [8].

C KIMHMYECKOM TOYKM 3peHus, Hauboublyto akTyaiabHocTh U3 [IN]1, nepeuncieHHbIX BbILIE,
Y B3pOCIIBIX U I€TEH UMEIOT:

- ArammarinoOynuHeMHs, BKIIOYas X-CICIUICHHYIO arammarioOyinuHemuro (00Je3Hb
Bpyrora);

- OOutas BapuabenbHas UMMYyHHas HegocraTouHocTs (OBUH):

- CenextuBHbIN IgA nedummr:

- ledurut nonknaccos IgG;

- CenexTuBHBIN NeDUINT CTICUPUICCKUX AaHTUTEIT;

- Tpan3uTopHas MmiageHuYecKkas runoraMmmarioOyanHeMus

X-cuennenHas arammaryiooynunemus (bonesnp bpyrona)

K xapaxrtepubiM ocoOeHHocTssM 3Toil ¢opmer [IM]J], kpome mnpenpacnonokeHHOCTH K
MH()EKINSIM, OTHOCSATCS:

- CumnTombl 3a00JIeBaHMsI, KaK MPaBUJIO, BO3HUKAIOT B MEpHOJ OT 6 MecsameB 10 1 roma
KU3HU peOeHKa, KOTJa MPOMCXOAHWT HCTOIIEHHE TMOJYYCHHBIX TPAHCIUIAIGHTAPHO OT MaTepu
aHTHTEN, a CHHTE3 COOCTBEHHBIX HE OCYILECTBISIETCS B aJieKBaTHOM KosimdectBe. OHako, B Oojee
PEIKUX caydasx 3abojieBaHue MOKeT MaHu(eCcTHpoBaTh U mocie 1 roxa sxusuu; [6, 7, 20]

- B HEKOTOPBIX CiTydasix MOKET HaOIIOAaThCsA OTCTABAHUE B (PU3HUECKOM Pa3BUTHU; [6]

- Henmopazsutue mnepudepuuecknx IUMQPOUAHBIX OpPraHoOB (THUIOIUIA3Us MUHIAINH,
aumdoyson); [20]

- XpoHHUYECKOE TeUEHNE CUHYCUTOB C YaCTHIMU 000CTPEHUSAMU;

- BpoHx03KTa3bl, KaK ClIeICTBUE HEOJHOKPATHO MEPEHECEHHBIX THEBMOHMUIA;

- HetipoceHcopHast TyroyXxocCThb, KaK CJI€JCTBHE IICPCHECEHHBIX THOMHBIX CPEAHUX OTHTOB; [6]

- lepopmanust cycTaBoB, Kak CJI€/ICTBUE EPEHECEHHBIX NHPEKIIMOHHBIX U HENH(EKIIMOHHBIX
apTpuToB; [6]

- Helitpornienus B ne6rore 3a0071eBaHus;

- B menbmeit crenenu, yem s apyrux dopm I[N, nns bonesnun bpyrona xapakTepHs
COIMYTCTBYIOIIME HEUH(PEKIMOHHBIE OCJIOXKHEHHS, TaKhue KaK ayTOMMMYHHBIE IPOSIBICHUS,
BocramuTenbHOe 3aboseBanue kumeunuka (B3K). Tem He meHee, Mo cCpaBHEHHMIO CO 3I0POBOM
MOMYJISIIIUEH, PUCK YKa3aHHBIX OCJIOKHEHHUI 3HAYMTENbHO BhIlIe. Hampumep, MoxkeT HaOM0aThCs
pa3BUTHE TaKUX OCIOKHEHUI KakK FOBEHWIBbHBIN PEBMATOUIHBIA apTPUT, KOJOPEKTAIbHBIN pak,
KpoHo-no1o6HO€ BocmanuTenbHOE 3a00IeBaHue KullleuHrka, caxapuelii auadet (CH) I tuna. [7, 8,
20]

Knunuyeckass kaptuHa Apyrux ¢(opMm aramMmmarioOyauHeMuil (ayTOCOMHO-PELECCUBHBIX H
ayTOCOMHO-JIOMUHAHTHOMN) CXO/IHA C TAaKOBBIMH NP X-CIEIIEHHOW arammarinoOynuHemu. [5, 8,
14]

O6wan BapnabenbHaa UMMyHHaAa HegocTaTtovyHocTb (OBUH)

- IlepBble KIMHUYECKHE CUMIITOMBI 3a00JIEBaHUsI MOTYT MOSIBUTHCSI KaK B JETCKOM, TaK U BO
B3pOCJIOM Bo3pacTe. MHOTHE aBTOPHI BBIACIAIOT JBa MHKA J1e0I0Ta CUMIITOMOB, XapaKTePHBIX IS
OBUH: mexay 2 u 5 ronamu, a Taxoke Mmexay 18 u 25 romamu; [12, 21]

- IlomuMo MHQEKIMOHHBIX MNPOSBICHUNA 3a00yieBaHUS (CXOXKUX C MEPEUYUCICHHBIMHU IS
6one3nn bpyrona), mis OBUH xapakTepeH IHMPOKUN CIEKTp HEWH(EKIIMOHHBIX IPOSBICHUH,
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CBSI3aHHBIX C IMMYHHOM JUCPETYJISLHEH:
- [Taronoruueckas mumdornponudepanus (TMMPpoaaeHONATHS, CITICHOMET AU U JIp.):
- JlumboaneHonaTus pa3IMYHBIX TPYIIT TUMGaTHIECKUX Y3710B (0K010 40% MaIieHToB);
- Cruteromeranus (10 60% mammeHToB);
- l'enatomeranus (o 15% naruenToB). [22]

- OnHuM u3 HauOosiee TSDKENBbIX HEWH(EKIMOHHBIX BOCHAJIUTENBHBIX OCJIOXHEHUH €O
CTOPOHBI OpPOHXO-JIETOYHOH CHCTEMBI SIBISIETCS WHTepcTHHMaibHas Oone3nb Jerkux (MBJI).
Pacnpoctpanennocts UBJI B 240 pa3 Beimie cpenu nmanuentoB ¢ OBUH, yem B o0uield momymsiium.
[23] IIposeaenuss WBJI oueHr BapuabenbHbl. [log 3TMM TEPMHHOM OOBEIMHEHBI TaKHE
MATOTUCTOJIOTUYECKHE  €AMHMIBI  Kak JMM@oLuTapHas  HMHTEPCTHIMAJbHAs  [THEBMOHUS,
GONTUKYASpHBIA ~ OpOHXMOJMT, TpaHylIeMaTO3Has JieroyHas Oo0Je3Hb, OpPraHU3yHOIIAsICS
MTHEBMOHHUS, FPaHyJieMaTo3HO-TuMdoruTapHas 00Jie3Hb JierkuX u ap. [19, 24]

- Jlna mammentoB ¢ OBUH xapaktepHo oOpa3oBaHuME HEKAa3€O3HBIX TpaHYJEM B JIETKHUX,
TuMQaTHUeCKUX y3JIaxX, CEJIe3eHKe, peKe IPYrux opraHax. ITH TpaHyJIeMbl UMEIOT CXOIHBIE YePThI
¢ rpaHyiemMaMu npu capkougose. [6] bonbioe 3HaueHwe npu mpoBeaeHUM TU(GEpEHIIHATHHONR
muarHoctuku Mexay OBUH u capkoniozoM nMer0T ocoOeHHOCTH rpanyiaeM, Habmogaembie Ha KT
(koMmbroTepHAst ToMorpadusi) opranoB rpyaHoi kietku. [Ipy OBUH wamie mopakaroTcss HUKHUE
JIOJIU JIETKUX, Y3€JIKH 3aMEeTHBIE, OoJiblliie, B OOJIBIIMHCTBE CIy4aeB JIOKATH3YIOTCS XAaOTHYHO,
XapaKTEepHO Hajgu4he OpoHXO03KTa30B. [Ipm capkommo3e y3enku HEOONBIIUX Pa3MEPOB,
JIOKAMU3YIOTCA TepmMMpaTHIeCKH, TUMHYHA JUMQaAJACHOMATHS MPUKOPHEBBIX JMM(PATHISCKUX
y3710B. Tak Kak Jjs capKou103a He XapaKTepHbI TsKenble MHPEKINU, OPOHX0IKTa30B B JIETKUX, KaK
paBuiIo, He HabOromaetes. [19, 25]

- [opaxxenue xenmynouno-kumiedHoro tpakta (JKKT) nemndexkurnonnoro renesa. JluapeHbii
CUH/POM (CTOMKUN WM TPaH3UTOPHBIN) XapakTepeH Ooinee, uem ais 20% OonbHbIX. [lopaxkenue
KUILIEYHUKA MPUBOJUT K CHHAPOMY MalibaOCOpOLMH, Pa3BUTHIO THIONPOTEHMHEMUYECKUX OTEKOB,
BBIPOKEHHBIM 3JICKTPOJMTHBIM HapyLIEHUsIM, JucOaiaHcy BUTAMUHOB U MHUKpO3IeMEeHTOB. K
HeuHpeknuoHHbM (opmam mopakenus JXKT y mammentroB ¢ OBUH oTHOCATCS 1Lenuakus-
MoJI00HOE TMOpa)KeHHE TOHKOIO KHUIIEYHUKA, KPOHO-MOJ00HOE mopaxeHue kumeunuka, HIAK
(necnieunuueckuil SI3BEHHBIN KOJWT), HOAYNIApHAs JUMQOUIHAS TUINEPIUIa3usi KHUIICUHUKA,
oOpa3oBanue rpanyineM B kunieunuke. Hepenko cumnromel nopaskenus KKT sBnsitoTcss 0CHOBHBIM
cumnromoM OBUH, 4to0 CyIiecTBEHHO YCIOKHACT JUArHOCTHKY. [6, 26]

- Hutonennu (uMMyHHasi TPOMOOIIMTOIIEHUS, ayTOUMMYHHAsI TEMOJIUTHYECKAs aHEMHUSI, Pexe
HelTponeHus). UMMmyHHBIe 1uTONEHUU XapakTepHsl it 10-29% namuwentoB OBUH, 3auactyto,
OHHU SIBIISTFOTCS TIEPBBIM KIIMHUYECKUM CHMIITOMOM 3abosieBanusl. [6, 8]

- 3nokayecTBeHHbIe HOBoOOpazoBanusa. llammentst ¢ OBUH uMeroT MOBBIMIEHHBIH PHCK
pa3BUTUS 3JI0KAYECTBEHHBIX HOBOOOpa3oBaHMi, ocoOeHHO aumdoM. [Ipu 3ToM puck pa3BuUTHA
nuM(GOMBI  CYIIECTBEHHO YBEIMUYMBAETCS C BO3pacToM manueHTa. Haubomee XapaKTepHBI
HEXOKKUHCKUE TUM(POMBI. [6]

CenektuBHbIN IgA gecduunt

[IpakTnyeckn y JABYX TpeTel MAIMeHTOB CeNeKTUBHBIM IgA neduuut mnporekaer
O6eccuMnTOMHO. B cilyqae cUMNITOMAaTHYeCKOro TeueHHUs! 3a00JIeBaHUS XapaKTEPHBI HE CTOJIBKO
TSDKETIble, CKOJIbKO 4YacThle MH(ekuuu. bonee Tspkenoe TeueHHe HaOMIONAeTCs MPU COYETAHUU
nedunura IgA c pepunurom noaknacco IgG. VYV mamueHToB ¢ cenekTHBHBIM IgA nedunurom
MOTYT Takxke ObITh comyrcTBytoune 3aboneBanus JKKT, ayrouMMyHHBIE U ajulepruyeckue
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3a00J1eBaHMUSL

Hedunut nmoaknaccoB IgG u aeduuuT crenuduyecKkux aHTUTEN TPU HOPMAJIbHOM YpPOBHE
MMMYHOTJIOOYJIMHOB U HOPMaJIbHOM KoJindecTBe B-mumdornuTtos

Hns nepunmra noaknaccos IgG Oonee xapakTepHbl CHHYCUTBI, OTUTBI, OPOHXHUTHI, IPU 3TOM
ITIHEBMOHMM M MEHUHIUTHI BCTpeyaroTcsi peke. OTMmedaercs CKIOHHOCTh K aJUIEprUYecKuM
3aboseBaHusM. [6, 27]

TpaH3I/ITOpHa$| MinaaeH4YeckKas runorammarnoﬁynMHeMMﬂ

[lepepbIB MeXIy HCTOLICHHEM MATEPUHCKHUX AaHTUTENl M HAdyaJloM aJeKBaTHOTO CHHTE3a
COOCTBEHHBIX Yy  MJaJICHIEB IpEJICTaBISIET co0oit ¢buznonornuecKkuit nepuos
TUTIOTAaMMarjioO0yJIMHEMHUH, KOTOPBIN 0OBIYHO TIPOJI0JDKAETCS 10 Bo3pacTa 3-6 mecsies. [Ipomienue
TOoi (ha3bl ¢ ymeHblleHHeM ypoBHsS [gG cumTaercs TpaH3UTOPHON runorammarioOyauHeMuein
JETCKOro Bo3pacTa. 3alo0JieBaHHMS MOXKET MpoTeKkaTb OeccuMnToMHO. B psge cioyuaes
HaOmoaroTcss OoJsiee yacTble MHPEKIMOHHbIE 3a00J€BaHUS BEPXHUN M HWKHHMX JbIXaTEIbHBIX
nyrei. [6, 7]

2. [narHocTtuKa 3aboneBaHMA WU COCTOSAHUA (rpynnbl 3aboneBaHUMW WNu
COCTOSIHMA) MeAULMHCKME TOKa3aHMA U NpPOTUBOMNOKa3aHUA K MPUMEHEHUIo
MeToA0B ANAarHOCTUKU

Jua xaxaon u3z ¢opm I[IM]] ¢ npeumyniecTBEHHBIM HapylIEHHEM CHHTE3a aHTHUTEN
chopMyIUpOBaHbl OTACIbHBIC KPUTEPUH IMOCTAHOBKHM mauarHosa. (Tabmuma 1, Ilpunoxenue bBl,
[Mpunoxenne B2). [28]

Ta6muma 1. Jlnarnoctudeckue kpurepun ESID paznuunsix popm [Tl ¢ npenmymiecTBeHHON
HEJIOCTATOYHOCTBIO CHHTE3a aHTUTEN. [28]

®opwma [TA]] Kpurepun

OBHH 1. >= 1 u3 cienyrommux KpUTEPUEB:

§ [oBhbIlIeHHAs TOABEPKEHHOCTh H(DEKIIUSM;

§ AyTOMMMYHHBIEC TIPOSIBJICHUS;

§ O6pa3oBaHue TpaHyIIEM;

§ HeoOnsicHumas nonukioHagbHas mumdomnponudepanms;

§ [IN/] ¢ HapylieHueM CHHTE3a aHTUTEIT Y YICHOB CEMbH.

2. BbIpakeHHOE CHIDKeHHE YpoBHA IgG (B 2-X MOBTOPHBIX
uccinenoBaHusax Ha 2 SD OT BO3pAacTHOM HOPMBI, A
B3pocibiX — MeHee 4,5 1/1m) u IgA c/6e3 cHuxeHus: ypoBHS
IgM;

3. >=1 u3 cnenyroumx KpUTEPUEB:

§ HeanexBaTHbII OTBET Ha BaKIMHALMIO (U/WIM OTCYTCTBHE
U30TeMarrJitoTHHUHOB);

§ Manoe konu4yecTBO NMEpeKIOUEeHHBIX B-kineTok mamsaru (<
70% OT BO3paCTHON HOPMBI);

4. Hckmouenue BTOPUYHOTO reHesa
TUIOTaMMarjao0yJInHEMHH;

5. Bospact > 4 gner (cMMITOMBI MOTYT JeOIOTHPOBATH
paHblIE);

6. OTtcyrcTBUE TIPU3HAKOB TIyOOKOro HapymeHus T-
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KJICTOYHOTO 3BeHa (Haiuyue He Oosiee OIHOTO U3 Tpex
KpUTEPUEB):

- CD4+/mxut: 2-6 net < 300, 6-12 ner < 250, crapme 12 ner
< 200.

- % mnamBHBIX CD4+: 2-6 mer < 25%, 6-16 ner < 20%,
crapmie 16 met < 10%;

8 T-knerounas npoaudeparyst orcyrcTByert. [29]

X-clemieHnas

JlnarHo3 oKkoOHYaTENEH:

araMMmarjo0ynueMust [ManuenT myxckoro mosa, y kotoporo < 2% CDI19+ B-
KJIETOK
+ MUHUMYM | U3 ClIeyIOIUX KPUTEPHEB:
- Myranus B rene Btk;
- OrcyrctBue MPHK Btk B HeliTpodunax ninu MoHOLIUTAX;
- OrcyrctBue akcnpeccun Btk B MoHOmuMTax wiM
TPOMOOIIUTAX;
- Jlsns, TUIEMSHHHUKH, Ky3€HBI 10 MaTepUHCKOM JIMHUU C
CD19+ B-xiretkamu < 2%.
Jnaruos BeposiTeH:
[TanueHT MyKCKOTO Moja, y KOTOporo, y kortoporo < 2%
CD19+ B-kierok
+ BCE cnenyronme KpuTepuu:
- Havanmo penuauBupyromux OakTepruanbHBIX WH()EKIUH 10
5 ner;
- Camxenne IgG, IgM u IgA Gonee, yem Ha 2 SD HuXKe
HOPMBI JIsl BO3PACTa;
- OTCcyTCTBHE M30T€MAarrJIOTUHUHOB W/WIIK MJIOXOW OTBET Ha
BaKIIMHALINIO;
- UckitoueHsl [pyrue NpuurMHbl TUIOraMMario0yInHEMUN.
Jlnaruo3 BO3MOXKEH:
[TanpeHt Myxckoro moisia, y koroporo < 2% CDI19+ B-
KJIETOK u WCKITIOYECHBI apyrue MIPUYKHBI
rUnoramMmmarioOyInHeMHUH
+ MUHUMYM | U3 CIeyIOMUX KPUTEPHUEB:
- Hauano penunuBupyromux 0akTepralbHbIX WHOEKIHA 10
5 1erT;
- Cumxenue IgG, IgM u IgA Gonee yem Ha 2SD Hmxe
HOPMBI ISl BO3PACTa;
- OTCyTCTBHE U30T€MAarTIIOTUHUHOB W/WIIK MJIOXOW OTBET Ha
BakIuHauo. [28]
>= ] U3 cnenyrIuX KPUTEPUEB:
§ [ToBbIIIeHHAS TOABEPIKEHHOCTh NH(DEKIIHSM;
Tunep  TgM  —  cummpom ¢ § UMmmyHHast Aucperyssius (ayTOI/IMM}V/HHLIe MIPOSIBIICHUS,
. aumbornponudeparys, CKIEPO3UPYIOMIUNA XOJaHTHUT)
IIPEUMYILECTBEHHON y
HETOCTATOMHOCTHIO cHHTe3a § Uwutonenum  (HEUTpOTMEHHS] WIM  AyTOMMMYHHBIE
IIUTOTICHUN);
aHTHUTEN

§ Onkonorus (mumdoma);
§ IIN/1 ¢ HapylIEHHEM CUHTE3a AHTUTEN Y YJIEHOB CEMBH.
W BeipaxkeHHOE cHWkeHHE ypoBHS IgG mpu HopMmanbHOM
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WIM TOBBbIIIEHHOM YpoBHEe IgM (B 2-X THOBTOpPHBIX
UCCJICI0BAHUSX)

N npyrue npuYMHBI TUNOraMMarioOyIWHEMHUH  ObUIH
UCKJTFOYCHBI

N otcyrcTByoT mnpu3HaKu TiyOokoro HapymeHust T-
KJIETOYHOTO 3BeHa (Hajmuuue He OoJjiee OJHOTO0 W3 TpeX
KpUTEPUEB):

§ CD4+/mxi: 0-6 mecsmeB < 1000, 6 mecsiteB — 1 roa < 800,
1-2 roga < 500, 2-6 ner < 300, 6-12 ner < 250, crapmie 12
aet < 200;

§ % mauBHbIX CD4+: 2-6 ner < 30%, 2-6 ner < 25%, 6-16
aet < 20%, crapire 16 et < 10%;

8 T-xireTounas nposndeparius OTCyTCTBYET.

W Her naHHBIX 32 aTaKCHUIO-TEJICAHTHUIKTA3uI0 (MSATHA "Kode
C MOJOKOM", aTakcus, TEJICAHTHDKTAa3WH, ITOBBIIIEHHBIN
AODI).

Hapymenne CUHTE3a

CHGHI/I(bI/I‘—IeCKI/IX AHTUTECII

Nudexnmonnbie  3aboneBanus  (PEUUIMBHUPYIONIHE |
TsDKETbIe OaKTepUaIbHBIE)

N yposens IgG, A, M u noaknaccoB IgG B mpenenax
pedepeHCHBIX 3HAaUCHH I

N raybokoe HapylieHHe CHHTE3a aHTHUTEN JHO0 TMocie
MMMYHHM3aIIMM BaKIMHOM, COJepxkaled MHEBMOKOKKOBBIN
OYMIICHHBIH TIOJIUCAXapUJIHBIK aHTUTEH (WU JApYyrou
MOJIMCAXapUJIHOW BaKIIMHOM), JUOO TOCIe IMEePEeHEeCEHHOTO
3aJIOKYMEHTUPOBAHHOTO MH(PEKITMOHHOTO 3a00JICBaHMS

U uckimouen nedekt T-kneTouyHOro 3BeHa MIMMYHHTETA.

Coueranue gedurnura IgA
nebunutoM noakiaccor IgG

C

Nudexmmonnsie  3a0oneBanuss  (PEHUIUBUPYIOIIHE U
TsDKEJbIe OaKTepUaIbHBIC)

U orcyrctBue IgA, ypoau IgG, M npenenax pedepeHCHBIX
3HAUEHUH WU CJIeTKa CHIKEHBI

U cHmxeHre 0JJTHOTO WM HEeCKOJIbKUX mojkiaccoB 1gG (nmpu
JBYKPATHOM U3MEPEHHH )

U coxpaneHa cnocoOHOCTh K (POPMHPOBAHUIO aJIEKBATHOTO
MOCTBAKI[MHAILHOTO IMMYHHOTO OTBETa

N uckmoven nedext T-KI€TOYHOTO 3B€HAa UMMYHHTETA.

Hedunut noaxnaccos IgG

Nudexkunonnsie  3aboneBanust  (pelUAMBUPYIOIIUE U
TsDKEJIbIe OaKTepHUaIbHBIC)

U yposens Ig A, G, M npezaenax pedepeHCHBIX 3HAYCHHIA

W cHmkenne oJHOTO WIIM HECKOJBKUX NojkiIaccoB 1gG (mpu
JIBYKPATHOM U3MEPEHHH )

N coxpanena crnocoOHOCTh K (JOPMUPOBAHUIO aI€KBATHOTO
MOCTBAKIIMHAILHOTO IMMYHHOTO OTBETa

N uckmioven nedext T-KIeTOYHOrO 3B€Ha UMMYHHTETA.

TpansutopHas
TUIIOTaMMario0ynueMust

IgG Huxe BO3pacTHOM HOPMBI B MEpBbIE 3 TOAA KU3HHU (IIpU
JIBYKPaTHOM M3MEPEHHH)

141 ObuH UCKJIIOYECHBI apyrue PUYUHBI
TUIOTaMMario0yInHEeMUH
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U cionTanHOe paspernienne npuoIn3UTeIbHO ocie 4-X JeT.
NB! Ilanuentsl cHayaia JOJHKHBI OBITH 3apETUCTPHPOBAHBI
kak Heknaccudumupyembrii [IM]] ¢ npeumyriecTBeHHON
HEJOCTATOYHOCTBIO CHHTE3a AaHTUTEN M IIEPEHECEHBI B
Kareroputo  TpaH3uTtopHON  runorammarjioOyJIuHEMUU
TOJIBKO IIOCJIE€ CIOHTAHHOTO pa3pellieHus: B Bo3pacre 4-X JeT.

CenextuBHslil [gA nepunur 1. >=1 u3 cnenyoumux KpUTEPUEB:

- [ToBbIlIEHHAs IOJIBEPKEHHOCTD UH(EKIIUSM;

- AyTOUMMYHHbIE TIPOSIBICHMUS;

- [I/1 c HapylIeHneM CHHTE3a aHTUTEIN Y YIECHOB CEMBHU.

2. Bospact > 4 ner.

3. IgA menee 0,07 r/n, IgG u IgM B npenenax pedepeHCHBIX
3HA4YCHUM.

4. Hckmrouenne BTOPUYHOIO re’esa
rUNoramMmmarjioOyJIuHEMUH.

5. CoxpaHeHa criocOOHOCTh K (POPMUPOBAHUIO aJIEKBATHOTO
MIOCTBaKIMHAIBHOIO UMMYHHOTO OTBETA.

6. Uckmrouen nedext T-KIeToOUHOTO 3B€HA MMMYHHTETA

Hexmaccudumupyemsivi  [IMJ]  c|1. 1 u3 cnenyromux KpuTepHeB:

MIPEUMYILECTBEHHO N - [ToBbIlIEHHAs TOBEPKEHHOCTD HH(EKIIUSM;
HE/I0CTaTOYHOCTHIO CUHTE3a |- AYTOUMMYHHBIE TIPOSBIICHHS;
AHTHUTEN - HeoObsicnuMast monukiioHanbHas JTUMbonpoardepanms;

- [IN/] ¢ HapylIeHuEeM CMHTE3a aHTUTEJT Y YJIECHOB CEMbH.

2. 1 U3 cneayronmx KpUTEpPUEB:

- 3HAUWTENIIbHOE CHI)KEHHME MHHHMYM OJIHOTO U3
nokazateneii: oomero IgG, IgGl, IgG2, IgG3, IgA numm IgM;
- HeanexBaTHEIN OTBET HA BaKIIMHAIIUIO.

3. Uckntouenue BTOPUYHOTO reHesa
rUnoramMmmarioOyaInHEeMHUH.

4. OrtcyrcTBHE TPU3HAKOB TIyOOKOro HapymieHus T-
KJIETOYHOTO 3BeHa (Haimuuyue He Oojee OJHOro M3 Tpex
KpUTEPHEB):

- CD4+/mxur: 2-6 et < 300, 6-12 ner < 250, crapme 12 et
< 200;

- % HamBHBIX CD4+: 2-6 ner < 25%, 6-16 mer < 20%,
crapiue 16 ner <10%;

- T-xnetounas nponudeparust OTCyTCTBYET.

5. He mnomxomur mox kpurepuum apyrux [IAI ¢

HpeHMymeCTBeHHOﬁ HEOOCTAaTOYHOCTBO CHUHTC3a AHTUTCII.
[30]

- Becem mamumenram ¢ nogo3penuem Ha IIM/] ¢ mpenmyliecTBEHHOM HENOCTATOYHOCTHIO
CHUHTE3a aHTUTE] PEKOMEHAyeTCS MPOBOIUTH IubdEepeHINaTbHYI0 JUArHOCTUKY C JIPYTUMU
dopmamu ITN]] ¢ 1ienbio BeIOOpa afekBaTHON Tepanuu. [3, 6]

VYpoBeHb yoeauTenbHOCTH pekoMenaaruii — C (YypoBeHb TOCTOBEPHOCTH 0KA3aTeNbLCTB — b).

- Bcem marmeHTaM co CHHKEHHEM YPOBHSI MMMYHOTTIOOYIIMHOB PEKOMEHIYeTCS! UCKITIOYUTh
BTOPUYHOM XapaKTep TUIoraMmmarioOyJIuHEMHH C 1IeJIbI0 YTOYHEeHUs auarnosa. [ 3, 31]
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YposeHs yoeaurenbHoCTH pekoMenaaiuii — C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTEIbCTB — 5).

KommenTtapuu: BTopuyHas runorammaryioOynnaeMus Bcrpedaetrcs B 30 pas yvarmie, yem [TH/]]
C IPEUMYILECTBEHHON HEJOCTATOYHOCThIO CHHTE3a aHTUTelN. BropruHas runoraMmarioOyInHeMust
HE BCErJa COMPOBOXKIAETCS CKIOHHOCTBIO K TSKEIIBIM XPOHUYECKUM MH(EKIIMOHHBIM IMPOIECCaM,
94acTO HOCHT TPAaH3UTOPHBIN xapakTep. [31]

- ¥V Bcex MNalHMeHTOB C TUINOraMMariioOyJMHEMHEH PEKOMEHIYETCS WCKIIOUUTh HAIN4He
AIpyrux 3a00JeBaHUN W/WIM  YCIOBUH, CHOCOOHBIX TMPHUBECTH K HEKOHTPOJIHPYEMOMY
HHQPEKITHOHHOMY MTPOIIECCY C LENbI0 YTOUHEHHS auarnosa. [31]

Yposens yoeautenbHoCTH pekoMenaaiuii — C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5).

2.1. XKano6bl n aHamMHe3

- C uenpio cBOEBPEMEHHON MOCTAHOBKM JIMAarHO3a peKOMEHAYETCsl IPOBOAUTHh CKPUHUHI Ha
Hamuue [N/ ¢ npeuMyIiecTBeHHOM HEA0CTATOYHOCThIO CHHTE3a AHTUTEI MAlMEHTaM, Y KOTOPBIX
B aHaMHE3€ OTMEYAETCs] HAJIMYKE CIEeIYIOMNX KIMHUYECKUX CUMIITOMOB:

- Hanuyuie B ceMbe OTATOIIIEHHOTO aHaMHe3a [0 UMMYHOJIOTHYECKUM 3a00JI€BaHMsIM;

- Tspkenpie XpOHUYECKHE W/WIH PEIUANBUPYIOMINE WH(PEKIIUHA, TOPIUIHBIE K CTaHAAPTHBIM
cXeMaM Tepanmuu (CHHYCHUTBHI, OTHTBHI, OpPOHXHUTBHI, THEBMOHWHW, AapPTPUTHI, HHQPEKIIUOHHbIE
nopaxenus: JKKT, MEHUHTUTBI, cericuc, KO>KHble HH(EKIINN);

- CTo¥ikuil TuapeiHbIil CHHIPOM (B TOM YHCIIE C Pa3BUTUEM CHHJIIPOMa MalbaOCOpPOIHH);

- Cumnromsl maTtojorumyeckoid numdonponudepaunu  (cToiikas auMQoageHONaTUs
HECKOJIbKUX Tpynn JuMQoy3i0B, CIUIEHOMeranus, JuMdoruTtapHas WHOUIbTpaUUs JErKUX u
IPYTUX OPraHoB, HOAYIsIpHas runepruiazus ciamsuctor XKKT u ap.);

- AyTOUMMYHHBIE IPOSBIICHUS (B MEPBYIO 04Yepelb, LIMTOTICHUN);

- I'panynemaro3Hoe BocmajieHue B opraHax (B TMEpBYIO OYepelb, CapKOUIONOAO0OHBIE
W3MEHEHUS B JIETKHUX);

- BrisiBiieHne OpOHX03KTa30B, 0COOCHHO Yy MOJIOBIX MMallMEHTOB;

- 3okauecTBEHHBIC 00pa3oBanus TUMGOUIHOMN TKaHu. [22, 27, 32, 33]

YpoBeHb yoeauTeabHoCTH pekomenaamuii — C (YypOBeHb J0CTOBEPHOCTH JIOKA3aTEeIbCTB — 4).
KomMeHTapun: ocoOEHHYI0 HAaCTOPOKEHHOCTh JOJDKHBI BBI3BIBATH MAIUEHTHI, Y KOTOPBIX
OTMEUAETCs] HECKOJIbKO M3 BBINICTIEPEUHCICHHBIX CUMIITOMOB. [6]

- ¥V Bcex manueHTtoB ¢ nojo3penuem Ha [IM]] ¢ mpenmyiecTBEHHOW HEIOCTATOYHOCTHIO
CHUHTE3a aHTUTE] PEKOMEHAYeTCS TIHIATeNbHO COOMpaTh CEMEWHBIM aHaMHe3 Uil IMPOBEICHUS
mddepennuanbHoi quarnoctuku. [6, 7, 12, 20]

VYpoBeHb yoeauTeabHOCTH pekoMmenaaruii — C (YypOBEHb JTOCTOBEPHOCTH JJOKA3aTEIbCTB — 5).

KommeHnTapuu: OTATOIIEHHBIM CEMEHHBIM aHAMHE30M SIBJISETCS CMEPTh POJICTBCHHHKA B
MJIQJICHYECTBE, CMEPTh POJICTBEHHHKA OT MH(EKIIMOHHOTO 3a00JI€BaHMsI, HAJIUYHE POJICTBCHHUKA
WIH POACTBEHHUKOB C XPOHUYECKHMMH WM PELUANBUPYIONUMU WH(DEKIIMOHHBIMU MPOSBICHUAMU
TSKEJIOT0/aTUITUYHOTO TeUEHUs], INTOTICHUSIMH, APYTUMHU CUMIITOMaMH, xapakrepabiMu ans [T,
[3] IIpaktuyeckum y TIOJIOBHMHBI MAIMEHTOB C X-CIEIUICHHOW araMMmarioOyJnHeMHeH
MPOCIIeKHUBACTCS ceMelHbIi anamHe3. [20]

2.2. ®usnkanbHoe obcnegoBaHue

- Becem mamumenram ¢ nogo3pennem Ha IIM/] ¢ mpenmyliecTBEHHOM HEAOCTATOYHOCTHIO
CHUHTE3a AaHTUTE]N PEKOMEHIYETCS NPOBOIAUTH TMOJHBIN (QU3UKATBHBIE OCMOTp C IIENBIO
Bepu(HKALUU IUArHO3a, OLICHKH TSHKECTH coCTOsiHMS. [22, 27, 32, 33]
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VYpoBeHb yoeauTenbHoCTH pekoMeHaanuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTelnbCTB — 4).

KomMmenrapuu:

- OOumii ocmotp. M3-3a mEpeHECEHHBIX YacThIX WHQEKIHA JEeTH MOTyT OTCTaBaTh B
¢u3nyeckoM pa3BUTUM (B OOJBIIEH CTENEHM OTHOCHUTCS K TMAaleHTaM ¢ X-CIEIUICHHOU
araMMarjioOynuHeMuen). ¥ MaluueHTOB C TSDKEIOM 3HTeponaTuell MOKeT ObITh CHHMYKEHA Macca
Tena;

- Tamenammst Tpynn nepudepudeckux auMdpoy3noB. OUEHUTh pa3Mepbl, KOHCHUCTEHIIHIO,
MOJBWKHOCTh,  OOJIG3HEHHOCTh  mepudepuuecknx  JuMpoy3naoB.  Bo3mMoxHO  Hammume
JIOKAJTM30BAHHOW WJIM TeHEpAIM30BaHHON IuM(poaneHONaTHH (XapakTepHO Ui ITallMeHTOB C
OBUH). [lynst manueHToB ¢ araMMarjioOyJInHEeMUeH xapakTepHa THIOoIia3us JuM(GOy3iioB (B TOM
qyclie OTCYTCTBHE YBEJIMYEHMSI PETHOHAJBHBIX JHUMQOY3JI0B, HECMOTpS Ha AaKTHBHBIN
MH(EKIIMOHHBIHN MPOTIECC)

- Ilampmammss mNEYeHW W CEJIE3EHKH: BO3MOXKHO HAJM4M€ TIenaroMerajud W/win
CIUIeHOMeTranuu (xapakrepHo Juid nanueHtoB ¢ OBUH, runep-IgM cunnpomom).

- ['unonporenHeMu4ecKre OTEKH XapaKTEPHbI [l MAllMEHTOB C TSDKEJIOW AHTEponaTueil uiu
IpyruM 3a00JIeBaHUSIM, TPUBOIAIINM K IOTEpE Oernka.

- Hanuuue npu3HakoB XpOHMUYECKUX HH(EKIIMOHHBIX MPOLECCOB: HANpUMep, "OapabaHHBIX
najsoyek" U "YacoBBIX CTEKOJ'", YBEIMUECHHUE NIEPEAHE3AHETO pa3Mepa rpyITHON KIETKHU U Ip.

- Moryt umetrh MecTo AedopMaiu KpPYIMHBIX CYCTaBOB, KaK CJEICTBUE HEHMH(EKIIMOHHOTO
WM TIEPEHECEHHBIX NH(EKINOHHBIX apTPUTOB.

- OcMOTp KOXHBIX TOKPOBOB — BaXXHO OOpaTUTh BHHMAaHHE Ha HaJIM4YME€ KOXHBIX CHITEH,
(GypyHKYJIOB, KOXKHBIX aOCIIECCOB, a TaKke pyOllOB Ha MeCTaxX MX MPEALIECTBYIONIEH JOKaIN3alHH.

[6]
2.3. JlabopaTopHble AMarHoCTUYeCKue uccriegoBaHus

2.3.1. JlabopaTopHble AUAarHOCTUYECKUe uccrnenoBaHMA AnA Bepudpukaumm
AvarHosa

- BceM nmnanumeHTaM ¢ KIMHMYECKMMM TIpU3HaKamu, xapaktepusiMu s [IWI] ¢
MPEUMYIIECTBEHHON  HEJOCTaTOYHOCTBbIO CHHTE3a AaHTHUTEN, pPEKOMEHIYeTCS IpOBEICHHE
UCCIIeIOBAaHUS YPOBHS 0O0IIero Oeska B KPOBH U ONPEEIICHUE COOTHOLIECHUSI OETKOBBIX (hpakiuit
METOJIOM 3JICKTpodope3a ISl BhISBICHUS H3MEHEHHH COIepyKaHusI raMMario0yuHoB. [ 34, 35]

VYpoBeHb yoeauTeabHoCTH pekomenaamuii — C (YypOBeHb JTOCTOBEPHOCTH JJOKA3aTEIbCTB — 5).

- Bcem nmnammeHTaM ¢ KIMHHUYECKMMU MpHU3HaKamu, Xxapaktepueimu st [IAJ] ¢
MPEUMYIIIECTBEHHON  HEAOCTAaTOYHOCTBbIO CHHTE3a AaHTHUTEN, PEKOMEHIYyeTCsl MpOBeIeHUE
UCCIIEIOBAaHUSI YPOBHA UMMYHOTNIOOynuHOB A, G, M B KpoBH AJis BBISBJICHUS HapylIEHU CO
CTOPOHBI TYMOPAJILHOTO 3BeHa UMMYyHHUTeTa (Tabiuna 1, npunoxkenue b1). [28, 33, 36, 37]

YpoBeHb yoeauTeabHOCTH pekoMmenaaruii — C (YypOBEHb JJOCTOBEPHOCTH JJOKA3aTEIILCTB — 5)

KomMeHTapuu: runorammarioOyauHeMHUel cuuTaercst cHikeHue ypoBHs IgG Hmxke 2-x
CTaHJAPTHBIX OTKJIOHEHUI OT BO3PACTHONW HOpPMBI y neTeil W Huwxke 4,5 I/1 y B3pOCIHBIX.
ArammarnoOynuHeMueil cuuraercst cHIkeHue koHueHTpauuu IgG nmwke 1,0 /1, B couetaHuu c
KoHIeHTpauusamMu [gM Hmxe 0,2 r/n u xoHueHTpauuen IgA Hwxke, yem 0,1 r/n mpu KoiauuecTse
nepupepuyecknx CD19+B-kierok Hmke, yem 2%. [5] M3mepenne He0OX0AMMO MOATBEPAUTh KaK
MUHUMYM B 2-X HccienoBanusx. [29]

- [lanmeHtam ¢ runoraMMarjioOylIvHEeMHeH W arammarjoOylTuHeMHeH pPEeKOMEeHIyeTcs
npoBeaenue wuccinenoanus CD19+ nmumdonutoB anst yrouneHus gopmbl TN (Tabmuma 1,
[Mpunoxenue b1). [3, 6]

13 n3 46


http://disuria.ru/
https://аптека-омск.рф/

KnuHunyeckne pekomerngaumm — lNepBuyHbie MUMMYHOOEMULNTBI C MPENnMYLLECTBEHHON HEA0CTaTOYHOCTLIO CMHTEe3a aHTuten — 2022-
2023-2024 (26.05.2022) — YT1BepxaeHbl MuHagpasom PO

YposeHs yoeaurenbHoCTH pekoMenaaiuii — C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTEIbCTB — 5).

- [Taunuentam ¢ nopo3pennem nHa OBUH pexoMenayeTcst mpoBeeHUE OJJTHOTO U3 CIAEAYIOIIUX
Hccae0BaHuM i MOATBEpsKIeHus nuarHo3a (Tabnuua 1):

- UCCJIEIOBAaHNE YPOBHS U30TEMArTIIOTUHUHOB B KPOBH;

- uccnenosanue yposHs CD19+CD27+IgD-nmumdponunToB (epekimoueHHbIX B-k1eTok);

- B Clly4ae MOTPaHUYHBIX\HOPMAJIBHBIX KOJMYCCTBCHHBIX MOKA3aTelieii MMMYHOTJIOOYIHMHOB
KpPOBH — oTpeseieHne tutpa antuten G K aByM U OoJjiee MHGEKIMOHHBIM areHTaM JI0 U TOCIe

BaKI[MHAIIMK C IEJBI0 OIEHKH CIIOCOOHOCTH ()OPMUPOBATH MOCTBAKIIMHAIBHBI HMMYHHBIH OTBET
(ITpuosxenue A3.3). [3, 30]

YposeHs yoeautenbHOCTH pekoMenaaiuii — C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5).

KoMMeHTapuu: W30arrIIOTHHHHBI — 3TO AHTUTENIa TPOTHB HW30aHTHTCHOB (DOPMEHHBIX
3NIEMEHTOB KpoBH (Tpymia antureHoB ABO). [3]

JUIs ~ OIEHKH  TOCTBAKIMHAILHOTO HMMYHHUTETAa HEBAKIMHUPOBAHHBIM  TAI[MCHTAM
pEeKOMEH/I0BaHA BaKIMHANWS WHAKTHUBUPOBAHHBIMU BakiuHaMH. OIEHKAa IMOCTBAKIIMHAIBHOTO
MMMYHHOTO OTBETa C TIOMOIIBIO TTOJMCAXapUAHBIX BAKIMH JOJDKHA TIPOBOJMTHCS HE paHee
JOCTIDKEHUS TIAIIMEHTOM 2-X JIeTHero Bo3pacrta. OneHka MoCTBAKIIMHAIEHOTO HMMYHUTETA JOJKHA
MIPOBOJIUTHCS IO Havaja 3aMEeCTUTEIFHON Teparii UMMYHOTJIOOYJTMHOM YeJIOBeKa HOpMaIbHBIM ™ *.
KnuHnyeckn 3Ha4YMMBIM SBIISIETCS OTCYTCTBHE HapacTaHusd TUTpa B 2-4 pasa depe3 4-6 Henelb
MocJie BaKIHMHAIMH. [IpM COMHHTENBHBIX MOKA3aTeNsIX PEKOMEHIYETCS TWHAMHYECKHH KOHTPOIh
ere uepes 4 veaenu. [38]

- [lammmentamM ¢ TOMO3peHHEM Ha HapYyIICHHE CHHTE3a CHENU(UYECKUX aHTHTE,
peKOMeHayeTcsl omnpesenenne antuten knacca G (xk mudrepuitHomy anatokcuHy, Clostridium
tetani, k Bo3OymuTento MeHuWHTokokka (Neisseria meningitidis), k reMopuILHON TaJIOUYKe
(Haemophilus influenzae) B kpoBu 10 W TOCJIE BaKIMHAIUKA C IEJIBIO OIEHKH CIOCOOHOCTH
(dbopMHUpOBaTh MOCTBAKIIMHAILHBIA KIMMYHHBINH 0TBeT (Tabmuua 1, [punoxkenune A3.3). [3, 34]

YpoBeHb yoeauTeabHOCTH pekoMenaaiuii — C (YpOBEHb JTOCTOBEPHOCTH JJOKA3aTEIbCTB — 5).

- [Namuentam ¢ momo3peHneM Ha neuuut nojakiaaccoB IgG (M301MpPOBaHHBIA WM B
coueraHuu ¢ IgA-mepunmurom) pEeKOMEHAYETCs  MPOBEICHHE  WCCICAOBaHHS  YPOBHS
umMmyHorio0ymuHa G B KpOBH IS IIOCTaHOBKHU auarno3a (Tabmuna 1). [27]

YpoBeHb yoeauTeabHOCTH pekomenaamuii — C (YypOBeHb JJOCTOBEPHOCTH JJOKA3aTEeIbCTB — 4).

- Bcem namuenTam ¢ runorammarioOyanHEeMHEH W araMMmarjioOyJlInHeMuend peKOMEHIyeTCs
npoBeaeHue wucciaenoBanus CD3+, CD4+, CD8+, CD16+/56+ nuM$ouuToB i UCKIIOUYEHUS
koMOuHHpoBaHHEIX Gopm ITU] (Tabauma 1, Ipunoxenue b1, Ipunoxenue B2). [3, 6, 29]

VYpoBeHb yoeauTeabHOCTH pekoMenaaruii — C (YypOBEHb JTOCTOBEPHOCTH JJOKA3aTEIbCTB — 5).

2.3.2. MoneKynsipHO-reHeTU4ecKas AMarHocTmka

- Beem marpieHTaM MY)KCKOTO IM0Jia ¢ araMMarjioOyJTHHEMHUEH U CHI)KEHHEM YpOBHs B kieTok
MeHee 2% PEeKOMEHIYEeTCsl TPOBOIUTH MOJIEKYISPHO-TCHETHUECKOE MCCIIEI0OBAHNE MYTAIlHid B TeHE
Btk B KpoBM AJIs1 MOATBEPIKICHUS aMArHo3a X-CIEMIeHHOW arammarioOymuaemun (Tabmuia 1,
IMpunoxenue B1). [3, 6, 20, 39]

VYpoBeHb yoeauTeabHOCTH pekoMenaaruii — C (ypOBeHb JOCTOBEPHOCTH JJOKA3aTEIbCTB — 4).

- BeceM nmanmeHTam jKEHCKOIO I0J1a, a TaKKe MalMeHTaM MY)KCKOTO I0Jla ¢ HE BBISBICHHOMN
myranueil B reHe Btk c¢ rumorammarnoOynuHemMueil um cHuwkeHHeM YpoBHA B kietok < 2%
PEKOMEHAYETCSI MPOBOJUTH MOJIEKYJIIPHO-TEHETUYECKOE HCCIIEJOBAaHUME MYyTallMid B TEHax,
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OTBETCTBEHHBIX 3a pa3BUTHE JApYrux (opm arammariaoOymuHemuil (mpuwioxkenue A3.2) s
MOJTBEpIKACHUS quarnosa. [3, 6, 40-46]
YposeHs yoeautenbHoCTH pekoMenaiuii — C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTeIbCTB — 4).

- Bcem mammentam ¢ arammarnoOynuHemuedn u  gpyrumu - popmamum  [IMJ[ ¢
MIPEUMYIIECTBEHHOW HEAOCTATOYHOCTHIO CHHTE3a AaHTUTEN C HEYCTAaHOBICHHOM MyTanuein
PEKOMEHJyeTCsl  TPOBEICHHE  MOJEKYISIPHO-TEHETHUECKOTO  HCCIEIOBAaHUS C  IOMOIIBIO
KaCTOMHU3UPOBAHHBIX TaHEJIeH TeHOB (METOJ CEKBEHHMpOBaHUs HOBOro mnokojeHust (NGS)) umu
IyTeM TPOBEAEHUS MOJIHOTO 3K30MHOTO HJIHM TOJIHOTO T€HOMHOTO CEKBEHHUPOBAHHS (IIPHIIOKCHHE
A3.4) s yrounenus popmer [TUJL. [3, 47, 48].

Yposenb yoeautenbHOCTH pekoMenaaiuii — C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — D).

2.3.3. JlabopaTopHble AuarHOCTUYECKMe uccnegoBaHUMA Yy MauUEHTOB C
yCTaHOBIEeHHbIM anarHo3om MU c HapylleHnem cuHTe3a aHTUTen

- Becem nanumenrtam ¢ 1IM/] ¢ npeMMynieCTBEHHON HENOCTATOYHOCTBIO CHHTE3a aHTUTEIN IS
JIUarHOCTUKH BUPYCHBIX U JpYruX HHQPEKIUH peKoMeHIyeTcssi ucmnoib3oBath wmeton [ILIP
(monmumepasHasi 1LIeTHasg peakius), TaK KaK CEpOJIOTUYECKHE METOJbl JMAarHOCTHKU He
UH(POPMATHBHBI B IJAHHOW TPYIINE MAIUCHTOB. [7]

Yposens yoeaurenbHoCTH pekoMenaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — D).

KoMMeHTapuu: HCHOJIb30BaHUE CEPOJOTHMUECKOTO METOAA MCCIEAOBAHUS COIPSHKEHO C
BBICOKMM PUCKOM TIOJTyICHHUS HEJOCTOBEPHBIX Pe3yIbTaToB. [7]

- Bcem nmanuentam ¢ [N/ ¢ npenMyiieCTBEHHON HEIOCTaTOYHOCTHIO CHUHTE3a aHTUTEN s
CBOCBPEMCHHOTO BBISIBJICHUSI U KOHTPOJISI OCIIOKHEHHH, PEKOMEHIYETCSl TPOBEACHUE PETYIISPHBIX
1a00paTOPHBIX UCCIICIOBAHNM HE pexke 1 pa3a B 6 MecsIeB:

- OOmwmit (KTMHUYECKUN) aHAJIM3 KPOBHU Pa3BEpHYTHIA ¢ Au(depeHIIMPOBAaHHBIM T0CUYETOM
JNeHKOHUTOB (NeiikonuTapHoi Qopmynoi) u  wucciemoBanuem COD  (CKOpOCTh OCEIaHUS
PUTPOLIUTOB);

- O0mumii (KITMHUYECKHUI ) aHAJIU3 MOYH;

- AHaIM3 KpOBU OMOXMMHYECKHI 00IIeTepaneBTHIeCKuil (00t 6ok, 6enKoBbIe (Ppakiuy,
moueBuHa, kpeatuHuH, ACT (acmapratamunoTpancdepasa), AJIT (ananmHamuHOTpaHChEpasa),
ITTIT (ramma-rmrotamunTpancnentuaasza), JIAI (makrameruaporenasa), OWaMpyOWH OOIIHiA,
rioko3a). [3, 6, 49, 50]

VYpoBeHb yoeauTeabHOCTH pekoMenaamuii — C (YpOBEHb JTOCTOBEPHOCTH JJOKA3aTEIbCTB — 5).

- Bcem manueHTaMm ¢ rumoramMmarjoOyJUHEMHEH W araMMariioOyJIMHEMHEH, MOJydaronum
3aMECTHTEIBHYIO TEPanui0 HMMMYHOTJIOOYJIMHOM 4YeJOBEKa HOPMAJIbHBIM**, peKOMEeHIyeTCs
eXeMecsIuyHOoe HCCleloBaHue MpeTpaHchy3HOHHOTO ypoBHS IgG B KpOBH 10 JOCTUKEHHUS 1IEIEBOTO
YPOBHSI [T KOHTPOJIs 3 (hekTUBHOCTH Tepanuu. [3]

VYpoBeHb yoeauTeabHOCTH pekoMenaiuii — C (ypOBEHb JTOCTOBEPHOCTH JJOKA3aTEIbCTB — 5).

- Bcem manumeHTam ¢ rumnorammarioOylTuHeMHENH M araMMarjioOylInHEeMHeW, MOoJydarolum
3aMECTUTEIbHYIO TEPANUI0 UMMYHOTJIOOYIMHOM 4YeJOBEKa HOpPMalbHBIM™*, mociie NOCTHXKEeHHUs
neneBoro ypoBHs IgG pekomeHyeTcst uccienoBaHue nperpaHcdysnonHoro yposHs IgG B kpoBu
He pexe | pa3a B 6 MecsIeB Uit KOHTPOJIS 9PPEKTUBHOCTH TEPANU U KOPPEKIHHU 1035I. [3]

VpoBeHb yoeautenbHOCTH pekomenaanuii — C (YpOBEeHb JJOCTOBEPHOCTH JIOKA3aTEIbCTB — 5).

- Bcem mamuentam ¢ I[IM]/] ¢ npeuMyieCTBEHHOM HENOCTATOYHOCTBKD CHUHTE3a AHTUTEI IIPU
pa3BUTUH WH(MEKIHOHHBIX OCJIOXHEHHH peKoOMeHAyeTcs BepuduKaius BO30YAUTENS C ILEIbI0
BBIOOpPA ONITUMATILHOM TaKTUKH JeueHus. [3, 51]
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YposeHs yoeaurenbHoCTH pekoMenaaiuii — C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTEIbCTB — 5).

2.4. MHCprMeHTaﬂbele AnarHoctu4eckue nccriegqosaHus

- Bcem mammentam ¢ IIMJ] ¢ nperMynieCTBEHHONW HENOCTATOYHOCTBIO CHUHTE3a AHTUTEI
pexomenayercst BbIoJHUTH KT opraHoB rpynHoil moiaocTd B MOMEHT IOCTAHOBKM JIMArHo3a C
IIEJIbI0 CBOCBPEMEHHOM TUArHOCTUKH OCiIokHeHui. [49, 52, 53]

Yposens yoeaurenbHOCTH pekoMenaiuii — C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 4).

KommeHTapuu: B nanpHEHIIEM 4acToTa MPOBENEHHs JAaHHOTO OOCIENOBAaHUS ONpEHCIseTCs
KIIMHUYECKUMU TOKa3aHUSM.

- Bcem mamumentam ¢ OBUH pexomenayercs mposenenne Y3U (ynbTpa3BykoBoe
UCCIIEIOBAaHUE) JOCTYMHBIX OCMOTPY JIUM(ATHUYECKUX Y3JI0B, OPraHOB OpIOIIHOM IOJIOCTH Ha
MOMEHT TIOCTAaHOBKM JMar€Ho3a M He pexe 1 pa3a B roJ Uii CBOEBPEMEHHOIO BbISBICHUS
OCJIO’)KHEHUH  (maTojormdeckod  jgumdonpoiudepanny,  MaJUTHU3AMKA) W KOHTPOJIS
addexkruBHOCTH Tepanuu. [13]

VYposens yoeaurenbHoCTH pekoMenaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — D).

KoMMeHTapuu: mnpoBeleHUE AAHHBIX HCCIEIOBAaHUM HEOOXOIMMO, TaK Kak MalMeHTbl C
OBUH mHaxomsaTcss B Trpylie pucKa pa3BUTHS 3JI0KAYECTBEHHBIX JHUMQonpondepaTuBHbIX
3a00JIeBaHU.

- Bcem nmanmentam ¢ OBUH pexomennyercst BeimoaHuTh KT opraHoB rpynHoOi MOJIOCTH HE
peke 1 pasa B Tof ¢ IIE/TbI0 CBOEBPEMEHHON AMarHOCTHKH OCTI0XHeHuH. [ 3, 49, 52, 53]

VYposens yoeaurenbHOCTH pekoMenaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5).

KommenTtapun: KT opraHoB rpyaHOW TOJOCTH SBIsSETCS HanbOojee UYyBCTBUTEIHLHBIM
METOJIOM JIJIsi OOHAPY>KEHHUsI, OTICHKU U XapaKTEPUCTHKHU MOPaKeHMs JIeTKuX y marnueHTos ¢ OBUH,
TaK Kak HE BCE M3MEHEHHS B JIETKMX MOTYT OBbITh CBOEBPEMEHHO 3a(MKCHPOBAHBI C MOMOUIBIO
penutreHorpadpun. Yacrora mnpoeaeHuss KT opraHoB rpynHOH TMOJOCTH  ONpEACIACTCS
UHIUBUAYAIbHO [UISI KaXJA0To mnamueHta, ucxoas u3 ¢enoruna OBUH, Ttsbkectn TedeHus
3a0oneBanus, Tepamuu. CiaeayeT MOMHUTD, uTo HenHdekmonusie npossieaus [TN]] (UBJI) moryt
B TEUEHUE JJIUTEIBHOTO BpEMEHH MpoTeKaTh OeccuMnToMHO. [lo31Hee BhIsIBIIEHNE U HeaJeKBaTHAs
tepanusi UBJI MmoxeT yxyamars NporHo3s.

- Bcem marmuentam ¢ OBUH nipu BBISIBIICHHH MATOJOTUYECKA M3MEHEHHBIX JIUM(PaTHICCKUX
y3JI0B PEKOMEHIYeTCS TMPOBEICHNUE AKCIM3MOHHOW OHOTICHMH 3THUX JUMQPATHUCCKUX Y3JI0OB H
JabHEHIIIEr0 THUCTOJIOTUYECKOTO M HMMMYHOTHCTOXMMHUYECKOTO UCCIIEIOBaHMs OHUOTICHITHOTO
(omepanroHHOr0) MaTepuaia JumMdoysia Uisi CBOEBPEMEHHON AMArHOCTUKH MaJUTHU3ALWN W/UIN
BbIOOpA TapreTHoi Tepanuu. [12, 21, 49]

VYpoBeHb yoeauTeabHOCTH pekoMmenaamuii — C (YypOBEHb JTOCTOBEPHOCTH JJOKA3aTEeIbCTB — 5).

- Becem nanuentam ¢ OBUH npu nono3peHny Ha MHTEPCTUIUANIBHYIO JETOYHYIO 0O0JE3Hb
pEKOMEHJyeTcs MpOBeACHUE OWONCUM JIETKUX C JajdbHEHIIMM MHAaTOTUCTOJOTMYECKHUM U
MMMYHOTUCTOXUMHUYECKUM HCCIEIOBAHUSAMHU IOJYYEeHHOTO OHOMaTepuasa JUis CBOEBPEMEHHOMU
JMAarHOCTHKH MPOSBICHUA UMMYHHON JUCPETYISIIIMM U 3JI0KaYECTBEHHBIX HOBOOOPA30BaHUM U/HUIH
BbIOOpA TapreHTHoit Tepanuu. [12, 21, 49]

VpoBeHb yoeautenbHOCTH pekomenaanuii — C (YpOBEeHb JJOCTOBEPHOCTH JIOKA3aTEIbCTB — 5).

- IlamuentaM ¢ MOpaXxCHHUEM XKKT wu rumor aMMaTHO6YHHHeMHCﬁ PECKOMEHAOBAHO
IMPOBCACHUC OMOIICUM TOJCTOM W/WUIM TOHKOM KHIIKH C NOMOIIBIO BHACOSHIOCKOIMMYCCKUX
TEXHOJIOTUH M JallbHEHIIEro TUCTOJOTHYECKOrO HCCIEI0BaHMS OMOIICUIHOTO (OHCpaI_II/IOHHOFO)
Marepuaiia TOHKON KHUIIKH W/WIM TOJICTOM KHIIKHA C MNPUMCHCHUCM HWMMYHOTUCTOXUMHUYCCKUX
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METOJIOB sl U depeHInaIbHON AUAarHOCTUKA MEXIy NopakeHueM kumneyHuka rnpu OBUH u
psagom 3a6oseBanuit XKKT (nenuakus, HAK, 6onesus Kpona). [54]

YposeHs yoeautenbHoCTH pekoMenaiuii — C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTeIbCTB — 4).

Kommenrapun: OBUH wacto mporekaer moa Mackamu pa3nuusbeix 3aboneBanuii JKKT
(uenmuakuy,  HecHeU(pHUUECKOro  A3BEHHOro  kosiuta, ©OonesHu  Kpona), mnposeneHue
QG hepeHInaIbHOTO JUAarHo3a 3aTPYAHIET CX0KECTh MaTOTUCToNornYeckoi kaptunbsl pu OBUH
¢ naHHbIMU 3a0osieBanusiMu. Mapkepom OBUH sBisiercs orcyrcrBue CD20+ mma3zMaTuuecKux
KJICTOK B COOCTBEeHHOM. [12, 54]

2.5. UHble gnarHoctu4yeckume nccrenoBaHus

- Becem nanumenrtam ¢ 1IM]] ¢ npeMMymecTBEHHONW HETOCTATOYHOCTBIO CUHTE3a AHTUTEN JUIS
KOHTpOJISl TeueHUs 3a00sieBaHUs, KOPPEKLUUU Tepanu, CBOEBPEMEHHOIO BBISIBICHUS U KOHTPOJIS
OCJIOKHEHUN PEKOMEHAYETCS IPOBEACHUE KOHCYJIbTALMK Bpada-ajuleproyiora-MMMYHOJIOTAa HeE
pexe 1 pasza B ro. [3, 6, 49]

VYpoBeHb yoeauTenbHOCTH pekomenaanuii — C (ypoBeHb JTI0CTOBEPHOCTH JIOKA3aTEIbCTB — 5).

- Bcem ponctBeHHmkam manuveHTtoB ¢ IIMJI ¢ nmpeMmymiecTBEHHONW HEAOCTAaTOYHOCTHEO
CHUHTE3a aHTUTENl C YCTAHOBJICHHOW MYyTallMel PEKOMEHIyeTcs mpueM (OCMOTp, KOHCYIbTAITUs)
Bpaya-TeHETHKA JUIsl OMPENETCHHUS JIUIl, HYXKIAIOMMUXCS B TPOBEACHUU  MOJEKYJISIPHO-
T€HETUYECKOTO 00CTeIoBaHus JJI1 CBOCBPEMEHHOW MOCTaHOBKM auarHosa [IW]] unu BeIsIBIEHUS
craryca Hocutens. [3]

VYposens yoeaurenbHOCTH pekoMenaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5).

- Bcem poactBenHukam mnanueHToB ¢ [IM/] ¢ mpenmyilecTBEHHOW HEI0CTaTOYHOCTHIO
CHUHTE3a aHTUTEN C YCTaHOBJIEHHOW MyTalledl peKoOMEeHAyeTcs MpHeM (OCMOTp, KOHCYJbTAIus)
Bpaya-reHeTHKa JUIs TUIAHUPOBaHHS CEMbH. [3]

VYposens yoeaurenbHOCTH pekoMenaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — D).

- Bcem nanuentam ¢ I1M/] ¢ npenMyiiieCTBEHHON HEIOCTAaTOYHOCTHIO CHUHTE3a aHTUTEN st
CBOCBPEMCHHOW  JIMarHOCTHKWA  OCJOKHEHMH ©  moabopa  Tepamud TPH  BBISBICHUU
COOTBETCTBYIOIIMX JKaJI0O0 W/WJIM KIMHWYECKUX MPOSBICHUHN, U/UIN U3MEHEHUN TTpU 00CIeI0BaHUN
PEKOMEHIyeTCSl IPOBEACHUE KOHCYIbTAIIUN CMEKHBIX CIICIIHAIUCTOB:

- Bpa4a-racTpOdHTEPOJIOTa;

- Bpay4a-IyJIbMOHOJIOTa;

- Bpa4a-OTOPHUHOJIAPUHTOJIOT A,

- Bpa4a-CTOMaroJIora;

- Bpa4a-remMaToJiora;

- Bpa4a-OHKOJIOTa;

- Bpa4a-peBMaroJiora;

- Bpaua-¢rusuarpa. [3, 21]

VYpoBeHb yoeauTeabHOCTH pekoMeHaaruii — C (YypOBEHb JTOCTOBEPHOCTH JJOKA3aTEILCTB — 5)

3. JleyeHne, BkIOYAsA MeOUKAMEHTO3HYHO U HeMeAUKaMEHTO3HYK Tepanuu,
avetotepanuio, obesdbonuBaHMe, MeOULIMHCKME NMOKa3aHUs U NPOTUBOMNOKa3aHUA K
npUMeHeHUI0 MeToA0B neYveHus

OcHOBHBIMU ~ HampaBieHUsMH B JedeHun OombHBIX [IWJ[ ¢ mpeumyiiecTBEeHHOM

HEAOCTATOYHOCTHIO CHHTE3a aHTUTCI ABJIAIOTCA:
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- 3aMECTUTENIbHAs Tepanus npenapaTaMd UMMYHOTJIOOYIHHA YelIOBEeKa HOPMAIBHOTO™* is
BHyTpuBeHHOTO (BBUI**) 11 moakoxuoro BBenenus (ITKUI**);

- IpO(MITAKTHKA W/WIIK Tepanus HHPEKIIMOHHBIX MPOSBICHUH;

- Tepanus NPOSBICHUI UMMYHHO# aucperyisiuu. [35]

3.1. 3amecTutenbHas Tepanua VIMMyHOFHO6y11VIHOM yenioBeka HOpMa.ﬂbeIM**

3aMecTUTENbHAS TEpanusi MMMYHOTJIOOYJIMHOM 4YelIOBEKa HOPMaIbHBIM** — 3TO OCHOBa
tepanuu i Takux Gopm ITHUJ[ ¢ npenMyiecTBEHHOM HEJOCTATOUYHOCTHIO CUHTE3a aHTUTE, Kak:
OBUH, arammarnoOynuHemuu, runep-IgM cuHApOM ¢ NpeuMyIIECTBEHHONW HEIOCTATOYHOCTHIO
cuHTe3a aHTuTel. llpu pa3BUTHM TSOKENbIX W/WMIM PEeUUAMBHPYIOIIUX HH(QEKIH, BOIpPOC O
Ha3HAYEHUW JaHHOW Tepanuu MOXeT ObITh paccMOTpeH u mpu Apyrux ¢opmax I[N c
MPEUMYIIECTBEHHON HEJI0CTaTOYHOCThIO aHTHTEI. [3]

[Inanebo-koHTpOIUpyeEMBbIE  HCCIEAOBAHMUS IPENapaToB HMMMYHOIVIOOYJIMHA YeJOoBeKa
HOPMaJIBHOTO** ISl 3aMEeCTUTENIbHON Tepanuu y nanueHtoB ¢ [TN]] mpu3HaHbl HEBO3MOKHBIMU TI0
ITUYECKUM CcooOpaxkeHusiM, W He npoBoastrcs. [55] Tlosromy Y/ (ypoBeHB ITOCTOBEPHOCTH
nokaszarenbcTB) U YPP (ypoBeHb yOeAUTENBHOCTH PEKOMEHIAINi) Ui JAaHHOTO BHJIA TEPaIHUH
Huskue. [56]

- Pexomenayercs TIPOBOJWTH pETyIspPHOE BBEJACHHEC HMMMYHOTIJIOOYIMHA YeJIOBEKa
HOPMAITLHOTO** ¢ TENTbI0 3aMECTHTEIBHOM Teparmy cpasy IMocie MOCTAHOBKH JTUArHo3a MalnueHTaM
c:

- araMmarJioOyJIMHEMHUEH;

- OBHUH;

- runep-1gM CHHIPOM C TPEUMYIIIECTBEHHOM HEOCTATOYHOCTHIO CHHTE3a aHTUTEN. [57-62]

VYposens yoeaurenbHoCTH pekoMenaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 4).

KommenTtapun: Ilpenaparsl wMMyHOTJIOOyJIWMHA YeOBEKAa HOPMAJIBHO™* He SBISIOTCS
JDKEHEpUKaMHU, HO TIPOLIECC TMPOU3BOJCTBA NpPENapaToB HMMMYHOTJIOOYJIMHOB  YeJOBEKa
HOpMasTbHOTO** cTporo perimamentupoBan (IIpunokenue A3.5). [55, 63-66]

OHu cpaBHUMBI TIO cBoei 3(D(HEKTUBHOCTH, OJHAKO HMEIOT pPa3Iuuusi, OOYCIOBIICHHBIC
MPOIIECCOM TPOM3BOJCTBA (pasHble MOMYJSIMH JIOHOPOB, pacmpereiieHne mojakiaccoB IgG,
ypoBeHb IgA, crabunm3aTopbl, ypoBeHb pH, BHpycOe30MacHOCTh U JAPYrHe XapaKTepucTuku). s
JNOCTIDKCHUSI HAWJIYYIIero pe3yiabTara JICYCHHs Ipernapar WMMYHOIVIOOYJIMHA 4YelloBeKa
HOpMaJbHOTO** creayeT moadupaTh, UCXOS U3 MHIMBUIYaJIbHBIX OCOOCHHOCTEH maruenTa. |60,
67-69]

I[Io cnocoOy BBemeHusl mpenapaTtbl HMMYHOIJIOOYJIMHA 4YEJIOBEKA HOPMAJIBHOTO**
pasnensaorcs Ha noakoxkseie ¢opmbl (IIKWUT™**) u mpemapaTsl [Uisi BHYTPUBEHHOT'O BBEACHUS
(BBUT'**). Pexomennyemas BBUI** cocraBnser 0,4-0,8 r/kr (rpamm/kuiorpamMm) Maccel Tena 1
pa3 B 3-4 negenu. [3, 57, 58, 60, 68, 70, 71] Pexomenayemas cymmapHas go3a [IKHUI™** na 1 mecsn
cocraBiser 0,4-0,8 r1/kr wmaccel Tena (B Ciydasx HauuuMsg KOd(QQHIMEHTa MepeBoja,
paccuuThIBaeTCS B COOTBETCTBUU C MHCTpyKuuei). CymMapHasi 103a pas3jeiseTcss Ha HECKOJIbKO
MOAKOKHBIX HHBEKIIHH, KOTOPbIE TOJKHBI OBITH BHITIOJTHEHBI C PaBHBIMH MPOMEKYTKAMH B TEUECHUE
Mmecsna. Beenenune mnpenaparo ITKUI** moxer ocymiectBisithest meronom rapid push u c
MOMOIIIBIO CHEIHATBHOTO YCTPOUCTBA JUTSl BBEJICHHS Ipernapara (rmomisi). [71]

Jloza umMMyHOTNOOyNMHA dYeloBEeKa HOPMAlbHOTO** ¥ KpaTHOCTh BBENEHUS JTOJKHBI
noAOUpaTbcs WHAMBUAYATBbHO MJIS KaXKJOTO MalMeHTa C Y4eTOM COIMYTCTBYIOIIEH MaTOJIOTUU
(Hamuuusi OpOHXOZKTA30B, JUaper ¢ moTepei Oenka M Jp.), METaOOJMYECKHMX OCOOCHHOCTEH,
HATMYUS/OTCYTCTBUSL  O00OCTpeHHsT HMH(QEKIIMOHHOTO Tmpouecca u jp. lLlemeBoe 3HaueHue
nperpancdysnonHoro IgG He ke 7 r\in. HazHauenue nmpenaparoB B 6ojiee Bbicokux jgo3ax (0,6-
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0,8 T/Kr wMaccel Tenma) PEKOMEHJOBAHO TMPU WHUIMALMK TEPaluH, TOCJIe TIEpPephiBOB B
3aMeCTUTENbHON Tepanuu Ooisiee 3-X MecsleB (Tepanus HaChIILIEHUs), a TaKKe BO BpeMs
KIMHUYECKU-3HAYUMBIX HWH(EKIIMOHHBIX SMU30J0B H/WIN OCIOXHEHHH, MPUBOAALIMX K TOTEpe
Oenka (sHTEpomnaTus, HeppoTHYecKuii cuHapoM). [Ipyu HanW4YMK COMyTCTBYIOMIECH MATOJNOTHH (TIPU
MMMYHHBIX LUTOIEHHIX) BO3MOXKHO IPOBEJCHUE BBICOKOJO3HOHM Tepanud HMMYHOTJIOOYINHOM
YeJloBeKa HOPMAJIBHBIM**, B COOTBETCTBHME C KIMHMYECKUMH PEKOMEHAAIUSAMH ISl JTaHHOW
HO30JIOTHYECKOH opmbl. [71, 72]

- PexomeHayercs Ha3Ha4yaTh BBEJACHHUE HMMMYHOIJIOOYIMHA 4YEIOBEKAa HOPMAIbHOTO** ¢
[ENBI0 3aMECTHUTEIBHON Tepanuu Npu HAJHMYUHM TOKEIBIX PEHUANBUPYIOMNX HWHOEKIMOHHBIX
MPOIIECCOB (HEKOHTPOJIUPYEMBIX C TOMOIIBIO PAIMOHAIBHOW aHTHOMOTUKOTEpAINIUU) |/WIH
ayTOMMMYHHBIX TPOSIBIICHUH MAIMEHTaM C:

- JedunutoM crenn(puveckux aHTUTEN MPHU HOPMAJIHHOM YPOBHE HMMYHOTJIOOYIWHOB WU
HOpMaJIbHOM KoJmuecTBe B-nmumdornntos B 103e 0,4 r/kr maccel Tena 1 pas B 4 Henenu (B3pociibie
u netn); [73-75]

- TpansutopHoil MilafeHueckod runoramMMarioOynnHemueir B no3e 0,4 r/kr maccel Telna
eKEMECSYHO (1eTH), Kak mpaBuiio 2-3 mecsna; [76, 77]

- Hedpurnmrom noakmaccos IgG (c/unu 6e3 nedurmra [gA) B no3e 0,4 r/kr maccel Tena 1 pa3 B
4 menenu (B3pocibie u aetn). [ 78-82]

Yposens yoeaurenbHoCTH pekoMenaanuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 4).
KommenTapun: mpoAoHKUTENBHOCTh 3aMECTUTEIIBHOW TEpanuu OMPEACNSIeTCs] HCXOAS U3
KIMHHYECKOM cutyanuu. [73-80, 82]

- Bcem nanuentam ¢ IIMJ] ¢ mpemMylieCTBEHHOMW HEIOCTATOYHOCTBbIO CHHTE3a AHTUTEI,
MOJIYYAIOUIUM  3aMECTUTENIbHYIO TEpanui0 HMMYHOIJIOOYJIMHOM 4YelOoBeKa HOPMaJbHBIM™*,
pPEKOMEHIyeTCs TOA0UpaTh 103y Ipernapara TakuM o0pa3oM, YTOObI TpeTpaHCPy3UOHHBINH YPOBEHB
IgG cocraBisin > 7 T/11 A1t JOCTHKEHUS KOHTPOJISI Hal HHGEKITHOHHBIMU 3a001eBaHusIMH. [83]

YpoBeHb yoeauTeabHoCTH pekoMmenaamuii — C (YypOBeHb JTOCTOBEPHOCTH JJOKA3aTEeIbCTB — 4).

- Jlnsg Bcex NAlMEHTOB, MOJYYArOUIMX 3aMECTUTEIBHYIO TEPAlHI0 HMMYHOIJIOOYINHOM
YeIoBeKa HOPMAaNbHBIM**, PEKOMEHIYeTCsl BBIOMpATh IIpernapar C YY4eToOM HHIMBUIYabHOI
HNEPCHOCUMOCTH U CHIDKCHHS PHCKAa pa3sBUTHS HEXKENaTeJbHBIX SIBICHHH Ha (oHe
3aMeCTHTEIbHOM Tepanuu. [84]

VpoBeHb yoeautensHOCTH pekoMenaanuid — C (YpOBEeHb JJOCTOBEPHOCTH JIOKA3aTEIbCTB — 5).

KoMMeHTapuu: pHCK pa3BUTHSI HEXKeENATelbHbIX 3()(GEKTOB BO3pacTaeT MpPH HHUIHMALMN
TepanuM, a TaKKe MPH CMEHE MpernaparoB MMMYHOIJIOOYJIMHA 4YelIOBeKa HOPMAaIbHOTO** B
nporecce JieueHUsl. MeHbIINi prCK MOOOYHBIX 3P(PEKTOB UMEIOT U300CMOIISIPHBIC Tperaparsl, a
TaKKe TOTOBBIE K BBEICHUIO PACTBOPBI 10 CpaBHEHHIO ¢ juoduiusaramu. [Ipu HCHob30BaHUH
HECKOJIbKHX (DIIaKOHOB JTMO(DUIN3HPOBAHHOIO IpernapaTa, PUCK MoOOYHBIX 3P(HEKTOB BO3pacTaer.
Taxke cieayeT yduThIBaTh, YTO Yy MAI[MEHTOB MOXET OBbITh HEMEPEHOCUMOCTh HEKOTOPBIX
KOMITOHEHTOB TIpernapaToB. [84]

- IMammentam c¢ IIMJ] ¢ npeuMylIeCTBEHHOM HEIOCTATOYHOCTBIO CHHTE3a aAHTHUTEI,
HYKJAIOMIMMCST B TPOBEACHUU 3aMECTUTEIBbHOW Tepamuu mpernapaTaMu HMMYHOTJIOOyIrnHA
YyelnoBeKa HOPMalbHOTO**, mis mocTuxkeHus 3(PpPEeKTUBHOTO KOHTPONS HaA HH(EKIHMOHHBIMU
3a00JIeBaHUSIMU HE PEKOMEH]IyeTCsl MCIOJb30BaTh MpemapaTsl, coaepxkamue Mmenee 95% IgG B
CBOEM COCTaBe (M/WJIH HE JACKIapupyrolue 3toro B cBoeit nHcTpykuuu) (I[Ipunoxenne A3.5). [70,
90, 91]

YpoBeHb yOCIUTEIBHOCTH PeKOMeH IaIuii — A (YpPOBEHb JJOCTOBEPHOCTH JIOKA3aTEIILCTB — 2).
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- IMammentam ¢ IIMJl ¢ npeumylecTBEHHOW HEIOCTATOYHOCTBIO CHHTE3a AHTUTEI,
HYXJAIONIMMCS B TPOBEJCHUHM 3aMECTUTENFHON TEepanmuy IpenapaTaMd HMMYHOTJIOOyTuHa
YeJoBeKa HOPMAJIBHOTO** pPEKOMEHIyeTCsl HCIOJb30BaHWE MPENapaToB C paclpeieieHueM
nonaknaccoB IgG, OmmM3kuM K  (U3HOJOTHYECKOMY, KOTOpPO€ JOJDKHO JEKIapUpOBaThCS B
WHCTPYKIIMU K TIpemapary, s JOCTH)KCHHS KOHTPOJS Haj WHQEKIHOHHBIM IPOLECCOM
(ITpuosxenue A3.5). [63, 68]

Yposens yoeaurenbHoCTH pekoMenaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5).

- IMammentam ¢ IIMJ[ ¢ mnpeumymecTBEHHOW HEIOCTATOYHOCTBIO CHHTE3a aHTHTEDN,
HYKJAIOIKUMCS B TPOBEACHUM 3aMECTUTEIBHOW TEpanud HMMMYHOTJIOOYIMHOM 4YeJIOBEKa
HOPMaJIBHBIM**, HE PEKOMEHIYETCSl UCTIONb30BaTh MPeMapaThl, HE MPOXOISIIHNE MPU MPOU3BOJICTBE
STamnbl AIUMHUHAIMU MapBoBUpyca B19 u KOHTpoOJb €ro Hamu4us B IUIa3Me JTOHOPOB M KOHEYHOM
MPOAYKTE (WM HE JISKIapupyroiiie 3Toro B cBoeit uuerpykiun) (Ipunoxenne A3.5). [87]

Yposens yoeautenbHOCTH pekoMenaaiuii — C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — D).

KommenTapun: napBoBupyc B19 criocoOeH BhI3BIBaThH TSKENbIE HAPYIICHUS KPOBETBOPEHUS,
9TO MOXET CTaThb CMEPTEIbHO OMacHBIM ociokHeHneM y marueHTtoB ¢ [TMJI. [88-90] Tak kak
MMMYHOTJIOOYJTMH 4YeJOBEKa HOPMAIBHBIA™** SBISETCS MpernapaToM KpPOBH, C €ro BBEICHHUEM
COTNPSDKEH PHUCK TMepefadyd TPAaHCMUCCHUBHBIX WH(MEKIUMH, TOJBKO MHOTOCTYIIEHYATHIH IPOIecC
AIIMMUHAIIMY BUPYCOB TIO3BOJISIET CBECTH K MUHUMYMY BO3MOKHOCTB TIOJJOOHBIX OCIOXKHEeHUH. [85].

- Ilammentam ¢ IIMJ[ ¢ mnpeumymecTBEHHOW HEIOCTATOYHOCTBIO CHHTE3a aHTHTEDN,
HYXJAIONIMMCS B TPOBEJICHUM 3aMECTHTEIBHOW TEparmmuyl HMMMYHOTJIOOYJIHMHOM YeloBeKa
HOPMaJIbHBIM™*, HE peKOMEHAYETCs HCTI0Ib30BaTh MpEenapaThl, HEe yKa3blBaloIIKue coaepkanue IgA,
JUIS CHYDKEHHUSI PUCKA Pa3BUTHS TOKENIbIX aHaduaakTuueckux peaknuii (I[Ipumoxenne A3.5). [85,
91]

VYposens yoeaurenbHoCTH pekoMenaanuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTeIbCTB — 5).

- [TarmenTtam c [l ¢ npeuMyiieCTBEHHON HEIOCTATOYHOCThIO CHHTE3a AaHTUTEN, C BBICOKUM
PUCKOM  pa3BUTUS TMOYEUHON HEAOCTATOYHOCTH (BO3pacT cTapuie 65 Jer, mouyedHas
HEJOCTaTOYHOCTh B aHAaMHE3, CEICUC, NpUeM He(POTOKCHYHBIX IMpEenaparoB, 00€3BOKHUBAHHE
OpraHu3Ma, naparnpoTerHeMUsl) W/Wiau 3a00JIEBaHUSMU CEpPACUYHO-COCYAUCTON CHUCTEMBI W/WIU C
MOBBIIIEHHBIM PUCKOM TpPOMOOAMOOIMYECKUX 3a00JeBaHUil, HYXIAIONIMMCS B IPOBEICHUU
3aMECTUTEIbHOH  Tepaluu MpernaparaMd HMMYHOTJIOOyJIMHA  4YeloBeKa HOPMAalbHOTO™**,
pexomenayercst ucnois3oBath 10% pactBopel BBUI™** (mns ymenblieHuss o6beMa BBOIUMOMN
xuakoctn) wim ITIKUT** ¢ nesabio CHIDKEHUS Pa3BUTHS PUCKA HEXEIATSIbHBIX sBlIeHUH. [92]

VYpoBeHb yoeauTeabHOCTH pekomenaaruii — C (YypOBEHb JTOCTOBEPHOCTH JJOKA3aTEIbCTB — 5).

KoMMeHTapuu: 'y MalMeHTOB €  MPEACYHISCTBYIOUIUMHU  3a00JI€BaHUSIMH  TOYEK
MPEAIOYTUTEIBHO UcHoab30Banue BBUI** co cTtabunmuzaTopom ManbTo30i. [93]

- Ilaumentam c¢ IIMJ[ ¢ mnpeumyiiecTBEHHOW HEIOCTATOYHOCTHIO CHHTE3a aAHTHUTED,
HYKJAIOIIMMCST B TPOBEACHUU 3aMECTUTEIbHOW Tepamuu mpernapaTaMu HMMYHOTJI00yInHa
YeloBeKa HOPMAIBHOTO**, ¢  3aTpyJAHEHHBIM BEHO3HBIM JOCTYHNOM (OCOOEHHO JeTsM)
pexomenayetrcss ucnoip3oBaTh [IKUI™** ¢ menpio obecriedeHHs TEXHHUECKOHW BO3MOKHOCTH
PETYJISIPHOTO MPOBEICHHS TEPAITUU U CHUYKEHHSI HETaTUBHBIX MOCIIEACTBU /y1s maruenTa. [ 71, 94]

VYpoBeHb yoeauTeabHOCTH pekoMenaaiuii — C (YypOBEHb TOCTOBEPHOCTH JJOKA3aTENIbCTB — 5).

- Ilammentam c¢ IIMJI ¢ mnpeuMylecTBEHHOW HEIOCTATOYHOCTBIO CHUHTE3a aHTUTEI,
HYXJAIOUIMMCS B TPOBEICHUHM 3aMECTUTENBHON TepamuM IpenapaTaMd HMMYHOTJIOOyIuHA
YeJoBeKa HOPMAJbHOTO**, ¢ pa3BUTHMEM CHUCTEMHBIX PEAaKUMH MpU BHYTPUBEHHOM BBEICHUH B
aHaMHe3e peKoMeHJoBaHa cMmeHa mpenapara BBUI™* unu ucnons3oBanme IIKUD ** ¢ nenbro
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CHIDKEHHS PHCKA TSAXKEIIBIX CHCTEMHBIX peakiuii. [95]
YposeHs yoeautenbHoCTH pekoMenaiuii — C (ypoBeHb JOCTOBEPHOCTH J0KA3aTeIbCTB — 5).

- IMammentam ¢ IIMJ[ ¢ mnpeumylecTBEHHOW HEIOCTATOYHOCTBIO CHHTE3a aHTUTEI,
HY)KJAIOIIUMCST B TPOBEACHUM 3aMECTUTEIbHOW Tepanmuu IpernapaTaMd HMMYHOTJI00yiIuHa
9elioBeKa HOPMAIBHOTO**, ¢ TIOXO0M nepeHocumocTeio BBUT** B anamHe3e mpu HEBO3MOKHOCTH
CMEHBl IIpernapara HMMMYHOTJOOyJMHA 4YeJIOBEKa HOPMAJbHOIO™® ¢ LEeNbl0  YIy4LICHUS
[IEPEHOCUMOCTH UH(Y3UH PEKOMEH0BAHO COOJIIOJIEHUE CIEAYIOLUX MTPaBUIL:

- cHWwkKeHue ckopoctu uHy3uu (st BBUT** 5 u 10%): naumnate co ckopoctu 0.01
wir/kr/muH (0.5-1 Mr/kr/mMuH), nocrenerHo noBeimas (kaxapie 15-30 mun) go 0.02 mur/kr/mus, 0.04
mi/kr/muH, 0.06 mur/kr/mMuH u 10 0.08 mu/kr/mMuH (4-8 MI/Kr/MHH),

- IpeMeauKalus C  HCIOJIb30BAHMEM  HECTEPOUIHBIX IPOTHUBOBOCHAIMTEIBHBIX U
MIPOTUBOPEBMATUYECKUX IpPENapaToB, AHTUTMCTAMUHHBIX CpPEACTB CHCTEMHOTO JEHCTBHS,
KOpTHKOCTEpou10B cructeMHoro neictus (¢ I'KC)

- mperuapaTtanus #Hatpus xjaopuaoM*™* 3a 30 mMuHyT n0 BBeneHus mnpemapata (500 M
B3pocibiM U 10-20 Mut/Kr Macchl Tena aeTsam). [71]

VYposens yoeaurenbHOCTH pekoMenaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — D).

- Ilanmentam c¢ IIMJ] ¢ nperMMyHIIECTBEHHOW HEIOCTATOYHOCTBIO CHHTE3a AHTHUTEN, C
COIMYTCTBYIOIIMMHU 3a00JIEBaHUSIMM, COMPOBOXKJIAIOMIMMHUCS ToTepe Oenka (HedpoTHyecKuit
CHHJIPOM, SHTEPOIIaTHEH), HYKJAOIIUMCS B TIPOBEICHUH 3aMECTUTEILHON TEpaliy IMperapaTaMu
MMMYHOTJIOOYJIMHA YeJIOBEKa HOPMaJIbHOTo** pekoMmenmyercs ucmoiab3oBath [IKUT** ¢ nenpio
6ostee addexkTrBHOTO MOAACpKAHUS TeeBoro ypoBus IgG. [73, 97, 98]

VYposens yoeaurenbHOCTH pekoMenaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5).

- [Narmentam ¢ [IN]] kareropuueckn HE PEKOMEHIYETCsl UCIOJIb30BaHNE UMMYHOTJIOOYIIMHA
YeJioBeKa HOpMabHOTO** st BHyTpumbimiedHoro (MI'BM™**) Bpenenus s 3aMeCTHTEIBHOMN
tepamnuu. [98, 99]

VYpoBeHb yoeauTenbHOCTH pekomenaamuii — C (YypOBeHb JTOCTOBEPHOCTH JJOKA3aTEeIbCTB — 4).

KommenTtapun: UT'BM** HeahpekTuBHBI M3-32 BRICOKOTO YPOBHSI HHAKTUBAIIMY TIperiapaTa B
MECT€e BBEJCHHS U HU3KOW CHCTEMHOM OnomoctynHocty. [68, 98, 99]

3.2. MpodmnakTuka n/mnumn Tepanusa MHPEKLUNOHHbIX NPOABIEHNN

[Marmentam ¢ I[IMJ] ¢ mnpeumyniecTBEHHOW HEAOCTATOYHOCTBIO CHUHTE3a aHTHUTEN
aHTHOMOTHKOTEpAIHs MOXKET ObITh Ha3HAYEHA B BHUJIE 3 PEXKUMOB:

- Kypcom muist neyenust 060CTpeHus;

- Hatepmuttupyromas npoduiIaKkTHYecKas aHTUOMOTUKOTepanus (KOPOTKUMHU WU
JUTUTEIbHBIMU KypCaMu);

- Ilepcuctupyromasi npoduirakTHueckas aHTUOMOTUKOTEepanus (MOKU3HEHHBIM MpueM
aHTHOAKTEePUAIIbHBIX MTPETapaToB).

VY nanuentoB ¢ 6onee TsokenbiMu popmamu [TH]] ¢ mpenmyiiecTBeHHONH HETOCTATOYHOCTHIO
cunre3za antuten (OBUH, arammarnoOynuHeMus, BbIpaXXEHHOE CHHXKEHHE ChIBOPOTOUHBIX I1gG u
IgA mpu HOpMaJIbHOM/NOBBIILIEHHOM ypoBHE IgM M HOpMmanbHOM KonuyecTBe B-kierok, (rumep-
M)) anTHOakTepuanbHas Tepanus Ha3HAyaeTcs B JOINOJHEHHWE K 3aMECTUTENIbHOW Teparuu Ipu
HUINYMM XPOHMUYECKHMX OYaroB HHQGEKIUH (B clydae HEKOHTPOJUPYEMOTO HWH(EKIIMOHHOTO
mporecca cienyeT pemarh BONpoc 00 YBETMYEHHMHU J103bl M/WIM YacTOThl BBEACHUS Iperapara
MMMYHOTJIOOY/IMHA YesloBeKa HopMmalibHOro). [l manuenToB ¢ 6onee nerkumu popmamu U] c
[IPEUMYILECTBEHHO N HEJ0CTATOYHOCTBIO CUHTE3a AHTUTE (Tpan3uTOpHas
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runoraMmarioOyanHeMusi, CeleKTUBHbIN [gA nedummr, nedpunut noakinaccoB IgG, medunut
CHenM(pUIECKUX aHTUTEN MPH HOPMAJIbHOM YpPOBHE HMMYHOIJIOOYJIMHOB ¥ HOPMAaJIBHOM
KonudecTBe B-mumdonuToB) aHTHOAKTEpHaNbHAS TEpanus SBISACTCS Tepanueld NMEepBON JHHUH U
TOJIBKO B Cllyyae MH(EKIMOHHOTO MPOIecca, HEKOHTPOIMPYEMOTO aHTUOAKTEPHAIHLHON Tepanuen
(B TOM 4YHCJIE B TMEPCUCTUPYIOIIEM DPEKHUME) MOXKET OBbITh PACCMOTPEH BOIPOC O Ha3HAYCHHUH
3aMeCTHTEIbHOM Tepanuu. [3]

- Ilammenram c¢ IIMJ] ¢ ©$peMMyHMECTBEHHONW HENOCTAaTOYHOCTBIO CHHTE3a AHTHUTEN
PEKOMEH/yeTCsl paHHEe Ha3HAYCHHWE W TIPOBEICHHE KOMOMHHMPOBAHHBIX M IPOJIOHTHPOBAHHBIX
KypCOB AaHTHMHUKpPOOHOH Tepanuu, NPOTUBOBUPYCHOW W IMPOTUBOTPHOKOBOM Tepamuu C LEJbIO
AocTrxkeHUs 3QPeKTUBHOTO KOHTpoJs Haa nHdpekuusamu (Tadmuma 2). [3, 100]

YposeHs yoeautenbHOCTH pekoMenaaiuii — C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — D).

KoMMeHTapuu: mnpoBeseHHE Kypca aHTUOAKTEpUadbHOW Tepalmuu CO  CTaHAApTHOU
MIPOIOJDKUTEIHLHOCTHIO MOYKET OBITh HETOCTATOYHO JIJIS dJMMHUHAIMK Bo30yauTens. [3, 100]

- ITammentam ¢ [IMJ[ ¢ mpeMMynIeCTBEHHOM HEIOCTATOYHOCTBIO CHUHTE3a AHTUTEN IpHU
HEJOCTaTOYHOM  KOHTpoJie  WH(EKIHOHHOTO  Mpollecca  pPEeKOMEHAyeTcs  Ha3HayeHHe
MpOoQUIAKTUYECKOW aHTHUOAKTEPUATILHON Tepanuy MpOAOJKUTEIbHBIMU WM KOPOTKUMH Kypcamu
Tt KOHTPOJIs nHpekimonHoro npoiiecca (Tadmuma 2). [3, 100]

Yposens yoeaurenbHoCTH pekoMenaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — D).

Kommentapun: mnpu ostux ¢Qopmax [IMJ] wame Bcero MOCTaTOYHO TMPOBEICHUS
MHTEPMUTTUpPYIOUIEH npoduiIakTHUeCKOH aHTHOMOTHUKOTepanuu (mpenapar, J03HpOBKa U
MPOJIOJKUTENFHOCTh TEpauU OMPENeNsioTcs JiedyauuM BpadoMm). B cimywae, ecau oOoctpeHus
MH(DEKIMOHHBIX 3a00JI€BaHUN MMPOUCXOISAT B ONPENICTICHHBIN CE30H, HA3HAYAIOTCSI CE30HHBIE KYPChI
AHTUOMOTHKOTEPAITHH.

Ta6nuna 2. [Ipodunakruueckas antuonorukorepanus. [3, 100]

AnTHOaKTEepUaIbHBIN IpenapaT CHCTEMHOTO
IEUCTBUA

Hertu B3pocabie

# AmoxcunmuH+[ KnaBymanoBast kuciora ] ** 10-20 wmr/kr wmaccel | 500-1000 mr 1 wam 2

Tenma 1 unM 2 |pas3a B JICHb
paza/neHp
# Ko-Tpumoxkcazon |5 Mr/kr maccel Teia B | SMI/KT B IeHb Wid 3
[Cynbdamerokcazon+Tpumeronpum|** JIeHb WM 2 pa3a B|paza B Henemwo (IO
JICHb €KETHEBHO WJIH | KTMHUYECKUM
3 mHS B HENEI0 MOKa3aHUAM
#AzurpomMunua™* 10 mr/kr maccel Tena|500 mr 1 pa3 B
1 pa3 B Hepento wiu |Heaeao win 250 mr
5 MI/KT Macchl Tena|yepe3 AeHb 3 pasza B
4yepe3 JeHb 3 JHS B|HEIENIO
HEZEII0
#KnaputpoMurua** 7,5 Mr/kr Maccel Tena| 500 Mr B 1eHb uian 2
B JICHb WK 2 pa3a B|pasa B JIcHb
JeHb
#loxcuuukmua** Hersm crapuwe 8 net| 100 mr 1 nm 2 paza

25-50 mr 1 wmm 2

B JIEHb
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pasa B JicHb

WuransuuonHbie GopMbl aHTHOAKTEPUAIBHBIX MPENapaToB CUCTEMHOTO ACHCTBUS

#Tobpamuruy** Hetsim crapiie 6 et u B3pocibim: 300 mr 2
pa3a B JeHb, Kypc 28 nHei, 28 nHe#
IEPEPBIB U T. 1.

B ciiyuae Hed(PEKTHBHOCTH WM TUIOXOW MEPEHOCHMOCTH JAaHHBIX PEKUMOB, MOXKET OBITH
BBIOpaH 1100011 qpyroi aHTHOAKTepUaAIbHBIN TIpenapaT CUCTEMHOTO JICHCTBUSI.

3.3. Tepanusa nposiBfIeHUA UMMYHHOW AUCPerynsauum

MeTompl JeUeHHs] UMMYHHOU TUCPETYIAINN UMEIOT OTPaHUUYEHHYIO J0Ka3aTeabHyro 0a3y (B
COOTBETCTBUU cO ImKajamMu oueHku YJIJI u YPP) nmo mpuunmHe OTCYTCTBUS NOCBSILIEHHBIX MM
KIIMHUYECKUX HcclieoBaHnil. HeB3upas Ha 3TO, OHHM SBJISIOTCS HEOOXOAMMBIMH 3JIEMEHTAMU IS
TaKTUKA JIEYCHUs, TaK Kak Oosiee 3(h(EeKTUBHBIE W JOKa3aHHBIE METOJbI HE pa3paboTaHbl B
Hacrosee BpeMs. [Ipu BEIOOpE TaKTHUKU BEACHUS U TEPANMH CJIEYEeT YUYUTHIBATh, YTO Y TAIlMEHTA
MOTYT OBITh HECTaHJAPTHBIC TPOSIBICHHUS OOJE3HH, a TaKKe codeTaHue OO0JE3HW C JPYrUMHU
MaToJOTUSMUA, YTO MOXKET JUKTOBAaTh HEOOXOJAMMOCTh HM3MEHEHHWHM B alrOpuTME BbIOOpa
ONTHMAJIbHON TAKTHKH JICUCHUS.

4. MeauumHckas peabunutaums, MeAuLMHCKue nokasaHus 7]
NpPOTUBONOKa3aHUsi K NPUMEHEeHUI0 MeTo4O0B peabunutauumn

CaHaTopHO-KYpOPTHOE JICUYSHHE TI0 TPOQIITIO OCTIOKHEHUH OCHOBHOTO 3a00JICBaHHS.
[cuxomornveckas peaOUINTALINS M COIMATbHAS a/IalTAIIHs.

5. NMpodmnakTnka n gucnaHcepHoe HabnwaeHne, MegULMHCKUE MOKAa3aHUA U
NPOTMBONOKa3aHUA K NPUMEHEeHUI0 MeTOA0B NPodunakTMKm

MeTol0M MepUHATAILHOTO M PAHHEro IOCTHATAJIbHOTO CKPUHUHIA HACJIEICTBEHHBIX
araMMarjo0yJIMHEeMU, TPaH3UTOPHON TrUHoramMmarjioOyauHEMHUH JIETCKOTO BO3pPacTa, HEKOTOPBIX
dopm runep-IgM curgpomo u OBUH ¢ pannum nebrorom siBisercst onpeaeiaenne TREC (T-cell
receptor excision circles) m KREC (kappa-deleting recombination excision circle) B maskax-
oTrneyaTkax. JlaHHBI METOJ MO3BOJISIET OCYIIECTBIATh CKPUHUHT MAlMEHTOB JUI YIIIyOJIEHHOTO
UMMYyHOJIOTHYecKoro oocinenoBanus. [101-103]

- Bcem mammentram c¢ IIM]/] ¢ mpenmymiecTBEHHOW HENOCTaTOYHOCTBIO CHHTE3a AHTUTEI
PEKOMEHJIyeTCsl TPOBE/ICHHE €KETOAHOM BaKIIMHALMY POTUB BUpYyca IpuUMia (HHAKTHBUPOBAHHOM
BaKIMHOM), WMMMYHH3aIlUsl BaKUMHOM Ui TNPOQWIAKTHKA I[THEBMOKOKKOBOW HMHGMEKIMH |
uHbekmit, Bb3piBaeMbix Haemophilus influenzae tun b ans npodunakTuku 3apaxeHus 3TUMHU
B030ymuTensamu. [104-107]

VpoBeHb yoeautenbHOCTH pekomenaanuii — C (YpOBEeHb JJOCTOBEPHOCTH JIOKA3aTEIbCTB — 5).

KomMeHTapuu: MpeAnOYTHTEIbHO HCIOIb30BaHHE KOHBIOTHPOBAHHBIX M abIOBAHTHBIX
BakuuH. [104-107]

- [Tauuenram ¢ OBUH, arammarnoOynunemueii, runep-IgM cuHIpOMOM He peKOMEHIyeTcs
HCII0JIb30BAHNE JKUBBIX BaKLUH JUIs IPEIOTBPALEHHS PUCKAa PAa3BUTHUS BaKI[MH-AaCCOLMUPOBAHHOTO
MH(EKIMOHHOTO Mpoliecca ik BUpycoHocuTenbeTBa. [104-108]

YpoBeHb yoeauTenbHOCTH pekomeHaaluii — C (YpOBEeHb IOCTOBEPHOCTH JIOKA3aTENbCTB — 5).
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KommenTapuu: mpoBeieHHe UMMYHHM3alUHA BaKIIMHOW IIPOTUB BETPSHON OCIIbI, BAKIIMHOW JJIs
Npo(UIAKTUKYA MAPOTHTA, MTPOTUBOKOPEBOHM BAKIIMHOW, BAKIIMHOW MPOTHUB KPACHYXH BO3MOXKHO,
eciu ypoBeHb CD4+ > 500 xkn/mm3 y B3pocibix, > 1000 xi1/mm3 y gereit ot 1 mo 6 met, > 1500
ki/Mm3 y aereit o 1 roma. [104, 108]

- Bcem mammenTtam ¢ aeUIMTOM H30THUIA WUMMYHOTJIOOYJIMHOB WM JE(PHUIMTOM JIETKUX
Henei nmpu HOPMaJbHOM KOJIM4ecTBE B-1uMQOIMTOB pekoMeHIyeTcsl IpOoBEACHNE BAaKIMHAIINN B
COOTBETCTBMU C HalMOHaNbHBIM KalleHJAapeM MPHUBHBOK JUIS MPO(UIAKTUKA HWHOEKIMOHHBIX
3aboneBanwmii. [104, 105, 108]

Yposens yoeautenbHoCTH pekoMenaaiuii — C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5).

- Pexomenpyercs BakumHamus OKpykeHMs mnaunueHtoB ¢ IIM/] ¢ npenmymecTBeHHOU
HEJOCTaTOYHOCTHIO CHHTE3a aHTUTEN C LEeJbl0 CHI)KEHHS pHCKa 3apaKeHUs BaKIIMHO-
yrpasisieMbiMu UHGekusimu. [104, 108]

Yposens yoeautenbHoCTH pekoMenaaiuii — C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — D).

KoMMeHTapuu: B IUlaH BaKIMHAIMM KOHTAKTHBIX JIMI] JOJDKHO BXOJUTh: INPOBEACHUE
BAaKIMHAIIMM TI0 KaJleHJapro (ecimm He OBUIO TMPOBENEHO paHee), IMPOBEACHHE €XKEeTOqHOU
BaKIIMHAIIMM TPOTUB BHUpyca rpunmna (MHAKTUBUPOBAHHOM BaKIMHOW), WMMYHH3ALMS JUIS
MpoQUIAKTUKY THEBMOKOKKOBOM MH(eKunn 1 uHPpeknui, Bbi3biBaeMbix Haemophilus influenzae
tun b. Jlng BakuuHaum okpyxenus nauuentoB ¢ [I1]] ¢ npeumyiiecTBeHHOM HEAOCTATOYHOCTHIO
CHUHTE3a aHTUTENl MPOTUB BUPYCOB TpUIINIa U TOJMOMHUENNTA IpenapaTaMu BbIOOpa SBISIOTCS
BaKIIMHHbBIE MpernapaThl, COoAepKalllue BUPYC MOJHMOMHUETUTA TPEXBAJIEHTHBIM MHAKTUBUPOBAHHBIN
LENBHBIA U BUPYC TPHUIIA HHAKTUBUPOBAHHBIN 1eabHBIN. [104]

6. OpraHusaumns okasaHusi MEQULUHCKOW NOMOLLM

Tlocne mocTaHOBKHM qUarHosa:

- IlaumeHTt ¢ ycraHoBiaeHHbIM nuarHo3oMm [IM]] ¢ HEZOCTAaTOYHOCTHIO CHHTE3a aHTUTEN
JOJDKEH HaXOJWTCS TOJI TUCIIAHCEPHBIM HaONIOEHHEM Bpada MO MECTY JKUTEIbCTBA MU SIBISTHCS
IV KOHTpOJIsi Tepanuu. KpaTHOCTh HaOJIONEHUS OINPENeNseTcsl UCXOMs W3 CTENEHH TKECTH
Te4eHUs 3a00JIeBaHUsI.

- TlanmeHTHl, TONyYaIOIIME 3aMECTUTEIBHYIO TEparuio, JODKHBI HE MeHee 1 pa3 ron
MPOXOAUTH 0OCIETOBAHUE JJIsl KOHTPOJISI PAa3BUTHS OCIIOXKHCHUH.

- IMammentsr ¢ [MM]] ¢ HEMOCTATOYHOCTHIO CHUHTE3a AHTHTEN JOJDKHBI OBITH 00ECIeueHBI
npemnapaTamMu 0a3ucHON Tepanuu (MMMYHOTJIOOYIHHOM YeloBeKa HOPMaIbHOro** B HEOOX0AUMOI
J103€ U TpernapaTaMu JijIsi KOHTPOJISE CAMIITOMOB KIMMYHHOU TUCPETYIISIIHH).

6.1. MokasaHna gnsa nnaHoBOMW rocnuTanusauum

- HCPBUYHOC YCTAHOBJICHUEC NUATrHO3a IIPpU HAJIMYUU CUMIITOMOB, XapaKTCPHBIX AJIA HHIL,

- TroCldTalau3aivusa B CIHCHUAIM3HPOBAHHBIC LCHTPLI IIPU HCO6XOI[I/IMOCTI/I KOPPCKIUH
TCpalnu,

- JII00BIE OCJIOKHCHUA, Tpe6y101111/1e CTallMUOHApPHOTO JCUYCHUA (aYTOI/IMMYHHBIe,
MaJIMTHU3alusl, SHTCPOIIaTuA 1 )Ip)

6.2. Noka3saHuA OnNA 3KCTPEHHOM rocnuTanusauum

COCTOHHI/IH, YrpoXaromue KU3HH U Tp66y}0mne OKCTPCHHOI'O0 OKa3aHUs MEIUITUHCKOM
IIOMOIITH.
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6.3. NMNokasaHuAa Ans BbIMUCKA NalueHTa U3 cTaunoHapa

- CraOum3anmsi COCTOSHUS,
- JIIMTEenBHOCTH CTALIMOHAPHOIO JICUEHUsS ONPEHEIACTCS XapakTepoOM M TSHKECTBIO
KJIMHAYECKHUX TPOSIBICHUH HHPEKIIMOHHBIX 1 HeMH()EKIMOHHBIX ocinoxxuenuit [TN]1.

7. OJononHutenbHas wuHdopmauusa (B ToM u4ucne akTopbl, Bnusilolme Ha
ucxopn 3aboneBaHUA UM COCTOAAHUA)

Huarno3 [IM]l ¢ npeuMyleCTBEHHON HEIOCTATOYHOCTBK) CHUHTE3a AHTUTEN HE SBISETCS
MIPOTUBONIOKa3aHUEM K OepeMeHHOocTH U poaaM. HeoOxoaumbl palMoHaidbHbIE MOJATOTOBKA U
KOHTPOJb OEpeMEHHOCTH, OCOOEHHO B  ClIy4ae HaJu4yusl y HAUEHTKH  TSKEIO0ro
HEKOHTPOJIMPYEMOTO HMH(EKIIMOHHOTO IMpoIlecca WM CEePhe3HBIX OCIOXHEeHUW. BriObop mertona
poiopa3petIeH s — 0 aKylIepCKUM MOKa3aHUSM.

- bepemennsiM keHmmHam ¢ [IMJ[ ¢ mpeumymiecTBEHHOM HEAOCTATOYHOCTBIO CHHTE3a
aHTUTENl PEKOMEHIYETCS COBMECTHOE BEICHHME OepeMEHHOCTH IoJ HaOJoJeHHeM Bpaya-
aJyIeprosiora-uMMYHOJIOTa U Bpada-aKyliepa-THHEKOJIOTa TSt CHHYKEHHUS prucKa ocmoskaeHuit. [109]

VYposens yoeaurenbHoCTH pekoMenaauii C (ypoBeHb JTOCTOBEPHOCTH JI0KA3aTEILCTB — 5).

- bepemennsiM xeHmmHam ¢ [IMJ[ ¢ mpeumymiecTBEHHOM HEIOCTATOYHOCTBIO CHHTE3a
aHTHUTENl PEKOMEHIYETCs TIIATENbHbIH KOHTPOJIb HHGEKIMOHHOTO Mpoliecca JJIsi CHIDKEHUSI pUcKa
MepUHATATBHBIX 0ca0)HeHHH. [109]

- bepemennbiM manmentkam ¢ [IM]J] ¢ mpenmyniecTBEHHOW HENOCTATOYHOCTBIO CHHTE3a
AQHTHUTEJ  PEKOMEHJIYETCS  yBEIMYEHHE 1036l  Mperapara HMMYHOTJIOOYIMHa  4YeJoBeKa
HOPMaJIBHOTO** 17151 3aMECTUTEITLHOM Teparuu C 1EeIbI0 MPOQPIIAKTHKHA Pa3BUTH HH(PEKIIMOHHBIX
ocioxuenuid. [71, 110-112]

VYpoBeHb yoeauTeabHoCTH pekomenaamuii — C (YypOBeHb JTOCTOBEPHOCTH JIOKA3aTEeIbCTB — 4).

KommeHTapun: He0OXOJWMOCTh YBEIMYEHHUS J03bI OOYCIIOBJICHAa YBEIMYCHHEM Beca
MAIMEHTKN, TEMOIIIIONUCH U Mepenadeii 4acTh MMMYHOTJIOOYJIMHOB TUIOAY TPaHCIUIAICHTAPHO.
[113] [do3a u uHTEpBas BBEACHUSA MOAOHMPACTCS WHAWBHAYAILHO C YY€TOM IMpeTpaHc()y3HOHHON
KoHIeHTpammu [gG, dacToThl HMH(MEKIMOHHBIX MPOIECCOB, HAIMYHMS HEHH(DEKIIMOHHBIX
OCJIO)KHEHHUH, Beca manueHTku. [71, 110-112]

- bepemennbiM nanmentkam ¢ IIMJ[ ¢ npenMmyiiecTBEHHOW HENOCTATOYHOCTBIKO CHUHTE3a
aHTUTEA B Cllydae MPOBEACHUS POJOpA3peUIeHUs IyTeM OIlepaluyd KecapeBa CeYeHUs
pPEKOMEHAyeTCsT MPOBOJAUTH KypChl aHTHOAKTEpPHANbHOM Tepamuu IIUTEeNbHOCThIO B 2-3 pasa
MPEBBIIAIONIEH  MPOJODKUTEIBHOCTh  CTaHJAPTHOM  aHTHOAKTEepHalbHOM  Tepamuud Yy
MMMYHOKOMITETEHTHBIX OOJBHBIX C LENbI0 MPOPUIAKTUKHA PA3BUTUSI HHPEKIIUOHHBIX OCIOKHEHUI
B IocJieonepannoHHom nepuoze. [109]

VYpoBeHb yoeauTeabHOCTH pekoMmenaauii — C (YypoBeHb JOCTOBEPHOCTH JJOKA3aTEIbCTB — 5).

KpuTepumn oueHKu KauyecTBa MEOULUHCKOM MOMO LU

N Kpurepun kauectsa OrneHka BBIIOJTHEHUS
1 [TanreHTy ¢ KIMHUYECKUMU MpU3HaKaMu, Xapakrepubivu uist [T/ | la/Het
C TNPEUMYLIECTBEHHONW HENOCTATOYHOCTBIO CHHTE3a aAHTUTEI,
BBITIOJTHEHO IIPOBEACHUE UCCIIEN0BaHN YPOBHs
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UMMYHOTII00ynuHOB A, G, M B KpoBH

[ManenTy ¢ runoraMMaryioOyJIMHEMHUEH W arammarioOylTuHeMHen
npoBeaeHo uccieaoanue CD19+ numdormron

Ja/Het

[ManenTy ¢ runoraMMarioOyTHMHEMHEH W aramMMmariioOyaTuHeMuen
npoBefieHo  uccienoBanus ypoHs CD3+, CD4+, CD8+,
CD16+/56+ numdo1MTOB B KPOBH

Ha/Her

[Tanmenty ¢ IIMJ[ ¢ #OperMynIeCTBEHHONW HENOCTaTOYHOCTHIO
CHHTE3a aHTUTENl IUAarHOCTHKA BUPYCHBIX HMH(MEKIUH MpoBeaeHa
metoaoM [1L[P

Ha/Her

[Tanmenty c¢ IIMJI ¢ nOpenMyIIECTBEHHONM HEIOCTATOYHOCTHIO
CHUHTE3a aHTUTEN MPOBOJAATCA  peryjsipHble  JabopaToOpHbIE
uccieoBaHus He pexe | paza B 6 Mecs1IeB:

- OOmumii (KIMHUYECKHH) aHaIW3 KpPOBH DPAa3BEPHYTHIH C
nerkonutapuoit  ¢opmynor u  COD  (CKOpOCTh  OCEHTaHMS
SPUTPOLIUTOB);

- OOumii (KIMHUYECKHI) aHaIU3 MOYH;

- AHanu3 KpoBH OMOXMMHUYECKHI oOlierepaneBTHUECKU (0Ot
Oemok, OenmkoBble (pakiuu, MouyeBWHA, KkpeatunwH, ACT
(acmapraramuHoTpancdepaza), AJIT (amanmHaMuUHOTpaHChEpasa),
I'TTII (raMMa-TIroTaMHITpaHCIIENTHAA3a), JIAT
(makTaperuaporeHasa), OMIMPyOUH OOIIHIA, TITIOK032)

Ja/Het

[Tarmenty c TUTIOTaMMarjoO0yJIMHeMuen W
araMMmarjo0ylMHeMHen, oTyJyaroieMy 3aMECTUTENbHYIO TEPAIUIo
MMMYHOIJIOOYJIMHOM  4YeJIOBeKa  HOPMAaJbHBIM,  IPOBOJUTCS
eXKEeMeCIYHOe HCCieoBanne nperpancdysnonnoro yposus IgG B
KpPOBHU JI0 IOCTHKEHHUS 1IEJIEBOTO YPOBHS

Ha/Her

[Manuenty c rurnorammarioOyanHeMuei Wi
araMMmarjo0ylIMHeMHen, oMyJyaroieMy 3aMEeCTUTENbHYIO TEPAIUIO
MMMYHOIJIOOYJIMHOM YeJIOBEKa HOPMaJbHBIM, MOCJE JOCTHXKEHUS
1L[EJIEBOTO YpOBHS IgG MIPOBOJIUTCS UCCIIEIOBaHKE
npetpancdy3nonHoro ypoBHs IgG B kpoBum He pexe 1 paza B 6
Mecs1EeB

Ha/Het

[MTaumenty c¢ IIMJ[ ¢ nOpeuMylieCTBEHHOH HEIOCTATOYHOCTBIO
cuHTe3a aHTUTeNn BbINOJHEHO KT opraHoB rpyaHOW MOJNOCTH B
MOMEHT I[IOCTAaHOBKM JIMarHo3a ¢ II€JIbI0  CBOEBPEMEHHOM
JIMArHOCTHKH OCJIOKHECHHUN

Ja/Her

IMartuenty ¢ OBHUH mposeneno Y3U  (ynmbTpa3BykoBOE
UCCIIEIOBaHUE) JOCTYMHBIX OCMOTpPY JIMM(ATHUYECKUX Y3JIOB,
OpraHoB OPIOIIHOM MOJIOCTH Ha MOMEHT MOCTAHOBKHU JIMarHO3a U He
pexe 1 pa3a B rox

Ha/Her

10

[MTanmenty ¢ IIMJI ¢ #OpeuMyIIECTBEHHONM HEIOCTATOYHOCTBIO
CUHTE3a aHTUTENI IIPOBOJIUTCA KOHCYJbTALlMs Bpada-ajljieprosora-
MMMYHOJIOTa He pexxe | pasza B rof

Ha/Her

11

[Marmenty ¢ arammarnoOynuaemueit/OBUH/runep-IgM cunapom ¢
MPEUMYLIECTBEHHOW  HEIOCTAaTOYHOCTBIO  CHHTE3a  AHTUTEN

Ha/Her
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MPOBOAUTCS BBE/ICHUC MMMYHOTJI00y/IHHA YeoBeKa
HOpMaJIbHOTO**
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peKoMeHaaumnin
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kiuHu4Yeckod ummyHosiornu u pesmarosiornn OCIT PIKb ®I'TAOY PHUMY um. H.M. ITuporosa
MunszapaBa Poccun, accucteHT kadeapbl KIMHMYECKOW MMMYHOJOTHH MEIUKO-OHOJIOrHYeCcKOro
¢daxynbrera ®DI'AOY PHUMY um. H.U. [Tuporosa Munsapasa Poccun
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MunsapaBa Poccun, npodeccop kadeapbl KIMHUUECKOW UMMYHOJIOTMH MEIUKO-OHOJIOrHYeCKOro
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[Tpunoxenue A2

MeTtonoJs10rusi pa3padoTku KIMHUYECKHX PeKOMeH AU
[Tpunoxenne A2.1

IeneBast ayauTopusi JaHHBIX KIMHUYECKUX PEKOMEHIAIIHA:
. Bpa4-aKylep-ruHeKoJIor;

. Bpa4-aJuIeproJor-uMMyHOJIOT;

. Bpa4-racTpO3HTEPOJIOT;

. Bpa4-T€HETHUK;

. Bpa4-JI€pMaTOBEHEPOJIOT;

. Bpau-JIeTCKUI XUpYpr;

. Bpau-J1abopaToOpHBIN I€HETHUK;
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8. Bpau-HEOHATOJIOT;

9. Bpau o01m1eit mpakTuku (CeMeiHbIN Bpay);
10. Bpau-0TOPUHOJIAPUHTOJIOT;

11. Bpau-nenuarp;

12. Bpau-nieauatp ropoackoi (pailoHHbIN);
13. Bpau-nieauaTp y4acTKOBBIH;

14. Bpau 1o rurveHe Aerel U NoJpoCTKOB;
15. Bpau no ruruexHe Tpyma;

16. Bpad no oO1ieii ruruenHe;

17. Bpau IpUEMHOT0 OTAEICHUS;

18. Bpau-cTOMATOJOT;

19. Bpau-CTOMATOJOT AETCKUH;

20. Bpau-CcTOMATOJIOT-OPTOTIE];

21. Bpau-cTOMAaTOJIOT-TEPAIIEBT;

22. Bpa4-CTOMATOJIOT-XUPYPT;

23. Bpau-TepanesT;

24. Bpau-TepaneBT MOPOCTKOBBI;

25. Bpay-TepaneBT Y4acCTKOBBII;

26. Bpau-TepareBT y4acTKOBBIN LIEXOBOTO BpaueOHOI0 y4yacTKa;
27. Bpad GyHKIIMOHATBHOM TUAarHOCTHKH;
28. Bpau-xXupypr;

29. Bpay-4eIrOCTHO-IUIEBON XUPYPT.

[Tpunoxenue A2.2

MeTtonoJ10rusi pa3padoTki KIMHAYECKHX PeKOMEH AU

2 unena paboueit rpynmbel  (JlateimeBa Emena AnekcanapoBHa u Manto Hpuna
ANexkcaH/IpoBHA) HE3aBUCHUMO JpPYr OT JApyra BBINOJHSUIA CHUCTEMAaTHUYECKUW IOHCK U OTOOp
nyonukanuii HezaBucuMo npyr oT apyra ¢ 01.08.2019 mo 23.09.2019. Ilouck mnpoBomuics B
nouckoBoi cucteme PubMed (http://www.ncbi.nlm.nih.gov/pubmed/), KokpanoBckoii 6ubinoTeke
(http://www.cochranelibrary.com/), = Hay4Ho¥Wl  anekTpoHHoW  Oumbmmoreke eLIBRARY.ru

(http://elibrary.ru/defaultx.asp), Oaze JTAHHBIX EMBASE
(https://www.elsevier.com/solutions/embasebiomedicalresearch), a Takwke 1O  perucrpam
KITMHUYECKHUX UCIBITAHUN: https://clinicaltrials.gov/ u

https://www.clinicaltrialsregister.eu/ctrsearch/search. beuio Haitneno 250 myOnumkanuii, U U3 HHX
Oobuto otoOpano 118 mybnukauuil. B cioydae BO3HHMKHOBEHMS pa3HOTNIACHMU TMpH  oTOOpe
nyOJIMKalMM TPUBJIEKAIUCh OCTalbHble wWieHbl paboueil rpynmnsl. Ha ocHoBaHumum 0TOOpaHHBIX
nyonukanuii o6a 3Kcrepra HE3aBUCHMO JPYT OT Jpyra c(OpMyJIHPOBAIM TE3UC-PEKOMEHAALNH,
KOTOpbIE€ OBLIM OLIEHEHBbI C MOMOIIBIO IIKaJl OLIEHKU YPOBHS JOCTOBEPHOCTH J0KAa3aTeNIbCTB U
METOJIOB JIMarHOCTUKH, OLIEHKH YPOBHEH aocTtoBepHOCTH JokazarenbcTB (YI) mist meronoB
Npo(UIAKTUKHY, JIEYeHUs U peabuiautauuu (MpopuIakKTHYECKUX, JICUeOHbIX, peaOuIMTallMOHHBIX
BMEIIATENbCTB), OLEHKM YypOBHeH yOeaurenbHOCTH pekomeHnanuii (YVYP) ans  wmeronos
NpOo(UIAKTUKY, AUATHOCTUKH, JIEYEHUs U peabuiuTanuu (IpopUIaKTHUYECKUX, AUAarHOCTUYECKHX,
Je4eOHBIX, peabuauTannoHHbIX BMemaTenbeTs). ([Ipunoxenue 1, [punoxenue 2, [punoxenue 3)
B nanpHeiimeM kaxaas Te3MC-peKOMEHAAIMs Obula TIIATEIbHO OOCYXKJeHa Ha oOuieM coOpaHuu
paboueil rpymnbl, 0 BCEM ClTydastM pa3HOTJIacuil ObUT JOCTUTHYT KOHCEHCYC.
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[Tpunoxxenue 1

IIIkaJjia OLEeHKH YPOBHEH 10CTOBEPHOCTH AoKasaTenbeTB (Y1) nnst meronos

AMATHOCTUKHU (IUATHOCTHYECKHX BMENIATEIbCTB)

YA

PacmmudpoBka

Cucrtemarudeckue 0030pbI UCCIIEAOBAHUA C KOHTPOJIEM peepeHCHBIM METOJIOM WIIH
CUCTEMAaTUYECKUN 0030p paHIOMU3MPOBAHHBIX KIMHUYECKUX HCCIEIOBAaHUN ¢
IIPUMEHEHHEM METa-aHaIn3a

OTtnenbHBIE HCCIENOBAHUS C KOHTPOJIEM pPEPEPEHCHBIM METOJAOM WM OTAEIbHBIC
PAaHAOMU3UPOBAHHBIC KIIMHUYCCKUC HCCICAOBAHUA W CHCTCMATHUYCCKUC 0630pI>I
HCCIIEeI0OBAaHUM JTH000T0 IM3aifHa, 3a UCKIIOUEHHUEM PaHJI0MU3UPOBAHHBIX KIMHUYECKUX
HCCIIEIOBaHUM, C IPUMEHEHUEM MeTa-aHalu3a

HccnenoBanuss 0e3 MOCIIEAOBATENBHOIO KOHTPOJS pPEPEPEeHCHBIM METOJOM HWIH
UCCIEeIOBaHUS C pedepeHCHbIM METOJIOM, HE SBISIONIMMCS HE3aBUCUMBIM OT
HCCIIETyeMOro METOJa MM HepaHJOMU3UPOBAHHBIE CPABHUTENbHBIE HMCCIEOBAHUS, B
TOM YHCJIe KOTOPTHBIE UCCIIEA0BAHUS

HeCpaBHI/ITeJ'IBHI)Ie HCCIICO0BaHMs, OITMCAHNUE KIIMHUYCCKOTO CiIydasd

HmeeTcs muis 000CHOBaHHE MEXaHH3Ma I[GﬁCTBI/IfI WM MHCHHUE DKCIICPTOB

[Tpunoxenue 2

IIIkajsia oneHKN yPpOBHei 10cTOBEPHOCTH A0Ka3aTebeTB (Y /1) s meTonon
NPoPUIAKTHKH, JieYeHnsl U peaduaurauum (MpoPuiIaKkTu4ecKux, JeuyeOHbIXx,

peadtuIuTANMOHHBIX BMEIIATE/IbCTB)

Y Pacmudposka

1 Cucremarnueckuii 0630p PKU ¢ npumeHeHnemM MeTa-aHaan3a

2 Otnenvubie PKU u cucrematnueckue 0030pbl HMcCCIeIOBaHUN JTHOOOrO u3aiiHa, 3a
uckmoyenrem PKU, c npumeHneHreM MeTa-aHain3a

3 HepannomusupoBaHHble  CpaBHUTENbHBIE  HCCIENIOBaHWSA, B T.4. KOTOPTHBIC
WCCIIeIOBAHUS

4 HecpaBHuTensHble HCCIEAOBAHUSA, ONMUCAHHE KIMHUYECKOTO Cclydyas WIHM CEpUU
CJIydaeB, HCCIEI0OBAaHUS "CIy4aii-KOHTPOJIb"

5 Nmeercs nuiibs 0600CHOBaHME MeXaHM3Ma JIEHCTBUS BMeIIATENbCTBA (JOKIMHUYECKHE

I/ICCJ'IG,Z[OBaHI/IH) HJIM MHCHHUC DKCIICPTOB

3513 46


http://disuria.ru/
https://аптека-омск.рф/

KnuHnyeckne pekomeHgauun — lNepBuyHbie UMMYHOAEMULNTLI C NPENMYLLLECTBEHHOM HEAOCTATOMHOCTbIO CUHTE3a aHTuTen — 2022-
2023-2024 (26.05.2022) — YT1BepxaeHbl MuHagpasom PO

[Tpunoxxenue 3

IIkana oueHku ypoBHeil yoeaureabHocTH pekomenaauui (YYP) nis meroaos
NPOoPUIAKTHKH, ITMATHOCTUKH, JIeYCeHUS U peadmiauranun (MpoQuiakTH4eCKHuX,
AMATHOCTHYECKHUX, JIeYeOHbIX, peaduINTAIMOHHBIX BMEIIATE/IbCTB)

yVp PacumdpoBka

A CunbHas pekoMeHamus (Bce paccMaTpuBaeMble KpuTepud d(Q(GEKTUBHOCTH (MCXOJIBI)
SIBIISIFOTCSL Ba)KHBIMH, BCE HCCIIEIOBAHHS MMEIOT BBICOKOE WM YIOBIETBOPHTEIHHOE
METOJIOJIOTHYECKOe KadeCTBO, WX BBIBOJBI 10 HMHTEPECYIOUIMM HCXOJaM SBIISIOTCS
COTJIaCOBAHHBIMH)

B VYcinoBHas pexkomeHaauus (HE BCe paccMaTpUBaeMble KpUTepHHM 3(PPEKTUBHOCTU
(ucxonpl) SABISIOTCA BaXHBIMH, HE BCE MHCCIEIOBAaHUS MMEIOT BBICOKOE WU
YIOBJIETBOPUTEIBHOE  METOJIOJIOTMUECKOE  KayecTBO W/WIM  HMX  BBIBOABI IO
MHTEPECYIOIIUM HCXO0JIaM HE SIBJISIFOTCS COTJIACOBAHHBIMHU )

C Cnabasi pexomeHmamnusi (OTCYTCTBHE JIOKa3aTeIbCTB HAJJIEKAIIETO KadecTBa (Bce
paccmarpuBaeMble KpUTepud 3(P(GEKTUBHOCTH (MCXO[bI) SIBISIOTCS HEBAKHBIMH, BCE
UCCIIEIOBAaHUS HMEIOT HHU3KO€ METOJI0JIOTUYECKOE KAayeCTBO M HUX BBIBOJBI IO
MHTEPECYIOIIUM HCX0JIaM HE SIBJISIFOTCS COTJIACOBAHHBIMHU )

[Tpunoxenne A2.3

ITopsiioKk 00HOBJIEHUS KIMHUYECKUX PEKOMEHIAUI

MexaHus3m OOHOBJIEHUS KIITHHAYECKUX PEKOMEH AU peaycCMaTpUBaeT X
CHUCTEMATHYECKYIO aKTyaJIM3aI[ii0 — HE peXe YeM OJMH pa3 B TPH I'ojJia, a TaKKe MPHU IMOSBICHUN
HOBBIX JAHHBIX C TIO3WIMM JO0Ka3aTeIbHOW MEIUIMHBI TI0 BOINPOCAM JWAarHOCTHKH, JICUCHUS,
npodUIaAKTUKKM W peaOuIuTallMd  KOHKPETHBIX  3a00JIeBaHWM, HaJIM4YMK O0OOCHOBAaHHBIX
JOTIOJTHEHUI/3aMeuaHui K paHee yrBepkaeHHbIM KP, Ho He vame 1 pa3a B 6 MecsI1ieB.

[Tpunoxenne A3

CnpaBovHble MaTepHuaJibl, BKJIKYAas COOTBETCTBHE NOKA3aHUI K NIPUMEHEHHU IO
U IPOTUBONOKA3AHUI, CTIOCO00B IPMMEHEHHS U 103 JIeKAPCTBEHHbIX
NpenapaToB, MHCTPYKIUH 110 MPUMEHEHHUIO JIEKAPCTBEHHOI 0 Mpenapara

ITpunoxenne A3.1

CBsizaHHbIE AOKYMECHTbBI

1. Ilpukaz MunHucTtepcTBa TpyAa M couuanbHoil 3amutel PO "O knaccupuxanusax u
KPUTEPHUAX, HCIOJIB3YEMBIX IIPU OCYLIECTBIEHMHM MEANKO-COIMAIBHON AKCHEPTU3bl I'paXkaaH
(benepaabHBIMH TOCYAAPCTBEHHBIMHM YUPEXACHUSMH MEIUKO-COLMATbHON AKCHepTH3sl" ot 27
asrycta 2019 r. N 585H (BcT. B cuny ¢ 1 suB. 2020 1.).

2. ®enepanbhblid 3ak0H OT 25.12.2018 N 489 489-03 "O BHeceHUU M3MEHEHHM B cTaThio 40
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®enepanbHoro 3akona "OO6 00s3aTeIbHOM MEAUIIMHCKOM cTpaxoBaHuu B Poccuiickoit @enepanun”
u OenepanbHblii 3akoH "OO OCHOBaxX OXpaHbl 3/10pOBbs TpakaaH B Poccuiickoir @exepanun” no
BOIIPOCaM KJIMHUYECKUX pEKOMEHAan".

3. [Tpuka3 Munzapasa Poccuu N 1031 ot 28.02.2019 1. "OO yTBep»KA€HUH MOPSIKA K CPOKOB
pa3paboOTKU KIMHUYECKUX PEKOMEHJAIUi, WX TIepecMOTpa, THIIOBOW (OPMBI KIMHHYECKUX
pexomMeHAaui U TpeOOBaHUM K UX CTPYKTYpE, COCTaBy U Hay4yHOM 0OOCHOBAHHOCTH BKIIIOUAEMOMU
B KIIMHHYECKHE PEKOMEHAauu nHpopmarmu'.

4. Ilpuxkaz MunzapaBa Poccun ot 13.10.2017 N 804n "OO yTBepkKAE€HUH HOMEHKJIATYpPbI
MEJIUIIUHCKUX YCIyT".

5. IIpuxa3z MunucrepctBa 31paBooxpaHenus Poccuiickoit ®enepaunu (Munsapas Poccun) ot
20 nmexaOpst 2012 r. N 1183n r. MockBa "OO yrBepxkaeHun HomeHKIaTypbl TOJDKHOCTEH
MEIUIIMHCKUX PAOOTHUKOB U (papMalieBTUUECKUX paOOTHHUKOB'".

6. Ilpukaz MuHHCTEpCTBA 37PaBOOXPAHEHUS 1 COLUATILHOTO pa3BuTusi PO ot 16 anpens 2012
r. N 366H "O06 yrBepxkaenuu [lopsiika oka3zaHus neAMaTPUUYECKONH MOMOIITH'".

7. Ilpuxaz3 MunucrepcrBa 3npaBooxpaHeHuss P® "OO yrepxkaenun [lopsnka oxazaHus
MEUIIMHCKON OMOIIIH OOJIbHBIM C BPOKJIEHHBIMH U (MJIM) HACJIEICTBEHHBIMH 3a00JI€BaHUSAMU" OT
15 Hos16ps1 2012 1. N 9171.

8. 'ocymapcTBeHHBINM peecTp JIeKapCTBEHHBIX CpencTB: https://grls.rosminzdrav.ru.

9. IlocranoBnenue [IpaBurensctBa PO ot 29 mapta 2018 r. N 339 "O BHeceHMM U3MEHEHHUI B
[IpaBuia mpu3HaHMS WA MHBAIAIOM".

[Tpunoxenue A3.2

Mexaynapoanas kiaaccupuxanus IIUJ (1UIS), ocHoBaHHasi HAa BBISBJISIEMOM
renetuueckom nedexre [10]

®opwma [TA]] ['eneTndeckuii gedext Tum gacimenoBaHus Kon
MKB-10

BripakeHHoe CHIKEHHE BCeX KIacCOB MMMYHOITIOOYJIMHOB C CYIIECTBEHHBIM CHIKEHHUEM WM
MIPaKTUYECKHU MOJIHBIM OTCYTCTBHEM B-KileTok, araMmmarioOynuHeMust
Hebunur BTK, X-cnemnennas|BTK X-CLerIeHHbIA D80.0
araMMmarjo0yITHMHEeMHUSI
Jedbunur 2 -TSHKEJION LEU IGHM AP D80.0
A5 nedunur IGLL1 AP D80.0
Iga nedummT CDT79A AP D80.0
lgp nedurmT CD79B AP D80.0
BLNK gedumut BLNK AP D80.0
p1006 nedurmT PIK3CD AP D80.0
p85 nedumut PIK3R1 AP D80.0
neuuut dakropa Tpanckpunuuu | TCF3 Al D80.0
E47 TCF3 AP D80.0
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SLC39A7 (ZIP7) nepunur SLC39A7 AP D80.0
Cunapom Hoffman/TOP2B | TOP2B Al D80.0
nepuImT

Bripaxkennoe cHmwkeHue 2-X W 0oJjiee KIACCOB HMMMYHOTJIOOYJIMHOB C HOPMAIbHBIM WIIH
CHIDKEHHBIM KoJruecTBoM B-mumdonnTos (dpenorun OBUH)

OBUH Hewussecten Bapuabenen D83
Cunapom PIK3CDGOF ALl D83
akruuposannoii P100d PIK3R1 Al D83
PTEN (LOF) nedpumur PTEN Al D83
CD19 nedpunut CD19 AP D83
CD81 nedpumut CD81 AP D83
CD20 nedpurnut CD20 AP D83
CD21 nedpunut CD21 AP D83
TACI gedurut TNFRSF13B(TACI) AP i AJ] D83
BAFF penentopa aepuuur TNFRSF13C AP D83
TWEAK nedunur TNFSF12 Al D83
TRNT1 nedunur TRNT1 AP D83
NFKBI1 gedunur NFKB1 Al D83
NFKB2 ngedunur NFKB2 Al D83
IKAROS nedumut IKZF1 Al D83
IRF2BP2 nedunur IRF2BP2 AJl D83
ATP6AP1 nedunur ATP6AP1 X-ClLerIeHHbIA D83
ARHGEF1 nedumur ARHGEF1 AP D83
SH3KBP1 (CIN8S) nedpumur SH3KBP1 X-CLeIIeHHbIA D83
SEC61A1 nedunur SEC61A1 AJl D83
RAC2 nedumur RAC2 AP D83
nebunutT ManHo3wiI-onurocaxapus | MOGS AP D83
rimoko3uaassl (MOGS)

BripaxkenHoe cHmkeHue cblBOpoTouHbIX 1gG 1 IgA mpu HOpMaabHOM/TOBBIILIEHHOM ypoBHE IgM

U HOPMAIbHOM KoJuuecTBe B-knerok, (rumep-IgM cuHapoM ¢ MpeuMyIECTBEHHOM
HEJ0CTAaTOYHOCTHIO CUHTE3a aHTUTEN)

AID nedunur AICDA AP D80.5
UNG gedunur UNG AP D80.5
INO8O0 INO80 AP D80.5
MSH6 MSH6 AP D80.5

Jeduuut u30THNA WM JIETKUX Lened MMMYHOTJIOOYIMHOB WM CHM)KEHHE (DYHKIIMOHAJIBHOM
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aKTUBHOCTH ITPH HOPMAJILHOM KoJIn4ecTBe B-nmumdonnTto

MyTallUh U JeJeUUU TSDKEJbIX | MyTalus nnu | AP D80.8
1ernei UMMYHOTJIOOYJTMHOB XpOMOCOMHAsi  JIeenus

14932
Jedunut kamma-mnenu IGKC AP D80.3
Hedunur moaxmaccos IgG Hewussecten Hewussecten D80.8
Coueranue nedurmuTa IgAc | HeusBecten Hewussecten D80.8
nedumuroM noakiaccos [gG
CenextuBHbIN IgA nedunut Heussecten Hewussecten D80.2
neunuT cnenuduueckux aHtuteln | HemzpecreHn Hewnssecten D80.6
npu HOpPMAaJIbHOM YPOBHE
MMMYHOTIJIOOYJIMHOB u
HOPMaJIbHOM  KOJM4YecTBe  B-
JTUMQOIIUTOB
TpaH3UTOpHAs Heussecten Heussecten D80.7
THITIOTaMMariio0yInHEMHSI
JIETCKOTO BO3pacTa
CARD11 GOF CARD11 AD GOF D80.8
ceNeKTuBHbBIN nedunut [gM HewusBecten Hewnssecren D80.4

[Tpunoxenne A3.3

Bakuunsl, nocrynabie B P® qus nmarnocruku U/ ¢ npenmymecTBeHHOM

HEJI0CTATOYHOCTHIO CHHTe3a anTHTeN [38, 114]

Bakmuna AH”THUTEH KonnuectBo 103 ITukoBbIi

YpOBEHB
aHTUTEN

Baknuaa  gna nmpodwunaktuku | [Tonucaxapuy 1 2-4 genenu

MEHHUHIOKOKKOBOM uHpeKImn

cepotumna A, nmojucaxapuaHas**

Baknuaa  gna npodwunaktuku | bemok 1 2-4 genenu

MEHHUHIOKOKKOBBIX nHpEKIun

ceporpynn A, C, W, Y,

MoJIMcaxapuaHas,

KOHBIOTUPOBaHHA ™ *

AHaTOKCHUH nudTepuitno- | bemox 2-3 "Henmenu

CTOJIOHSYHBIH**
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[Tpunoxxenne A3.4

IIpumep Taprernoii nanean NGS 1j1s1 JMATHOCTHKH NEPBUYHBIX
uMmyHoaepunuTos [47, 48]

ACP5, ACTB, ADA, ADAMTS13, ADAR, AGA, AICDA, AIRE, AK2, ALG13, AMN,
ANK1, ANKRD26, AP3B1, APOL1, ATM, BLM, BLNK, BLOC1S3, BLOC1S6, BRCAZ2, BRIP1,
BTK, C1QA, C10B, C1QC, C1R, C1S, C2, C3, C4A, C4B, C5, C6, C7, C8A, C8B, C9, CARD14,
CARD9, CASP10, CASP8, CCDC103, CCDC39, CCDC40, CD19, CD247, CD27, CD3D, CD3E,
CD3G, CD40, CD40LG, CD46, CD55, CD59, CD79A, CD79B, CD81, CD8A, CDAN1, CEBPA,
CEBPE, CFB, CFD, CFH, CFHR1, CFHR3, CFHRS, CFl, CFP, CHD7, CIITA, CLEC7A,
COLEC11, CORO1A, COX4l2, CR2, CREBBP, CSF3R, CTC1, CTSC, CUBN, CXCR4, CYBA,
CYBB, CYCS, DCLRE1C, DHFR, DKC1, DNAAF1, DNAAF2, DNAAF3, DNAH11, DNAHS5,
DNAI1, DNAI2, DNAL1, DNM2, DNMT3B, DOCKS8, DSG1, DTNBP1, EGLN1, ELANE,
ENTPD1, EPAS1, EPB42, EPOR, ERCC2, ERCCS, 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, GATAL, GATA2, GFI1, GIF, GJC2, GP1BA, GP1BB,
GP9, GTF2H5, HAX1, HBA1, HBA2, HBB, HBD, HFE, HPS1, HPS3, HPS4, HPS5, HPSG6,
HYDIN, ICOS, IFNG, IFNGR1, IFNGR2, IGLL1, IKBKG, IL10, IL10RA, IL10RB, IL12B,
IL12RB1, IL17F, IL17RA, IL1RN, IL2, 1L21, IL21R, IL2RA, IL2RG, IL36RN, IL7R, INSR,
IRAK4, IRF8, ITCH, ITGA2B, ITGB2, ITGB3, ITK, JAK2, JAK3, KLF1, KMT2D, KRAS,
LAMTOR?2, LIG1, LIG4, LPIN2, LRRC6, LRRC8A, LYST, MAGT1, MAN2B1, MANBA,
MASP1, MASP2, MASTL, MBL2, MC2R, MCM4, MEFV, MLPH, MPL, MPO, MRE11A,
MS4A1, MTHFD1, MVK, MYD88, MYH9, MYOS5A, NBN, NCF1, NCF2, NCF4, NCSTN,
NFKBIA, NHEJ1, NHP2, NKX2-5, NLRP12, NLRP3, NMES8, NOD2, NOP10, NRAS, ORAI1,
PALB2, PCCA, PCCB, PDGFRA, PEPD, PIGA, PIK3CD, PIK3R1, PLCG2, PLG, PMM2, PMS2,
PNP, PRF1, PRKDC, PRPS1, PSENEN, PSMBS8, PSTPIP1, PTPN11, PTPRC, PTRF, RAB27A,
RAC2, RAD51C, RAG1, 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, SAMHD1, SBDS,
SEC23B, SEMAS3E, SERPINC1, SERPINE1, SERPING1, SH2B3, SH2D1A, SH3BP2, SKIV2L,
SLC29A3, SLC35A1, SLC35C1, SLC37A4, SLC39A4, SLC46A1, SLC4A1, SLX4, SMARCAL1,
SP110, SPINKS5, SPTA1, SPTB, SRP72, STAT1, STAT3, STATSB, STIM1, STK4, STX11,
STXBP2, TAP1, TAP2, TAPBP, TAZ, TBK1, TBX1, TCF4, TCIRG1, TCN2, TERC, TERT,
THBD, TICAM1, TINF2, TIRAP, TLR3, TMC6, TMC8, TNFRSF11A, TNFRSF13B,
TNFRSF13C, TNFRSF1A, TNFRSF4, TRAF3, TRAF3IP2, TREX1, TTC37, TYK2, UNC119,
UNC13D, UNC93B1, UNG, USB1, VHL, VPS13B, VWF, WAS, WIPF1, WRAP53, XIAP,
ZAP70, ZBTB24
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[Tpunoxenne A3.5

TpeOoBanus, npeabsiBiasgeMbie BceMupHoOM opranu3anueil 31paBoOXpaHeHHUs U
EBponeiickoii papmakoneeii, FDA k coBpeMeHHbIM Npenaparam
HMMYHOIJIOOY/JIMHA YeJI0BEK HOPMAJIBHOI0

TpeboBaHuA K npoueccy Npou3BoACTBa:

- Hu na osrame ¢paknuonupoBanus, HW Ha (UHAIBHOW CTAagUHM pPacTBOpa B MpOIECC
npou3BojictBa BBUI'™** He nomkHbI 100aBASATHCS aHTUMUKPOOHBIE KOHCEPBAHTHI;

- CrabunsHocth BBUI™** nomkna ObITh JOKa3aHa COOTBETCTBYIOIIMMH HCCIIEIOBAHUIMH BO
BpeMs pa3pabOTKH Mpenapara;

- [Ipenapar He 10JKEH NPOSBIATH TPOMOOTEHHYIO (MPOKOATYISIHTHYIO) aKTUBHOCTD;

- MeToa mpou3BOJCTBA JOJDKEH COJEpXkaThb HECKOJIBKO CTaIuM yJaJIeHUs U MHAKTUBALUU
U3BECTHBIX BO30yauTeneil wuHpekuuii ¢ wnenbpio odecredeHHss OE30MACHOCTH Ipernapara B
OTHOIICHUH Tepelaun HH(peKInH;

- BBUI'™** nomken u3roraBnuBaThes U3 miaazMbl 6osee 1000 moHOpOB;

TpeboBaHus K cogepXkaHUIO Npenapara:

- Yposens pH npemnapara 10mKeH COOTBETCTBOBATH 3asIBJICHHOMY U COCTaBIIATh 4-7,4;

- OcmonsmbHOCTE He MeHee 240 MOCMOIIB/KT;

- YpoBeHb rammariioOyanHoB He MeHee 95%;

- Coneprxanne mumepoB U MoHOMepoB IgG nomkHO ObITh HE MeHee 90% 001Iero coaepkanms
19G;

- pacnpenenenune mnoaknacco IgG BBUI'™** nmomxHO OBITH yKa3aHO W COOTBETCTBOBATh
(hM3HO0JIOTHYECKOMY;

- Cozieprkanue arperatoB J0JDKHO ObITh He Oosiee 3% obiero conepxkanus [gG;

- Tutp anTn-A/B B30TeMarriItOTHHUHOB JOJKEH ObITh MeHee 1:64;

- Coneprxanue IgA n0mKHO OBITH YKa3aHO U ObITh HE OOJIbILE 3asIBIIEHHOTO;

- AKTHBaTOp NPEeKAUIMKPEHHA JTOJDKEH ObITh He Oosiee 35 ME/mur;

- AHTUKOMIUJIEMEHTAapHAasi AaKTHUBHOCTb: CBfA3bIBaHWE KoMIuleMeHTa He Oosee 50% (1
remosiutraeckas eauauiia CHS50 Ha 1 Mr uMmyHOTIIO0YIHMHA);

- [Ipenapar nomkeH uMeTh GYHKIMOHAIBHO HENMOBpexkAeHHbIN Fe-pparmeHnr;

- Ilpenapar nomKkeH coaep:kaTh MUHUMYM 2 THUIA aHTUTEN (K BUpycaM M OakTepusM) -, AJs
KOTOPBIX MMEIOTCS MEXIYHAPOJIHBbIE JTAIOHBI, KOHIIEHTpAlMs aHTUTEN N0JbKHA ObITh B 3 pasa
BBILIE, YEM B UCXOJHOM ITyJI€ I1JIa3MBbl;

- llpemapara He pgomkeH coxaepxkarb: HBsAg, antutena k Bupycy BUY (Bupyc
MMMYHOJIeUIINTA YeIOBeKa), aHTUTeNa K BUpycy remnarura C;

- CTepuIbHOCTh B OTHOILICHUU OAKTEpUi;

- Antutena k HBsAg — ve menee 0,5 ME Ha 1 r uMMyHOTI00Yy/IHMHA;

- YpoBeHb 3HJIOTOKCHHOB J0JDKEH ObITh He Oonee 5 ME/mn mis 5%-Xx mpenapatoB, U He
oonee 10 ME/Mi st npernapaToB ¢ conepkanuem oenka 5-10%. [55, 63-66]
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IIpunoxenue b

AJITOPUTMBI 1eHCTBUI Bpa4ya

[Tpunoxxenue b.1

Aaroput™m auartoctuku AL ¢ nepekToOM ryMmopajibHOro 366Ha HMMYHHUTETA

Hudexurorueie 3aGoaesaHisl {PeLILIHBHPY IOIIHE H TAXKeIbIe OaKTePHATBHbBIE )

l

IgA, TeG, IghM, B KXTeTKH B HOpMe B JBYX IIOBTOPHBIX H3MEPEeHHIX

|

OueHirrs T-KI€TOYHOE 3BEHO HMMYHHTCTA |

|

EcTe npizHaku
rIySokoro gapymeHua T-
KJIETOYHOTO 3BEHAY,

TKHH/KHH ]

Bee kmacee M 2

npene;Iax HopMbl?
aa
aa
F
[ HCKIIONMHTE JePHLIHAT ] OUeHITE CIIOCOOHOCTE GOpMUPOBATE
noaKIaccos lgl MOCTRBAKITHHATEHHEBIN HMMYHHBIM OTBEeT
HA BAKUHHALH O

APVIIEHA COCOBHOCTE GopMIIpOBaTh
TIOCTRAKITHHA THRHBLIT I—I}L{}TYHHHfI OTBET
HA MO THCAXAPHINY IO BAKLUHHY ?

JHHAMITIC CKOS
HalIoOeHIe

ApYIUCHA CrIOCOBHOCTE (POPMHPOBATE
MOCTBAKUIIHAIBHEI IIMMYHHBIT OTBeT
Ha §eIKOBYIO ILTH KOHBIOTHPOBAHHY IO
BaKUHHY ?

Hpvroii [TH,

Het l

[ Hapyu.lenne CHHTC3a CHELI}IqJH‘IECKHﬁ AHTHTE T ]
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IIpunoxenue B
Nupopmanus g naumeHTa

[lepBuunbii ummynonepunur (IIM) npeacraBaser coOON BpOKJIEHHBIE HapyLICHUS
MMMYHHOW CHCTEMBI. 3a00JI€BaHUE MPHBOJUT K PA3BUTHIO TSDKENIBIX XPOHUYECKUX WHGEKIHUi, a
TaKK€ K ayTOUMMYHHOMY M BOCHAJIUTEIILHOMY IOPaKEHUIO OpraHoB U TKaHed. Ha ceronHsuiHuii
JICHb BBISIBJICHO MHOTO pa3HbIX Gopm [11]], camoii pacnpoctpaneHHOi dopmoii (0COOCHHO cpeau
B3pocinbix) asisgercsa [IN]] ¢ HapymieHneM cuHTe3a aHTHUTEN, CpeAu KOTOPBIX OCHOBHOE 3HAu€HUE
uMeeTr oOmas BapuabenbHas MMMyHHas HepoctatouyHocTh (OBUH). B ocHoBe pasButus stux
3a00JIeBaHUM JIEXKUT HECTIOCOOHOCTh MMMYHHOM crcTeMbl (hopMHUpOBaTh aHTUTENA. AHTUTENA (WK
MMMYHOIJIOOYJIMHBI) 3TO 0coOble O€nKH, KOTOpble MPOIYLUPYIOTCS OPraHu3MOM B OTBET Ha
KOHTAaKT C YyXEepOJHbIMU areHTamu (MH@exuusmMu). IIpoTB Kakaoro MHPEKIUOHHOTO areHra, ¢
KOTOPbIM  BCTpEYAaeTCs 4YeJOBEK, CHHTE3UpPYETCd OCOOBIi HMMMYHOIJIOOYJIHH, TO3TOMY
pazHooOpa3ue uX OYEHb BEITUKO.

EcTb 4 OCHOBHBIX THIIa IMMYHOTJIOOYJIMHOB:

- Ummynornobynun G (IgG) — sBnsercs caMbiM cHelM(PUUHBIM M UMEET CaMO€ BBICOKOE
CPOACTBO K BO30yauTeNsiM HHPEKIUH. OTOT MMMYHOIJIOOYJIWH COCTaBJIsIEeT OCHOBHYIO 4YacTb
AHTHUTEN TUIa3Mbl 3J0POBOTO 4esioBeka. MIMEHHO 3TOT MMMYHOTJIOOYIMH UIPaeT OCHOBHYIO POJIb B
3alUTEe OPraHu3Ma OT UH(EKIIMOHHBIX areHTOB.

- UmmynornoOynun A (IgA) — urpaer kiitoueByro pojb B MECTHOM UMMyHUTeTe. Berpedaercs
B KPOBH, CIIIOHE, Cie3ax.

- Immynornmo6ynua M (IgM) — urpaet oCHOBHYIO POJIb TIPU MEPBOM BCTpeue ¢ HHPEKIHEH, B
OoNbIICH CTENEHH CUHTE3UPYIOTCS HAa PaHHHMX JTarnax UMMYHHOIO OTBETa, MEHee crienupHuyueH U
MeHee Y dextuBeH B cpaBHenuu ¢ [gG. Mmeer Gonee KOpoTKUiA epro 1 rmorypacmana, yem IgG

- Ummynorno6ymua E (IgE) — urpaer ponas B GpopMHUpPOBaHWHU ajUIEPrHUECKUX pPEaKINH, a
TaKKe B 3allIUTE OT Mapa3uTapHbIX BO30yauTeneid. Ero ypoBeHs B HOpME OYCHb HU3KHIA.

VY mamumenToB ¢ OBUH 3naunTenbHo cHkeH ypoBHU [gG u IgA (MHOTIA BIUIOTH JI0 TTOJTHOTO
OTCYTCTBMSI), TaKKe MOXET ObITh CHIKEH ypoBeHb IgM. D10 mNpUBOAMT K HOBBILICHHON
IPEIPACIIOTIOKEHHOCTU K HHPEKIUSAM.

MpuynHbI pa3BuTUsA 3aboneBaHus

B GonpIMHCTBE CilydaeB BBISBUTH NMPUYUHY pa3BUTHUS 3a00jeBaHUS HE yhaercs. TOJbKO y
HEOOJBIIOrO YHCla TMAIUMEHTOB YIAeTCs BBIIBUTH MyTaluio ("TeHEeTHYECKYI IMOJIOMKY"),
OTBETCTBEHHYIO 32 pa3BUTHE 3a00sieBaHusA. Takke OueHb PEKO B CEMbE €CTh TOT, KTO emie 0oJieH
OBUH wunu npyrumu ¢popmamu [11]J]. OBUH B paBHO# cTeneHH CTPaalOT MYXYHHBI U KCHIIHHBI.

Cumntombl OBUH

Bonpeku pacnpoctpaHeHHOMY 3a01yKI€HUIO MepBble cuMnToMbl 3a0oneBanus OBMH moryt
MOSIBUTHCS HE TOJIBKO B JIETCKOM, HO U BO B3pPOCJIOM U JIaXe TMOKHIJIOM BO3PACTe.

Knuauueckue mposiBieHUst 3a0oieBaHus oOueHb BapuabenbHbl. HaunOonee THUNHUYHBIE
kauHuYeckre nposisaeHns OBHUH — 3To uH(eKkunn BEepXHUX W HIDKHUX JAbIXaTeJIbHBIX MyTeH, a
takxke JIOP-opraHoB: OTUTBI, TOH3WIJIUTHI, PUHUTBI, CHHYCHUTBI, JJAPUHTUTHI, TPAXEUThI, OPOHXUTHI,
nHeBMOHMHM. Ha cregyromem Mecte MO YacToTe HAaXOJATCs HH(MEKIUOHHBIE 3a00JIeBaHUS
xemynouHo-kumeyHoro tpakta (KKT). Taxke B KIMHUYECKON KapTHHE MOTYT MPUCYTCTBOBATH
KOXKHble HMH(EKIMH, HHOEKUUOHHbIE AapTPUTBl M JApyrue HHQPEKIHOHHbIE IPOSBICHHUS.
XapaKkTepHbIMH OCOOCHHOCTSAMU 3THX MH(EKUUH ABISETCS 3aTSHKHOE TEUEHHUE, YacThle PEeIUIUBHI,
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OTCYTCTBHE OXuaaemoro »3Qdekra OT mnpuemMa CTaHAAPTHBIX KypCOB AHTUOMOTHKOB TIpU
OTCYTCTBHH TpeApacroyiararomux (GakTopoB Uil pa3BUTUS TaKUX MPOSBICHUN (Hampumep,
KYPEHUS, TAKENBIX YCIOBUHM TPYJIa).

[Momumo nH(pekIuit MOTYT OBITh U HEMH(DEKIIMOHHBIE MTPOSBICHUS:

- YBenuueHue B pazmepax JuM(aTudeckux y3JioB, CEJIE3EHKH, I€YEHU;

- Bocnanenue neroyHoil TkaHW HEMH(EKLMOHHON MPUPOAbl — UHTEPCTULIMAIbHAS JIETOYHAs
6one3us (MJIB);

- Hexa3eo3Hnble TpaHyleMbl (BOCHATUTEIbHBIE Y3€IKHM HEHMH(EKIMOHHOTO XapakTepa) B
JIETKUX, JTUM(PATUYECKUX Y3/1aX, CEJIe3€HKE. DTHU I'paHyJeMbl OYE€Hb MOXO0KM Ha TpaHylIE€Mbl IpU
CapKOU03€;

- YacTelil KUAKUHI CcTyd — 1uapes, K KOTOpPO MPUBOIUT HE TOJIBKO HaIM4Yue MH(EKIIMOHHBIX
BO30OyauTeNnel, HO U pa3iuyHble HEUH(PEKUNOHHbIE (BOCHAIMUTEIbHBIE U ayTOMMMYHHBIE)
IIPOLIECCHI;

- CHwkeHHEe YypOBHS OJHOIO WM HECKOJbKHMX IIOKa3aTeneil oOliero asanauza KpOBU
(3pUTPOLUTOB, TPOMOOLUTOB, HEUTPO(UIOB): HMMMYHHass TPOMOOIMTOINEHUS, AYTOUMMYHHas
reMOJIUTHYECKas aHEMUSI, peXKe HEUTPOIIEHUS;

- 3nokadyecTBeHHble HOBOOOpa3zoBaHus. [lanuents! ¢ [IM]] ¢ HapyiieHneM cCUHTE3a aHTHTEN
MMEIOT TMOBBIIIEHHBIM PUCK PAa3BUTHUS 3JI0KAUECTBEHHBIX HOBOOOpa30BaHUN, OCOOEHHO JTUM(OM.
[Ipu 3TOM purck pa3BUTHUS TUM(POMBI CYIIECTBEHHO YBEIMYUBAETCS C BO3PACTOM MAallUEHTA.

MocTaHOBKa gnarHo3a

Huarno3 II1]] ¢ HapymieHHeM CHHTE3a aHTUTEJ YCTAaHABJIMBAETCS HA OCHOBAHWM JTAHHBIX
HUCTOpHUH O0JIE3HU, OCMOTpPA U JIAHHBIX JIA0OPATOPHOTO 0OCIIeI0BAHUSI.

[Ipu nono3penun Ha [I1]] ¢ HapylleHMEM CHHTE3a aHTUTEN B MEPBYIO OYEPEAb MPOBOAUTCS
oneHka ypoBHei IgA, 1gG, IgM. [lonyyeHHble TTOKa3aTeNn CPAaBHUBAIOT C BO3PACTHBIMU HOPMaMH.
JIsi TOCTaHOBKM JuarHo3a HEOOXOJWMO BBISIBHTH 3HauuTeNbHOE CHIDkKeHHe IgA, IgG mpu
JIBYKPAaTHOM HU3MEPEHHH.

Ha cnepyromiem stamne UCKITIOYarOTCs pa3HOOOpa3Hble MPUYHHbBI, KOTOPhIE MOTJIM IPUBECTH K
CHIDKEHHMIO OSTHUX KJIACCOB HMMYHOIVIOOYIMHOB (TpUeM MpenaparoB, HaTU4YHEe HEKOTOPBIX
3a00JIeBaHUIA, B TOM 4HMClIe 3a00JIeBaHUM, COMPOBOXKAAIOMIUXCS MOTepel Oellka, OHKOJIOTHYECKUX
3aboneBannii, BWY). Ecim Bce NpUYMHBI HCKIIOYEHBI, IPOBOAUTCS J000OCIEIOBaHUE IS
OKOHYATEJIbHOM MOCTAaHOBKH JMAarHo3a (ero o0bem OnpeesiseTcs JeyaliM BpadoM).

JleyeHue

B ocnose neuenus OBUH nexut 3amectutenbHas Tepanusi UMMYHOTJIO0YJIMHOM 4YeJIOBeKa
HopMaiibHBIM (M), ocHOBHOI 3aaueil KOTOPOH SIBJIIETCSI BOCIIOJIHEHHE Hel0CTaTKa COOCTBEHHBIX
IgG y nmauuenToB. OTa Tepanus Mo3BOJIAET NPUOIU3UTh KaYeCTBO U IPOJIOJDKUTEIBHOCTD JKU3HU
MalUEeHTa K JIMLAM 3J0pOBOM HOIMYJISALHUH.

NI" — 370 IpOoAyKT KpOBH, NPEUMYILECTBEHHO cocTosmuii n3 I1gG, nomydaeMblid U3 Maa3Mel
OO0JIBIIOrO YHCIAa 3I0POBBIX JOHOPOB. JTO olecreunBaeT paszHooOpasue WIT m 3ammury oT
00JIBIIMHCTBA UH(EKINHI, KOTOpbIE MOTEHIMATBHO MOKHO BCTPETUTh B 00BbIYHOM skn3HU. [ToaToMy
tepanusa WI' mpuBoaur K TOMy, 4TO naunueHt, crpagaromui IIMJI, nmepecraer 4acto M TsKEIO
00JeTh.

UI' moryr ObITh mpenHa3zHaueHbl a1 BHyrpuBeHHoro (BBUI') u moakoxknoro (ITKHUI)
BBeZcHUA. [lo3y mpemapara ompenenser JieyallMii Bpad, UCXOJd M3 Beca IIAllMEHTa, a TaKKe
TSHKECTH KIIMHUYECKUX MposiBieHui. [lo3a He 1o/pkHa ObITh MeHbIe, yeM 0.4 r/Kr Beca.

MIMMyHOTTO0YTMHBI [T BHYTPUBEHHOTO BBE/IEHUSI, Kak MpaBmiio, BBOAAT | pa3 B 3-4 Henenu,
a Juid nojkoxxHoro — 1 pa3 B 1-2 Hegenu. IIpomycku Tepanuu W yJUIMHEHUE MHTEPBAIOB MEKIY
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BBEJICHUSIMU KpaliHE HEXeJlaTeNbHbI, TaK KaK IIpernapar BbIBOJUTCS U3 OpraHu3Ma B CPEIHEM uepe3
21 nenb. Ecnu BBemeHue mpemnapaTa ObLIO MPOMYIIEHO, ClexyeT OOCYIMTh C JIeHalluM BpayoM
yBEJIMYEHHUE 1036l BBOAUMOTO HMMYHOTJIO0Y/IMHA. PerieHre npuHuMaeTcst ¢ yaeToM JUIUTEIbHOCTH
nepepbIBa, COCTOSIHMA TNanueHTa, ypoBHS mnperpaHcdysuonnoro IgG (yposennr IgG mepen
BBEJCHUEM IIpernapara).

MHoroe 3aBUCHUT OT CBOEBPEMEHHOCTH Ha3HAYEHMs Tepanuu (HAuMHATh TEPANUI0 CIEAYEeT
cpa3y mocjie TIOCTaHOBKU AuarHo3a). OT MOMEHTa Hauyajaa CHMIITOMOB JI0 MOMEHTa MOCTaHOBKHU
JMarHo3a 4acTo MPOXOJAT ToJbl U Jaxke aecsatuieTus. HekoHTponupyemble HH(pEKINH 10 Hadaia
MpaBUWJIBHOM Tepanuu MPUBOAAT K HEOOpaTUMbIM H3MEHEHUSM B oOpraHax (Hampumep,
OpoHXO3KTa3aM — nedopMaiui OpPOHXOB C 00pa3OBaHWEM pPACIIUPCHHN, B KOTOPBIX MOCTOSHHO
MIPUCYTCTBYET OakTepuanbHas (Iiopa, Tak KaK YAAJUTh MOKPOTY M3 ATHX IOJOCTEH MOJIHOCTHIO
MPaKTHYECKH HEBO3MOXKHO).

Tak xak Hambonee yactble KiInHUYeckue nposisienus [IN]] ¢ HapyiieHrneM cuHTe3a aHTUTEN
— 3T0 MH(EKINOHHbIE 3a00J1€BaHMs, JOBOJIbHO YacTO TpeOyeTcsl Ha3HaueHHE aHTHOAaKTepHaIbHbIX
npenapatoB. HyXHO y4MTBIBaTh, 4YTO TPOBEACHHE CTaHAAPTHBIX KYpCOB Kak IpaBUIIO
HEJI0OCTAaTOYHO, TTO3TOMY aHTHOMOTHKY Ha3HAYAIOTCs O0JIee JUIMTEbHBIM Kypcamu, yeM 00biuHO. B
HEKOTOPBIX CIy4asX aHTHOAKTepUaTbHYIO TEPANUIO Bpay MOKET Ha3HAYUTH Ha JUIUTEIbHOE BpeMS:
MeECSIBI U JJaKe TObI.

Taxxe mpu HadMYMU BOCHAIUTENBHBIX W/WIM ayTOMMMYHHBIX OCJIOKHEHUH MOKET ObITh
Ha3HaYeHa UMMYHOCYIIpeCCUBHas Tepanus. J[aHHBIM BUJA JIEUEHUS MOXKET OBITh NMPOBEAEH TOJBKO
M0/ KOHTPOJIEM JIeUallero Bpaya U IpU yCIOBUH MPOJIOJIKAIOIIeHCsS aleKBaTHOM 3aMECTUTENBHOMN
Tepanuu (IpU HEOOXOJUMOCTH J03a W/WJIM 4YacTOTa BBEJEHUS MMMYHOTJIOOYIMHOB MOXKET OBITh
YBEITUYCHA).

BakunHauun

Pexomenayercs. B Hacrosmiee Bpems, BceM mnamueHtam ¢ [IMJ] ¢ HapymieHnem cuHTE3a
aHTHUTEN PEKOMEHYEeTCsl BaKIMHAIUS MPOTUB BHpYyca TpUIMIa (eKeroaHas), IpoTHUB reMoPHIbHOMN
MaJ0YyKy, MPOTHB MHEBMOKOKKa. HecMoTpsi Ha To, TO pazHOOOpa3re aHTUTEN NPOTUB MH(pEKIHil B
npenapatax U Benuko, JaHHbIE MpemapaThl HE COJEpPKaT 3alllUTHBIX AHTUTEN NMPOTHUB BUpYca
TpUIINA, IITaMMbl KOTOPOrO MEHSIOTCA M3 roja B roa. KpoMme Toro, B HUX HE cCOJepKaTcs
3alllUTHBIE AHTUTENIa B JIOCTATOYHOM KOJIMYECTBE MPOTHB TaKUX HHGMEKIHH Kak remModuibHas
najoyka WM MHEBMOKOKK. Ilpu 3ToM MMeHHO 3TH MHGEKUUU MOTYT MPHUBECTH K Pa3BUTHIO
KU3ZHEYTPOKAIOUINX OCIIOKHEHUH Y MalleHTa.

BaxkHo BakIMHUPOBATH OKPY)KEHHE MAIllMEHTa I MUHUMH3AIMH BO3MO>KHOTO KOHTaKTa C
MHEKIUIMH.

3anpeieHo. Mcnoyib30BaHue )KUBBIX BAKIIMH TPOTUBOIIOKA3aHO.

Ha6nropeHue y Bpauya 1 MOHMTOPUHT Nocrie NOCTaHOBKU AMarHo3a

[TanmeHTsl, Mony4aromue 3aMeCcTUTEIbHYI0 UMMyHOTepanuio BBUI', mpuxonsat Ha npueM k
Bpady Iepel BBEICHHMEM Ipernapara Uil 3aMECTUTENIBHOM Tepanuu, To ecTh | pa3 B 21-28 nHeil.
Crnenyer cooOIIUTh Bpayy O JHOOBIX M3MEHEHHUSX COCTOSHHS, YTOOBl HE NMPOMYCTHTh pPa3BUTHE
OCJIOKHEHUH 3a0051€BaHus, TPEOYIOIMIMX KOPPEKLIUH.

OBWH n cembs

- Ecnin u3BecteH renetudeckuil nedekT, KOTOpbld npusen K pazutuio [1M]1, HeoOxoaumo
o0cIieZ10BaTh BCeX POJCTBEHHUKOB HAa HAIMYKE ATOTO JIeeKTa.
- BaxHOo BakuMHHpOBaTh OKpy:keHHe manueHta ¢ IIM]] ¢ HapymieHueM cuUHTe3a aHTUTEN B
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cooTBeTCTBUM ¢ HanuoHanpHpIM KajeHAapeM (C 1LEJbl0 BaKIUHALMHU IPEINOYTUTEIBHO
HCI0JIb30BAaTh NMHAKTUBUPOBAHHBIE BaKI[MHBI)

- OBUH nHacnemyeTcst O4eHb PeIKo, IOATOMY PUCK POXKICHUS OOJIHHOTO peOeHKA HEBEIHK.

- Huarno3 OBUH y XeHIIMH He SBISETCA NPOTUBONOKA3aHUEM K OepeMeHHOCTH. Jlns
MUHUMH3AIHAN PUCKOB JUI MaTePH | TUI0/1a HEOOXOIMMO:

- IlpoBeneHue anekBaTHOW 3aMECTUTEIbHOM (B JOCTaTOYHOM J103€ U C JIOCTATOHYHOM
4acTOTOM) Teparuu.

- KonTpoas ocnosxHeHuit 3a001eBaHMs.

Bo Bpemsi GepeMEHHOCTH 7032 M YacTOTa BBEACHUS Ipernapara JOJKHBI KOPPEKTHPOBATHCS
JIeYalIuM BpayoM MCXO0/JI U3 MOTPEOHOCTEHN U COCTOSHUS NAlMEeHTKH (Habop Beca).

[Tpunoxxenue I'1-I'N

IIIkaabl OLEHKH, BOIIPOCHUKH U APYIrHe OLeHOYHbIe HHCTPYMEHThI
COCTOSIHUS MALMEHTA, NPUBE/ICHHbIC B KIMHUYECKUX PEKOMEeHIAM X

He paspaboTtansr

Hogeie, nuznannsie B 2020-2022 rr. u odunuansHo yrBepkaéHHbIe Mun3apaBoM PO,
KIIMHUYECKHe peKOMEeHAalnU (pyKOBOJICTBA, MPOTOKOJIbI JICUEHHS) — HA HAILIEM caifTe.
WNHTepHeT-ceplIKa:
http://disuria.ru/load/zakonodatelstvo/klinicheskie_rekomendacii_protokoly_lechenija/54.

Ecau re-To keM-To TaHHBIN JOKYMEHT ObLI paHee pacreuartaH, JaHHoe m3o0paxenue QR-koma
MIOMOJKET BaM OBICTPO MEPEHTH 1O CChUIKE ¢ OyMaXKHOM KOTIMU — B HEM HAXOJIUTCS dTa CChLIKA.
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