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Cnmcok cokpameHui

[TN /] — ITepBuuHbIii *UMMYHOAS(PHUITUT

19G — ummynornooynun G

IgM — ummyHOTrNOOYITMH M

IgA — uMMyHOTIIOOYIMH A

MTI — MAJUTUTpPaMM

U1 — JEUUIUTP

gD — ummyHornoOynun D

IgE — umMmmyHOrNI00YIMH E

OBUH — O0m1as BapuabenbHas IMMYHHAst HEJJOCTaTOYHOCTh
MKB — 10 — Mexnynaponanas kinaccudukanus 6omnesneit 10-ro nepecmorpa
IUIS - Union of Immunological Societies

KKT — keny104HO-KHIIEYHBIM TPAKT

CJ1 — caxapHbIii 1uader

WBJI — unTepcTuimanbHas 00JIe3Hb JETKUX

KT — xommbroTepHast ToMmorpadust

HAK — Hecnenudryeckuii I3BEHHBIN KOJIUT

[IIIP - nonumepasHas uenHas peakius

COD - ckopocCTh OcenaHus S3PUTPOLIUTOB

ACT — ananuHamuHOTpaHcpepasa

AJIT — acnapraramMmuHOTpaHcdepasza

I'TTII - raMmma-rIr0OTaMHJITPAHCIIENI THIA3a

JIAL' - makTaTaeruaporeHasa

V3U - ynbTpa3ByKOBOE UCCIEAOBaHUE

Y/ - ypOBEHb TOCTOBEPHOCTH JI0KA3aTEILCTB
VVYP - ypoBeHb yOSIUTEIIBHOCTH PEKOMEHAITHIA
BO3 — BcemupHas opranusanys 3paBOOXpaHECHUS

BBUI™** — uMmMyHOTTI00YJIMH YeJTOBEKa HOPMAIBHBIN** 1711 BHYTPUBEHHOTO BBEJICHUS
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[MTKUT™** — uMMyHOTJIOO0YTMH YeI0BeKa HOPMAIBHBIN*™* 117151 TIOJTKOKHOTO BBEJICHUS
I — IpaMM

KI' — KWJIOTPaMM

11— JIUTP

WNI'BM - "MMYHOTTI00YJIMH Yell0BEKa HOPMAJIbHBIH JUIsi BHYTPHUMBIILICYHOTO BBEICHHUS
MJI - MAJUIAJIATP

MUH - MUHYTa

KJI - KJIETKa

MM — MUJUIUMETP

cI'’KC — ri1rokoKOpTUKOCTEPOU/IbI CUCTEMHOTO AEUCTBUS

AJl - ayTOCOMHO-IOMUHAHTHBIN THUII HACJIEIOBaHU

AP - ayTocOMHO-peLIeCCUBHBIN THUII HACIEIOBaHUS

LOF — cumxenune dynkuuu (loss-of-function)

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

ME — MexxyHapoaHas eIMHUIa

BUY - Bupyc uMMyHOZepHUIINTA YeTOBEKa

TREC — kounbiieBsie yuactky, Beipe3annbie u3 JJHK B T-mumdonute npu ero co3pepanuu (T-cell
receptor excision circles)

KREC — konpuessie yuactku JJHK, BeIpe3anHbie mpu co3peBaHnu B-KIeTok, u3 JoKyca,
Koaupyroliero kamma-memns (kappa-deleting recombination excision circle)

KP — xiimHMYEeCKHE pEeKOMEH AU

AO®II — anbda-peronporens

TepmuHBI U onpeaeeHus

[lepBuunbie ummynogepuuutsl (IIMJ]) — 310 rpynma BpoXKIEHHBIX 3a00JIeBaHMMA
UMMYHHOH CHCTEMBI, HacuuThiBatomas Oosee 450 HO3010THIA, CBS3aHHBIX C YTPAaTOW,
YMEHBIIEHHEM WJIM HENpaBWIbHBIM (YHKIIMOHUPOBAHHMEM OJHOIO WM HECKOJbKUX €€

3BeHbEB.[1-5]



I'umorammarioOynuuemust - cHkeHre ypoBHs 10G (ummyHormo0ynuH G) B KpOBU HUKE
2-X CTaHJAPTHBIX OTKJIOHEHHUH OT BO3PACTHOM HOPMBI y jAeTeil u Huwxke 4,5 r/n (rpamMm/IuTp) y
B3pOCbIX. [5]

AramMmarnoOynuHemus - cHkeHue ypoBHs 1gG B kpoBu Hmxke 1,0 /1 B coueraHuu ¢
ypoBaeM IgM (ummynormo6yaua M) B kpoBu Hike 0,2 r/1 1 ypoBHeM IgA (MMMYHOTTIO0 Y IHH
A) B xpoBu Hmwxke 0,1 /1 npu yposae nepudepudeckux CD19+ B-knerok Huxe, uem 2%.[5]

[Iperpancdy3uonnsiit yposeHs 1gG — ypoBenb nmmyHorno0ynuHa G, vccieq0BaHHbIN B
JIeHb TMepe]l BBEACHHEM HMMYHOIUIOOY/IMHA YeJoBeKa HOpMajabHOro (T.e. HauboJiee HU3KUM ero
MOKa3aTeNlb B TEUCHHUE MecsIa)™™.

Iepexmtouennsie B-mumdorutsr (CD19°CD27°IgD ) — B-nmumponuTsi, KOTOphle He
skcnpeccupyrot IgD (ummynornoOynun D), skcnpeccupytot 19G, 1gA u IgE (uMMmyHOTI00yTHH
E), sBusroTcs WHIMKATOpaMd HOPMalbHOW AaKTUBAaMKU U pa3BuTus B-nmumdoruToB B
TePMUHATUBHBIX [EHTpax JUM(ATHYECKUX VY3JI0B U JPYTUX BTOPUYHBIX JTUMGOHIHBIX

TKaHsX.[6]
1. Kparkas wunHdopManusi mno 3a001eBaHMI0 HJIH COCTOSIHUIO (TpyIie
3a00J1eBAHUIT UJIM COCTOSIHHUI)

1.1 Onpeneenune 3a00J1eBaHNUsI WJIN COCTOSHUSA (rPYHILI 3200JeBAHNNA HJIM COCTOSTHMI)

[MNJ] ¢ npeuMyIIECTBEHHbIM HApYIIEHWEM CHHTE3a aHTUTEN NpPEeACTaBISIOT CcOo00i
TEeHETUYECKU JEeTEPMUHUPOBAaHHBIE 3a00JI€BaHMs, XapaKTepU3YIOLIUecs: HapyIlIeHneM Ipolecca
AHTHUTENO000Pa30BaHMs B OTBET HA MEPEHECCHHYIO MH(EKIINIO WM BaKIMHALMIO. J[aHHas rpyrma
BKJIIOYAeT B ce0s IMPOKUN CIEKTP HO30JIOTUH C BapHaOelbHBIMU H3MEHEHUSMH MOKa3aTenei
TYMOPAJIBHOTO U KJIETOYHOT'O 3B€HA: OT BBIPA)KEHHOT'O CHMKEHMSI BCEX KJIACCOB CHIBOPOTOYHBIX
MMMYHOIJIOOYJIMHOB (BILIOTH JO MX TOJHOIO OTCYTCTBHUSA) M OTCYTCTBHS B-nmumdonutos 10
CENIeKTUBHOTO JiehunuTa aHTuTeN.[6]

[MTN/] ¢ mpenMyIeCTBEHHOM HEJOCTATOUHOCTBIO AHTUTEN I'€TEPOreHHBI 110 KIMHUYECKUM
IPOSIBJIIEHUSIM, BO3pacTy J1e€0l0Ta CUMITOMOB M HM3MEHEHHUSIM B IOKa3aTeNsiX I'yMOPaJbHOTO U
kierounoro 3seHa OBUH (OOr1as BapuabenbHas HMMYHHAs! HEIOCTATOYHOCTh), X-CIICTICHHAS
araMMmarJioOyJTuHEeMHUs, ayTOCOMHO-PEIECCUBHAsI araMMarioOyJIMHEMUs, CENeKTHBHBIN [gA
neQUIUT, HapylIeHHE CHHTe3a CHEHU(PHUECKUX AaHTUTEN, TPaH3UTOpHAs  MIIaJeHYECKas
THIIOraMMarjiooymuaemMusi, neguuut nojknaccos 1gG).

1.2 JTuHoJOorMs M naroreHe3 3a00/1eBaHMs WJIH COCTOSHUA (Ipynnbl 3a001¢BaHMN HMJIH

COCTOSTHMI)

B ocHose pazsutus I1M]] ¢ npernMyIIeCTBEHHBIM HapYyLIEHUEM CHUHTE3a aHTUTEI JICXKUT

HapymeHue AuddepeHunpoBkr B-muMQouToB Ha pa3HbIX dTanax:



1. AHTUTEH-HE3aBUCUMOM (B KOCTHOM MO3T€);

2. aHTUTeH-3aBUCUMOM (B B-30Hax nepudeprudeckux TUMQPOUTHBIX OPraHOB)
Koneunsim stanom auddepenuupoku B-mumdponuro sBisercs (opmupoBanue B-
JUM(POLUTOB MAMATH U IUIa3MAaTHYECKUX KIICTOK, OCYLICCTRIISIONIMX aHTUTEIONPOAYKIIHIO.[6—8]

Myranuu B reHax, BOBJICUEHHBIX B pa3BUTHE U AudepeHupoBky B-KkieTok Ha paHHUX
sTamax, mpuBoaiT K (GopmupoBanuto ¢opm I[Nl ¢ panHuM nedrotoM. (s HEX XapakTepHBI
BBIPQKEHHOE CHMKEHHE BCEX KJIACCOB MMMYHOTJIOOYJIMHOB BIUIOTH JI0 araMMarjioOyJIHMHEMHUH C
CYILIECTBEHHbIM CHM)KEHUEM WJIM MPAKTUYECKH MOJHBIM OoTcyTcTBHEM B-knerok. Oxono 90 %
BCEX CIy4yaeB HACIEICTBEHHOW araMMariioOyJIMHEMHH IpejcTaBieHbl 0ose3Hbio bpyrona (X-
CICTUICHHOHM arammarioOyiuHeMuei), octaimbHbie 10% TpencTaBlieHbl HE CIEIUICHHBIMHU C
nojioM arammarioOyauHeMusmMu [9]. B ocHoBe X-cleruieHHONH araMMmarjioOyJIMHEMHUH JICKHUT
HapyIIeHHEe CHHTEe3a THUPO3WHKHMHA3bl Btk (Ha3sBaHHOW 1O aBTOpy bBpyTOHOBCKOIH),
MPUHUMAIOIIEH y4yacTHe B co3peBaHHHM B-nmumdornutoB B kocTHOM Mo3sre. CleacTBUEM 3TOTO
SBIISICTCS TIPAKTUYECKH TIIOJIHOE OTCYTCTBHE B-nmuM(ponuToB B mepudepuveckoil KpoBH H
nepudepudyeckux JUMQPOUIHBIX OpraHax W TSKENbIE HAPYLIEHUS AHTUTEJIONPOAYKIMU BCEX
U30TUIOB MMMyHOroOyuHOB. ['en Btk maxomurcs wa X-xpomocome (Xq21.3), mostomy
JAHHOU OOJIE3HBIO CTPANAIOT TOJIBKO JIMIIA MY>KCKOTO T10J1a, B TO BpeMs KaK KECHILUHBI SIBIISIOTCS
0ecCUMITOMHBIMH HOCUTENSIMU [6,7]. B OCTalbHBIX Clydasx K pa3BHTHIO araMMarioOyTuHEMUH
IPUBOJAT MyTAallMM B JPYIHX T€HaxX, OOJBIIMHCTBO M3 KOTOPBIX HACIEAYETCS MO ayTOCOMHO-
peueccuBHOMy TuIy. HacienoBaHue TONBKO OJHOW M3 T€HETHMYECKMX (OPM MPOUCXOAMUT IO
ayTocoMHO-noMuHanTHOMY TUIy ([Iprnoxenue A3.2) [10].

HaubGonee wactoit knmHuuecku 3Hauumon ¢opmoit IIMJ] ¢ HapyuieHunem cuHTe3a
antuten seisercs OBHWH. B OonpimmHCTBE CciydaeB YCTaHOBUTH TE€HETUYECKYIO OCHOBY
3a00JeBaHNs HE NpPEJCTaBIsIeTCs BO3MOXKHBIM. BeposiTHee Bcero, y HaleHTOB MMEET MECTO
COYCTaHHE OIMPEACIEHHBIX TMOIMMOP(PHU3MOB I'CHOB C YCIOBUSIMH BHemiHeil cperpl.[6] OmxHako,
Oyraromapsi pa3BUTHIO MOJIEKYJSIPHOW TeHETHUKH, Y yacTu manueHToB ¢ OBUH ynanock BeISIBUTH
MPUYNHHO-3HAYMMbIC MYTAIlMd U YCTAHOBUTH MOHOTEHHBIM THUIT HACJIEIOBAHUSI, YTO MPUBEIIO K
BBIJICJIEHUIO OTJICJIbHBIX HO30JOTMYECKHX (POpPM, HEKOTOpbIE M3 HUX BBIBEACHBI M3 JHAarHo3a
OBUH B apyrue pa3zaenbl KiacCH(PUKAIUK BPOKICHHBIX OIMMOOK MMMYHHUTETa M Temleph He
otHocsTcs K [IM]] ¢ mpenMynieCTBEHHOM HEAOCTaTOYHOCThIO CHHTe3a aHTuTell. Hapsny ¢ atum
OTHMCaH psj MOJMMOP(HU3MOB, KOTOpBIE TIpeapacnoiaraiT K pazsutuio OBUH, Ho He sBisroTcs
obnuratHo-naToreHHbiMu [5,11].

CenextuBHblil 1A nedunur - Hanbosiee MIMPOKO PACIPOCTPAHEHHBIN B MOMYJSIIUU, HO
3a4acTyl0 KJIMHMYeCKH He 3HauuMbli [IM] ¢ npenmylecTBEHHBIM HAapyIIEHWEM CHHTE3a

aHTUTeNl. MeXaHu3M pa3BUTHUS U TUIl HAcJlelOoBaHUS celeKTUBHOro IgA neduimra HeM3BeCTEH.
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[Ipenmonaraercs, 4To K pa3BUTHIO JedeKTa MOKET NMPUBOAUTH WM HapylIeHUE MepeKITIOUeHUS
nuMbonuToB Ha cuHTE3 IgA, mnn HapymieHue co3peBanus |gA mpoayupyronmx JUMQOIUTOB.
[Tpu 3TOM CHHTE3 APYTUX KJIACCOB MMMYHOTJIOOYJIMHOB OcTaeTcsi B HopMme. Cpeir YWiIeHOB OJTHOM
ceMbu MoOTyT ObITh marueHTel ¢ OBUH u ¢ cenextuBHbiM IQA nedunmTom, Kpome TOro B
TE€YEHHE KU3HU OJHOIO MalueHTa celleKTUBHbIN IgA nedunut Moxxker TpaHcOpMHUPOBATHCS B
OBUH [6].

MornekysipHO-TeHeTHYECKass OCHOBa pa3BUTHS Jedunura mnoxakiaccoB 1gG Taxoke
HensBecTHA. OCHOBHOE KIMHHMYECKOe 3HadyeHue umeeT Aehunut lgG2-monknacca. dedunur
19G1 ne paccmaTpuBaercs B nanHoit rpymnme [THU/], Tak kak, cocTaisisi OCHOBHYIO 4acTh OOILIET0O
IgG, mpuBogut k runmorammariodymuuemun. Jedumur 1gG3, kak mpaBmiio, ©MeeT 3HAUYCHUE,
€CIIM coYeTaeTcst ¢ NeUIUTOM APYrux mojakiaaccoB wim aeuuutom IgA, a nedpunur 1gG4, B
OOJIBIIIMHCTBE CIyYaeB, SIBISECTCS CIy4allHON HAXOIKOW U MPOTEKaeT OECCUMITTOMHO. [6]

1.3 DnunaeMuoa0rus 3a00J0eBaAHNSA WM COCTOSHUSA (IPVINLI 3200J1eBAHNI HJIN COCTOSHMIT)

[N/l ¢ npeuMylIeCTBEHHBIM HApPYLIEHUEM CHUHTE3a aHTUTEN NPEACTaBIIAIOT COOOM
camyio pacrpoctpanennyo Gopmy ITHJ] — (6oee 50% ot Bcex maruenTos, crpagaromux [T /1)
[7,14-16]. B Poccuiickom peructpe nanuentos ¢ IT1 ]I 3apeructpupoBano 782 maruenta ¢ [TA]]
C IPEUMYILIECTBEHHBIM HApYIIEHUWEM CUHTe3a aHTuTel, yTo coctaBiser 30% oOmiero uducna
nanuenTos ¢ [TA/I.

Yacrota BcTpewaemoctu pasnuuHbix (opm I[IM]J] ¢ HapylieHueMm cHUHTE3a aHTUTEN
BapbUpYeT B LIMPOKUX Mpeaesax U 3aBUcUT oT Gpopmsl [TU/I.

OBUH - HanOonee yacThlif TMarHo3 B CIy4asix BbIABICHUS KIMHUYECKU-3HaunMmoro 11/
y B3pocibiX. TodHas pacmpocTpaHeHHOCTh daHHoW (opmer [IM]] HewsBecTHa, MO pa3HBIM
oteHkaM oHa cocrtanisieT oT 1:10000 no 1:50000 [6,12]. MyX4YHHBI U JKEHIIUHBI CTPAJAIOT OT
3abosieBaHus B paBHO# crerenu [13].

PacnpoctpanenHocTs arammarinodynuaemun Bapsupyet oT 1:100000 go 1:200000. Tax
Kak OOJIBIIMHCTBO CITydaeB HACIEAYIOTCS X-CIICTUICHO, KIMHUYECKHE IPOSBICHUS HMEIOT
PEUMYIIIECTBEHHO MaIlMEeHThI My»XCKoro moJja [6,8].

CenextuBHblii IgA nedunut mpeacraBiseT coboii Hamboiee yactyio dopmy T c
HapylIeHHMeM CHHTe3a aHTuTen (pacmpocTpaHeHHocts oT 1:142 no 1:18000), omnako y
OOJBIIMHCTBA MAIIMEHTOB 3a00JIeBaHUE MPOTEKaeT OeCCUMIITOMHO. PacipocTpaHEeHHOCTh Cpeau
JIMIT MY>KCKOTO M JKEHCKOTO T0J1a oJ{iHaKoBas [6,12].

VctuHHas pacnpoCTpaHEHHOCTh JeuuuTa cHenu(uyYecKux aHTUTed U JepuiuTa
noakiaccoB 1gG HeusBecTHa, Tak Kak B psijie ClIydyaeB JaHHbIE M3MEHEHUs HE NPUBOIAT K

pPa3BUTHIO KIMHUYECKH-3HAUMMBIX HHQekuui. Kpome Toro, B pyTHHHONW NpakTHUKE aHAIU3



HOJKJIACCOB UMMYHOITIOOYJIMHOB U UCCIIEIOBAaHHE TUTPOB CHELM(PUUECKUX AHTHUTEN HE BCErja
JOCTyNHHI [6,14].

OneHuTs pacpocTpaHeHHOCTh Apyrux ¢opm [11]] ¢ mpenmMyiecTBeHHBIM HapyIIEHHUEM
CHHTE3a aHTHTEJ Ha CETOAHSIIHUN JIeHh HEBO3MOXKHO [6].

1.4 Oco0eHHOCTH KOAMPOBAHNSA 3200J1eBAHNSA MJIM COCTOAHNSA (rpynnnl 32001eBaHNII HIH

COCTOsIHUI) 110 MeKIYHAPOJHOH CTATHCTHYECKOH kiaaccudukanuu 0oJie3Hell U npodaem,

CBA3AHHBIX CO 310POBHEM

Knaccudukanms [TM]] no Mexaynaponnoi kinaccudukanuu 6onesneir 10 mepecmorpa
(MKB-10) ycrapena u He OTpakaeT COBpPEMEHHBbIE JaHHble. Hanbosee akTyalbHOU SIBIISETCS

knaccupukanus [IMJI, ocHOBaHHasT Ha BBISIBISIEMOM HMMMYHOJOTHYECKOM  JedeKTe
(IMpunoxenue A3.2) [5,15].

D80 — UMMyHOIEDUIMTEI ¢ TPEUMYIIECTBEHHON HEJOCTATOYHOCTHIO aHTUTEI
D80.0 HacnencrBeHHast runoraMmario0yInHeMUs
D80.1 Hecemeiinas rurnoraMMaryio0y IMHEMHUsI
D80.2 N3buparenbHblil neUIUT UMMYHOTTIOOyTuHa A
D80.3 N3bupatenbHblil 1eUIUT MOIKIACCOB UMMYHOTTI00ynuHa G
D80.4 N36uparenbHblil [epUIUT IMMYHOTI00yarMHa M
D80.5 UMMyHO1€(DUIINT C MOBBIILIEHHBIM COIEP)KaHUEM HMMYHOITIOOYJIMHA Mm*

D80.6 HenoctaTouHOCTH aHTUTEIN € OJU3KUM K HOPME YPOBHEM UMMYHOITIOOYIMHOB WM
C TUTIIEPUMMYHOTJTIO0 y THHEMUEH

D80.7 Ilpexoasias runoraMmario0yInHeMus 1eTei

D80.8 [Ipyrue nMMyHOIE(HUIUTHI C TPEUMYIIECTBEHHBIM J1e()EKTOM aHTHTEI

D80.9 UmmyHOAEDHUIHMT C MPEUMYILIECTBEHHBIM Ae()EKTOM aHTUTET HEYTOUHEHHBIH
D83. — O0mmii BaprabensHbI IMMYHOAS(PHUIIAT

D83.0 O6mmit BaprabenbHbI UMMYHOIES(DHITUT C MPeoOIaaloniMUA OTKIIOHEHUSIMU B
KOJIM4YeCTBE U QYHKIIMOHAIBHON aKTUBHOCTH B-KieTok

D83.1 O6mwit BapuabenbHbIi IMMYHOAEPUIUT C MTpeodiajaHueM HapyLIeHU
MMMYHOPETYJIATOPHBIX T-KJIETOK

D83.2 O6mwmit BapuabenbHbIi UMMYHOAEDUIUT ¢ ayToaHTUTeNaMu K B- miu T-kinetkam

! x namHO#t KaTeropuu OTHOCATCS BapuanThI rumep-IgM-cHEIPOMOB Ge3 Ie)eKTOB KIETOUHOro 3BeHA MMMYHHTETA,
ocTralibHbIe OPMBI KJIAaCCUPHULUPYIOTCS Kak KomOuHupoBanusie [TA]T).
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D83.8 lpyrue o6mue BapuadbenbHble UMMYHO1E(DUITUTHI
D83.9 O6mumii BaprabenbHblii KMMYHOAE(DUIIUT HEYTOUHCHHBIH [16]

1.5 Kiaaccudukanus 3a001eBaHUS HJIH COCTOSHUS (TPYNNLI 3200J1eBAHUN WJIH COCTOSTHWM)

Cwm. IIpunoxenue A3.2.

1.6 Kanunueckasg KapTHHA 3200J€BaHNA WJIHM cOCTOAHNA (rpynnbl 3a00JeBaHUN WJIH

COCTOSIHM)

[INJI ¢ npeuMyIIeCTBEHHBIM HapylICHHEM CHHTE3a aHTHUTEN MPEeACTaBIseT coOon

PasHOPOAHYIO TPYIITY HO30J0TUH. J{7s Kax 10 3 (opM XapakTepeH CBOW YHUKAJIBHBIN CHEKTP
KJIMHUYECKUX TPOSIBICHUNH M PA3JIMYHBIA BO3PACT MOSBIEHUS CUMITOMOB. OObenuHsIoNIei
XapakTepHOM  OCOOEHHOCTBIO  SIBJII€TCSI  HAJIM4YME  PEUUAMBUPYIOUIMX  HHQEKIHH,
IIPEUMYIIIECTBEHHO CHUHO-ITYJIbMOHQJIBHOIO TpakTa C IIOBBIIIEHHOW BOCIPUUMYHMBOCTBIO K
MHKAIICYJIMPOBAHHBIM OaKTEPUSIM.

Tsokensle peuuauBUpyrole MHGEKUUU OpraHoB JbpixaHus y nanueHtoB c [T/ c
IIPEUMYILIECTBEHHBIM HapyILIEHUEM CHUHTE3a aHTUTEN INPUBOAAT K Pa3BUTHUIO CTPYKTYPHBIX
U3MEHECHHI JIETOYHOM TKaHU: OPOHXOIKTAa3bl, THEBMOCKIIEPO3, THEBMOGHOPO3. [17-19]

BropeiM 1o uacTtore HWHQEKIMOHHBIM HPOSBICHUEM IIOCIE CHUHO-IYJIbMOHAIbHBIX
MH(pEKIUA SBISAIOTCA MHQPEKUIHMOHHbIE MOpakeHUs KemynouHo-kumeuHoro tpakra (OKKT).
WNH}ekunonHast 3HTeponaTHs MOKET ObITh BbI3BaHA CHHAPOMOM H30BITOYHOTO OaKTEpHaIbHOTO
pocta win cneurpuueckuM Bo3OyauTeneM. B KIuHHUeCKol KapTHHE OHU MOTYT COUETaThCs C
KOXKHBIMU ~ MHQEKUUSIMH, HWHQEKIMOHHBIMU apTpUTaMUd M JPYrUMU  MHQPEKIHOHHBIMU
IPOSIBIICHUSIMU.

XapakTepHO 0COOEHHOCTHIO MH(EKIIMOHHBIX INPOLECCOB sBIsAETCS (Kak M B clydyae
npyrux ¢opm IIMJ]) TOpnuIHOCTH K CTaHAAPTHBIM CXe€MaM aHTHOMOTHUKOTEpaluu, a TaKxke
OTCYTCTBHE IpeApaciojaraiomux (QakTopoB IS Pa3BUTHs TKENbIX MH(EKIUN (Hampumep,
KypeHusi, HeOIaronpusTHRIX ycloBui Tpyaa) [8].

C KIMHUYECKOH TOYKHM 3peHMs, HauOoNblIylo akTyanbHOCcTh U3 [IM]l, mepeuncieHHbIX

BBIIIC, Y B3POCJIbIX U JIeTe UMEIOT:

® ArammarnoOynuHEMUs, BKIIOYas X-CIEIJICHHYIO arammariiooyianHeMuto (0oJjie3Hb
Bpyroma);

e (OO6mas BapuabenbHas UMMyHHas HepoctatouHocTs (OBUH):
e CenextuBHbIl IgA nedpunmr:

® Jledunut noakmnaccos IgG;

® (CelIeKTUBHBIN JeQHUIUT CIICU(PUIECCKUX aHTHTEN;
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e TpaH3uTOpHAas MJlaJieHUYECKas rUIoraMmmario0yauHeMus

X-creruiensas arammariiooyinuaemus (boxesus bpyroHa)

K xapakrepHsiM ocobeHHocTsiM 310l ¢dopmbl [IM]], kpome mpenpacrosoKeHHOCTH K
UHQEKIUAM, OTHOCATCS:

e CuMnTOMBI 3200J1€BaHNUs, KaK MPaBUIIO, BOSHUKAIOT B IEPHOA OT 6 Mecs1es 10 |
rojia ®u3Hu peOEHKa, KOr1a MPOUCXOUT UCTOIIECHUE MTOTyYSHHBIX
TPAHCIUIAIIEHTAPHO OT MAaTEPU aHTUTEIl, & CHHTE3 COOCTBEHHBIX HE
OCYLLIECTBIIsICTCA B a/leKBaTHOM KosnyectBe. OJ1HaKo, B 6osee peAKUX Cirydasx

3a0ojIeBaHKEe MOXKeT MaHH(ecTHpoBaTh U nocie 1 roaa xkusuu; [6,7,20]

¢ B HEKOTOpHIX CITy4yasix MOXeT HaOJII0AaThCsl OTCTaBaHUE B (DU3MUECKOM

pasButum; [6]

e Henopassurue nepudepruaeckux TMMPOUTHBIX OPTaHOB (TUIOILIA3MS MUHIAINH,

aumdoysion); [20]
e XpPOHHYECKOE TEUEHUE CHHYCHTOB C YaCTHIMU O0O0CTPEHUAMH,;
L BpOHXO3KTa3171, KakK CJICACTBHUC HCOAJHOKPATHO IEPECHCCCHHBIX HHCBMOHI/If/’I;

L4 HeﬁpoceHcopHaﬂ TYTrOyXO0CThb, KaK CJICACTBUC IECPCHCCCHHBIX THOMHBIX CpCaAHUX

OTHUTOB,; [6]

L4 Z[e(l)OpMaHI/IH CyYCTaBOB, KaK CJICACTBUC IICPCHCCCHHBIX I/IH(I)CKI_[I/IOHHLIX 151

HEHH(EKIHOHHBIX apTPHUTOB; [6]
e Heiitpornenus B nedrote 3a00€BaHNUS;

e B menbieil crenenu, yem juist apyrux popm U/, nns bonesnn bpyrona
XapaKTEepHBI COMMYTCTBYIOIINE HEMHPEKIIMOHHBIE OCIOXKHEHHSI, TAKHE KaK
ayTOMMMYHHBIE TIPOSBIICHHS, BOCTIAINTENbHOE 3a0o0ieBanue kumeynnka (B3K).
Tem He MeHee, 110 CPaBHEHUIO CO 370POBOM MOMYJISALUEN, PUCK YKa3aHHBIX
OCJIOKHEHUH 3HAUUTENbHO Bhllle. Hanpumep, MoxeT HaOIr01aThCs pa3BUTHE
TaKuX OCJIOKHEHHMI KaK FOBEHUJIbHBIM PEBMATONUIHBIN apTPUT, KOJIOPEKTAIbHBIN
pak, KpoHo-mioy1o6HO€ BoCmaauTenbHOE 3a00JI€BaHNE KUIIICUHUKA, CaXapHBI

muabet (C) | tuna. [7,8,20]

11



Knunuueckast kapTuHa nApyrux ¢opMm arammarioOyauHeMuil (ayTOCOMHO-PELECCUBHBIX U

ayTOCOMHO-IOMMHAHTHOM) CXOJHA C TaKOBBIMU INpH X-CIEIJICHHOW araMmarioOyInHEMHH.

[5,8,14]

Oo61ag BapuabenpHass UMMYHHAs HenoctaTouHocTs (OBUH)

e [lepBbie KIIMHUYECKUE CUMIITOMBI 3a00JIEBaHUSI MOTYT MOSIBUTHCS KaK B JIETCKOM, TaK U
BO B3pOCIOM BO3pacTe. MHOTHME aBTOPHI BBIJCISAIOT JBa MUKAa Ac0I0Ta CHUMIITOMOB,

xapaktepHbix it OBUH: mexny 2 u 5 ronamu, a Takke Mexay 18 u 25 romgamu; [12,21]

e [lomMmumMoO MH(EKIIMOHHBIX MPOSIBICHUN 3a00JieBaHUS (CXOXKHMX C MEPEUUCICHHBIMU IS
6onesnu bpyrona), mns OBUH xapakrepeH MHUpPOKUN CHEKTp HEUMH(PEKIIMOHHBIX

IIPOSIBJICHUM, CBSA3aHHBIX C UMMYHHOU TUCPETYIIALUCH:
e [laTomornueckas mumdonponudeparus (JiuMdoaaeHoOnaTHs, CITICHOMETaIus U Ap.):

o Jlumdoanenonatus pazIUYHBIX Tpynn JauMmdaTHdeckux y3i0B (okono 40%

MalUEeHTOB);
o Cmnenomeranus (10 60% mnanueHToB);
o Tematomeranus (10 15 % marmuentos). [22]

e OpHuM u3 Haubosee TKENbIX HEMH(PEKIHMOHHBIX BOCHAIUTENBHBIX OCIOXKHEHHH CO
CTOPOHBI OpPOHXO-JIETOYHOM CHUCTEMBI SBIIIETCS WHTEpPCTULIMAIbHAs OO0JEe3Hb JETKHX
(UBJI). Pacnpoctpanennocts UBJI B 240 pa3 Beiite cpeau nauueHtoB ¢ OBUH, uem B
obuiet nonymsiuuu. [23] Tposinenuss UBJI ouens BapuabGenbHbl. [1og 3TUM TepMHHOM
oOBbElEHbl  Takue  MNATOTUCTOJOTMYECKHE  €IUHUIBl  Kak  JuMdouuTapHas
MHTEPCTULIMANbHAS TMHEBMOHUSA, (OJTUKYJIAPHBIM OpPOHXMOJUT, TpaHyJlIeMaTo3Has
jeroyHas 0oJie3Hb, OPraHU3YIOWIASCS IHEBMOHUS, TPaHyIeMaTO3HO-TUM(pOIHUTAPHAsS

0oJie3Hb Jierkux u jp. [19,24]

e Jlna manuentoB ¢ OBUH xapakrepHo oOpa3oBaHHE HEKa3€O3HBIX TPaHYIEM B JIETKUX,
TUMQaTUYECKUX Y3/1ax, CeJe3eHKe, pexe APYruX OopraHax. OTH TpaHyJlIeMbl HUMEIOT
CXOJHBIC YepTHl C TpaHynréMamMu Tpu capkougose. [6]  Bombmioe 3HaueHwe mpu
npoBefeHnn auddepenranbHoi auarnoctuku Mexny OBUH u capkongozom MMeroT
ocoOeHHOCTH TpanynieMm, HaOmogaemble Ha KT (komnbrorepHas Tomorpadusi) opraHoB
rpynHoi kietku. [Ipu OBMH uaie nopakaroTcsi HUKHUE JOJIM JIETKUX, Y3€JIKU 3aMETHBIE,

Oonblre, B OONBIIMHCTBE CIY4YaeB JIOKAIM3YIOTCS XAOTHYHO, XapaKTepHO Haluuue
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OponxoskrazoB. [lpu capkongoze y3elku HeOONbIIUX pa3MepoB, JIOKAIH3YIOTCS
NepuIMM(paTHIECK, THIUYHA JUM(AJACHONATHs MPUKOPHEBBIX JIMM(ATHYECKUX Y3IIOB.
Tak kak U1 capKkoua03a HE XapaKTEpHBI TsDKENbIe MH(PEKINU, OPOHXOIKTAa30B B JIETKUX,

KaK IpaBmiIo, He HaOmoaaercs. [19,25]

e Jlopaxenne xenymouHo-kumeyHoro Tpakra (OKKT) HeuHdekmmonHoro reHesa.
Juapeiinplii cuHapoM (CTOMKUN WM TPaH3UTOPHBIN) XxapakrepeH Oonee, yeM s 20%
OonpHBIX. [lopakeHHe KUIEYHUKA MPUBOIUT K CHHAPOMY MajbaOCOpOLMHU, Pa3BUTHUIO
TMIIONPOTENHEMUUYECKUX  OTEKOB,  BBIPQKEHHBIM  AJIEKTPOJIUTHBIM  HAapYyLIEHUSIM,
nucOallaHCy BUTAMHHOB M MHUKpO3JeMeHTOB. K HeMH(EeKIHMOHHBIM (opMaM MOpaKeHUS
XKKT y mnamuentoB ¢ OBUH otHocATcS 1enuakus-mogoOHOEe MOpa)KeHWE TOHKOTOo
KHAIIEYHUKA, KPOHO-TIOJI00HOEe mopakeHne kumeynnka, HAK (aecnenmdpuueckwmii
SI3BEHHBIN KOJWT), HOAYJSIpHAs JUMQOHMIHAS TUIEPIUIAa3usl KHIIeYHHKa, O0pa3oBaHHE
rpanyieM B kuiieynuke. Hepeako cummnrombl mopaxenus JXKT sBIsitoTCS OCHOBHBIM

cummromoM OBHUH, 4TO CyIIeCTBEHHO YCIOKHSET THarHOCTHKY. [6,26]

e [luToneHun (MMMyHHasE TPOMOOLIMTOIIEHHUS, AYyTOUMMYHHAas T€MOJIMTHYECKas aHEMUs,
T - o
pexxe HeiTpornenus). MMMyHHBIE LUTOMEHMHM XapakTepHbl it 10-29% mnanueHToB

OBUH, 3auacTtyto, OHU SBJSIOTCS TIEPBBIM KIMHUIECKAM CUMITTOMOM 3abosieBanus.[6,8]

e 3nokayecTBeHHbIe HOBOOOpa3zoBaHus. Ilanuentsl ¢ OBUH nmeroT moOBBIIEHHBIN pUCK
pa3BUTHs 3JI0KAYECTBEHHBIX HOBOOOpa3oBaHui, ocobeHHo nuMmdpom. [Ipu 3Tom puck
pa3BUTHs JUM(POMBI CYIIECTBEHHO YBEJIMYMBAETCS C BO3pacToM manueHta. Hambonee

XapaKTepPHbI HEXOHKKUHCKHE THM(pOMBbL. [6]

CenextuBHbIl [gA neduumr

[IpakTrdecku y IByX TpeTeil mauueHToB celleKTUBHBIN IgA nedunuT nporekaer 6€CCUMITOMHO.
B cnydae cumnromaTnueckoro TedeHHs! 3a00JieBaHUS XapaKTEpHBI HE CTOJIBKO TsDKENbIE,
CKOJIbKO 4YacThle MH(eKuu. bonee Tsxkenoe TeueHne HaOIIOIAaeTCs MPU COYETaHUU JAeuIuTa
IgA ¢ nepunurom nonkiaccos IgG. ¥V manueHToB ¢ ceaeKTUBHBIM IQA nepHUIUTOM MOTYT TaKXe

ObITh comyTcTBYIOIMKE 3a00neBanus J)KKT, ayrouMMyHHbIE 1 ajuieprudeckue 3a00IeBaHus.

I[Cd)I/IHI/IT HOoAKJIaCCOB |CIG u Z[ed)I/IHI/IT CHCI_II/Id)I/ILIeCKI/IX AHTUTCI IOpyd HOPMaJbHOM YPOBHC

I/IMMVHOFHO6VJII/IHOB 1 HOPpMAJIbHOM KOJIMYECTBEC B-J'II/IMd)OI_II/ITOB

13



Hns nedurura monkmaccoB 1gG Gomee XapakTepHBI CHHYCHUTBI, OTHUTBI, OPOHXHUTHI, TIPH ITOM
IMHCBMOHWU W MCHHUHIHUTBI BCTPCUYAKOTCA PECIKC. OTMmeuaercs CKJIOHHOCTh K AJUICPrUICCKUM

3aboneBaHusM. [6,27]

TDaHSI/ITODHaSI MIIaACHYCCKaa I‘I/IHOFaMMaI‘JIOGVJII/IHeMI/ISI.

IlepepblB MeXay HMCTOLIEHUEM MATEPUHCKUX AHTUTE]I M HA4YajlOM aJcKBATHOIO CHHTE3a
COOCTBEHHBIX Yy  MIJAJIEHLIEB  HpeAcTaBisier  co0oi  (u3MoIOrMYeckuid  mepuon
TUIIOraMMarjio0yJIMHEMUH, KOTOPbI OOBIYHO NpoAOIDKAaeTcs OO0 Bo3pacta 3-6 MecsIeB.
[lponnenne 310t (asel ¢  ymeHbiieHueM ypoBHS IgG  cuMmrTaeTcs TpaH3UTOPHOU
TUIIOraMMarjio0yInHEMHUEH JeTCKOro Bo3pacTta. 3a001eBaHsI MOXKET IPOTEKaTh OECCHMIITOMHO.
B psne ciyuaeB HaOmoaroTcst Oosiee yacTble MH(DEKIMOHHbIE 3a00/1€BaHUsI BEPXHUIN M HUKHUX

JIbIXaTeIbHBIX myTeit.[6,7]

2. IMarHoCTUKA 3a00J1eBaHMS WJIN COCTOSIHMS (Tpynmbl 3a00J1eBAaHMA MM
COCTOSIHUII), MEIMIUHCKNE MOKA3AHUA W MPOTHBONOKA3AHNUS K NMPUMEHEHUI0

ME€TOA0B JMATHOCTHKH.

Hnsa kascoou us gopm I[IH ¢ npeumywecmeeHnviM HapyuleHUeM CUHmMesa aHmumen
chopmynuposarvl omoenvhvie Kpumepuu nocmanosexku ouacnosa. (Tabnuya 1, Ipunoscenue b1,
Ipunoxcenue b2). 28]

Tabmuua 1. JInarnoctuueckue kputrepuu ESID paznuunbix dopm IT1]] ¢ npeumymiecTBeHHOM
HEJIOCTATOYHOCTHIO CHHTe3a aHTUTEIN.[28]

Dopma ITHU/1 Kpurepun

OBUH 1. >1 u3 cneayromux KpUuTepues:
= [loBbllIEeHHAs MOABEPKEHHOCTH UH(EKIMM,
*  AyYTOMMMYHHBIE NIPOSIBIICHHUS;
= (OOpa3oBaHue rpaHyJiem;
* HeoObscHMMAs NOTUKIOHATbHAS
aumbonponudepars;
= JIMJ/I ¢ HapylLlIEHHEM CHHTE3a aHTUTEIN Y YJIEHOB CEMBH.
2. BbIpakeHHoe CHIKeHHe ypoBHS IgG (B 2-X TIOBTOPHBIX
uccienoBanusx Ha 2 SD oT Bo3pacTHOM HOpPMBI, i1 B3pOCIBIX —
MmeHee 4,5 /i) u IgA c/6e3 cHuxenus yposus IgM;
3. =1 u3 cneayommx KpUTepues:
= HeanexkBaTHbIi  OTBET Ha  BakuHanuioo  (W/wiam
OTCYTCTBHE N30I€MarTJIIOTHHUHOB);
= Manoe KOJMYeCTBO MEPEKIIOUEHHBIX B-KieTok mamsTu
(<70% oT BO3pacTHON HOPMBI);
HcknroueHre BTOpUYHOTO reHe3a rMInoraMmario0yIMHeMuH;
Bospact >4 ner (cuMOTOMBI MOTYT 1€0IOTHPOBATh PAHBIIIE);
6. OtcyTcTBHE NIPU3HAKOB IIy0OKOro HapyueHus T-KieTo4Horo

o~
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3BeHa (HaJIMuue He 00JIee OJTHOTO U3 TPEX KPUTEPUEB):
o CD4+/mxm: 2—6met < 300, 6-12ner < 250, crapme 12mer < 200.
e % nauBHbIX CD4+: 2—61et < 25%, 6-16 ner < 20%, crapme 16
aer < 10%;
» T-knerounas npoaudepaius oTcyrcTByer. [29]

X-cuenJieHHas

JlnarHo3 oOKoHYaTeJIeH!

arammaryodyaue | [lanueHT myxckoro mnoia, y koroporo < 2% CD19+ B-kierox
Mus + MUHUMYM | U3 CIEIYIOIUX KPUTEPHUEB:
e Mpyrarus B rene Btk;
e OrcyrcrBue MPHK Btk B HeiiTpoduaax viId MOHOLIUTAX;
e OrcyrcrBue 3kcnpeccun Btk B MoHOIIMTAX HITH TPOMOOITUTAX;
e Jlsns, MIEMSIHHUKH, Ky3€HbI 110 MaTepuHcKoi uauu ¢ CD19+
B-knetkamu < 2%.
Jnarno3 BeposTeH:
[TarueHT MY»CKOTO I0JIa, y KOTOpOoro, y kotoporo < 2% CD19+ B-
KIIETOK
+ BCE cnenytomue kputrepuu:
* Hauano permmauBupyrommx 6akrepuanbHbIX HHPEKIHNA 10 5 JeT;
* Cumxenue IgG, IgM u IgA Goinee, yem Ha 2 SD HUKE HOPMBI
JUIsl BO3pacTa,
*  OrcyTCcTBHE U30TE€MArTIIOTHHHHOB H/HJIH IJIOX0H OTBET Ha
BaKLWHAIIHIO;
*  HcknrodeHs! Apyrue NpUYMHBI THIOTaMMArjio0yTHuHEMHUN.
Jnarnos Bo3MOXkeH:
[TaneHT My>XcKoro nosna, y koroporo < 2% CD19+ B-kietok u
UCKJTFOUEHBI IPYTHe MPUYHHBI TUTIOTaMMario0yTnHEMHN
+ MUHUMYM | U3 CIEeTyIOIUX KPUTEPHEB:
* Hauano penuauBupyromux 0akrepuanbHbIX HHPEKIUH 10 5 JeT;
* Cumxenue IgG, IgM u IgA Gonee ueM Ha 2SD HuXKe HOPMBI AT
BO3paCTa,
*  OrcyTcTBHE U30TreMarrJlOTHHUHOB W/MJIH MIJI0X0H OTBET Ha
BakIrHaIM. [28]
Tunep IgM - >1 u3 cneayommux KpUTEpUEB:
CHH/POM € * JloBbImIeHHAS IOBEPKECHHOCTh HHPEKITHSIM;
NpeuMYIIeCTBeHH *  MMyHHas AMcperysius (ayTOUMMYHHBIE ITPOSIBICHUS,
ol muMornponudepanusi, CKICPO3UPYIOMINI XOJTaHTUT)
HE/0CTATOYHOCTD * JluroneHuu (HEHTPOTIEHUS UK ayTOMMMYHHbBIE
10 CMHTE3a LIUTOIIEHUN );
aHTHTEJ *  Oukonorus (Tumdoma);

= [IMJ{ c HapymeHueM CHHTE3a aHTUTEI Y YJIEHOB CEMBH.
U BrIipakxeHHOE cCHUKeHUE YpoBHA [gG pu HOpMaIbHOM MU
HOBBIIIEHHOM ypoBHE IgM (B 2-X MOBTOPHBIX HCCIICAOBAHUSX )
N npyrve npu4uHbBI TUIIOraMMario0yIMHEMUH ObLITH HCKITIOUYEHBI
U oTcyTCcTBYIOT IpU3HAKU TTTyOOKOT0 HapyuieHus: T-KIeToYHOro 3BeHa
(Hannuue He OoJiee OAHOTO U3 TPEX KPUTEPUEB):
= CD4+/mki: 0-6 mecsiieB < 1000, 6 mecsiies -1 rox <
800, 1-2 roxa < 500, 26 mer < 300, 6-12 et <250,
crapmel2ier < 200;
=  0p ganBHEIX CD4+: 2-6 et < 30%, 2-6 ner < 25%, 6—
16 et < 20%, ctapme 16 et < 10%;
= T-knerouHas nponaudeparusi OTCYyTCTBYET.
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N Her paHHBIX 3a aTaKCHIO-TEJICAHTHIKTA3Mi0 (MATHA «kode C
MOJIOKOMY, aTaKCHsl, TeJICaHTUAIKTa3uu, OoBbIIIeHHbI ADIT).

Hapymenne WUndekunonnsie  3a0oneBaHusi  (peUUAMBUPYIONIME U TSKeEIbIe
CHHTe3a OaxTepraIbHbIC)
crenupuIecKux M yposens 1gG, A, M u noaknaccoB 1gG B mpeznenax pedepeHCHBIX
aHTHUTEJI 3HAYEHUI
M rnybokoe HapylleHHE CHHTE3a aHTHTEN JIMOO MOocie MMMYHU3AINH
BaKIMHOM, cozaepxKauien ITHEBMOKOKKOBBII OYMIIEHHBIN
MOJINCAXapUAHBIA aHTUTeH (WJIM JPYrodl MOJIMCaxapuJIHOW BaKIIMHOMN),
00 TMOCie TEePEeHECEHHOr0 33aJOKyMEHTUPOBAHHOTO HH(EKIIMOHHOTO
3a0oJieBaHus
N uckmoven gedext T-KIETOYHOTO 3BeHa UMMYHUTETA.
Coueranue WUndekunonnsie  3a0oneBaHusi  (peUUAMBUPYIOIIHME U TSKEIbIe
nepunura IgA C OaxTepuaIbHbIE)
nedpumuTOM N orcyrcrBue IgA, ypoBuu IgG, M npenenax pedepeHCHBIX 3HaUCHUMN

noakJaccos 1gG

WM CJIETKa CHUYKEHBI
M cHwxeHue OJHOrO WIM HECKONbKMX noakiaccoB 119G (mpu
JBYKPATHOM U3MEPEHUH)

N coxpaneHa cmocoOHOCTP K  (OPMHUPOBAHUIO  aJE€KBATHOI'O
[IOCTBAKI[UHAJIbHOI'O UMMYHHOTI'O OTBETa

N uckmover gedexr T-KI€TOYHOTO 3B€Ha HIMMYHUTETA.

Medunur
nojakaaccos 1gG

Wn¢exkunonnsle 3a001eBaHus (peUUANBUPYIOIINE U TSKEIbIE
OakTepuaIbHBIC)

N ypogens Ig A, G, M nipenenax peepeHCHBIX 3HAUCHHI

N cHuxeHne oHOro MM HeCKOJIbKUX nojkiaccoB 1gG (mpu
JIBYKPATHOM HU3MEPEHUH)

M coxpanena crioco6HOCTb K (HOPMUPOBAHMIO aJIEKBATHOT'O
MOCTBAKI[UHAJIbHOTO UMMYHHOT'O OTBETA

N uckmouer aedext T-KI€TOYHOTO 3B€Ha HIMMYHUTETA.

Tpan3utopHasn IgG wHmwke BO3pacTHOH HOPMBI B TepBbIe 3 roja JKHM3HU (TIpU
THIIOTaMMa- JIBYKpaTHOM M3MEpPEHHH)
riao00yauemMust N Obutn uCKITIOYEeHB! APYTrHUe IPUYUHBI TUIIOTraMMario0yInHEMUU
N crionTanHOE paspelnieHre NpuOIN3UTENBHO Mocie 4-X JeT.
NB! IlanuenTsl cHauana JOJKHBI OBITh 3aperMCTPUPOBAHbI  Kak
Heknaccupumpyemsiit [IN]] ¢ npenmyIiecTBeHHON HETOCTaTOYHOCTHIO
CHHTE3a aHTHUTE]I W IIEPEHECEHbl B KaTEropuro TpaH3UTOPHOU
TUIIOraMMarjo0yJIMHEMUHN TOJBKO IOCIE CHOHTAaHHOTO pa3pelieHus B
BO3pacTe 4-X Jer.
CenexTuBHbBII 1. >1 u3 cneayommx KpUuTepues:
IgA nepuumt [ ToBpIIEHHAsT MTO/IBEPIKEHHOCTh MH(pEKINSIM;
*AyTOMMMYHHBIE IIPOSIBJICHUS;
[T/ c HapylIeHHeM CUHTE3a aHTUTEN Y YWICHOB CEMBH.
2. Bospact > 4 ner.
3. IgA wmenee 0,07 1/n, IgG m IgM B mpenmemax pedepeHCHBIX
3HA4YCHU.
4. WckiroyeHne BTOPUYHOTO FeHe3a rMmoraMMariiooyJInHeMHUH.
5. CoxpaHeHa CHOCOOHOCTh K  (OPMHPOBAHUIO  AJEKBATHOTO
MOCTBaKIIMHAIILHOI'O UMMYHHOT'O OTBETA.
6. Hckmouen nedext T-KIeTOYHOro 3BeHa UMMYHHUTETA
Hexnaccupuuupy 1. 1 w3 crienayomux KpUTEpHUEB:
embrii IIU/ ¢ [IoBbIlIEHHAA [IOJBEPKEHHOCTh UHEKIHM;
MpPeruMYILIeCTBEeH- *AyTOMMMYHHBIE IIPOSIBJICHUS;

16




HOW *HeoObsicHrMast MONMMKIOHANIbHAS TUMQoTponudepaus;
HEAO0CTATOYHOCTH * [IN]] ¢ HapyIEHUEM CUHTE3a AHTUTEIl Y YICHOB CEMBHU.
10 CHHTE3a 2. 1 w3 cnenyrmux KpUTepUes:

aHTHTEeJ * 3HaYUTEIBHOE CHM)KEHHME MHMHUMYM OJHOTO U3

nokazateneii: oomero 1gG, 1gG1, 1gG2, 19G3, IgA wm
IgM;
* HeannekBaTHEIN OTBET HA BaKIIMHAILIUIO.
HckmoyeHre BTOPHYHOTO reHe3a THITOraMMario0y THHEMHH.
4, OTtcyTCTBHE TPHU3HAKOB TIYOOKOTO HapymieHus T-KIeTOYHOTO
3BeHa (Hanu4uue He 0oJiee OJTHOTO U3 TPEX KPUTEPUEB):
e (CD4+/mxm: 2-6 ner < 300, 6-12 ner < 250, crapme 12
aet < 200;
e 9% mauBHbix CD4+: 2-6 mer < 25%, 6-16 ner < 20%,
crapire 16 met <10%;
o T-xnerounas nmposmdeparis OTCyTCTBYET.
5. He mnoaxomutr moxn  kpurepum  gapyrux  IIAJ] ¢
NPEUMYIICCTBEHHOM HEOCTATOUYHOCThIO cHHTe3a anTHuTel. [30]

w

Bcem nmanuentam ¢ monmo3penneM Ha IIMJ] ¢ mpemMynieCTBEHHON HEIOCTATOYHOCTHIO
CHUHTE3a AaHTHUTENl PEKOMEHIYETCS IPOBOIUTH JU(PPEPEHIIMATBHYIO TUATHOCTHKY C
napyrumu Gopmamu [TU]] ¢ nenpro BeIOOpa aieKBaTHOM Tepanuu. [3,6]

YpoBenb yOeaureqabHOCTH pexkoMeHgauuii — C (ypoBeHb J0CTOBEPHOCTH
JI0KA3aTeJILCTB - 5).

Bcem manueHTtaM CcoO CHIDKEHHEM YPOBHS HMMYHOTTIOOYJIMHOB PEKOMEHIyeTCs
WCKJIIOYUTh BTOPUYHON XapakTep TUIOraMMarjioOyJTUuHEMHH C 1EJIbI0 YTOYHECHHS
auarsosa. [3,31]

YpoBenb yOeautenbHocTH pexkoMenaanuii — C  (ypoBeHb [10CTOBEPHOCTH
JI0KA3aTeJILCTB - 5).

KommenTapuu: smopuunas eunocammaznobyiunemus ecmpeuaemces 6 30 pas uawe, uem

IIN]] ¢ npeumywecmeenHOl HeOOCMAMOYHOCMbIO CUuHme3a axmumen. Bmopuunas
2UN02aMMA2N00YIUHEMUsI He 6Ce20a CONPOBONCOAEMCs CKIOHHOCMbIO K MANCENbIM
XPOHUYUECKUM UHQEKYUOHHBIM HPOYeccam, 4acmo HOCUM MPAH3UMOPHbBIL Xapakmep.
[31]

VY BcexX MalUEeHTOB C TUIIOTaMMAarioOylIHMHEMHEH PEKOMEHIYEeTCS HUCKIIOUYUTh HATUJHe
Ipyrux 3a00JeBaHUN W/WIM YCJIOBUHM, CIIOCOOHBIX TMPHUBECTH K HEKOHTPOJIHPYEMOMY
UHQPEKITMOHHOMY ITPOIIECCY C IENIbI0 YTOUHEHHsI quarHosa. [31]

YpoBenb yOeautenbHocTH pexoMeHaanmuii — C  (ypoBeHb [10CTOBEPHOCTH

JI0KA3aTeJILCTB - 5).
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2.1 ’Kago0LI 1 aHAMHE3

e ( 1enbro CBOEBPEMEHHOM MTOCTAHOBKHU JIMATHO3a PEKOMEHYETCSl IPOBOJIUTh CKPUHUHT HA
Hanmuue [T1]] ¢ mpenMyIecTBEHHOW HEIOCTaTOYHOCTBIO CUHTE3a AHTUTEN NAalUeHTaM, y
KOTOPBIX B aHAMHE3€ OTMEYAETCS HAIMYHUE CIAEAYIOIUX KIMHUYECKUX CUMIITOMOB!

o Hamnume B cemMbe OTArOIIEHHOIO aHaMHE3a [0 UMMYHOJIOTHYECKUM
3a00JI€EBaHUSAM;

o Tsokenble XpOHUYECKHE W/WIM PEHUAMBHPYIONIHE WH(OEKIHUH, TOPHHUIHBIC K
CTaH/IAPTHBIM CXEMaM Tepanuu (CHUHYCHTBI, OTHTHI, OPOHXHUTHI, IMTHEBMOHUH,
aptputhl, uHbekuuoHHole mnopaxenus JKKT, MEHHHTUTBI, CENCHUC, KOXKHBIE
HHPEKIUH);

o Croiikuii JauapelHbli CHHIPOM (B TOM 4YHCJIE C pa3BUTUEM CHHIpOMA
MababCcopOIm);

o Cumnromsl naTojorudeckor mumponponudepanuu (croiikas auMdoageHonaTus
HECKOJIbKUX  rpynnm  JuUMQOY3JIOB, CIUIeHOMeranus,  JuMdoruTapHas
MHOUIBTPALUS JIETKUX U JPYTUX OPraHOB, HOAYJISIPHAS THIEPIIa3usl CIU3UCTOM
XKT u ap.);

O AyTOMMMYHHBIE POSIBIICHUS (B MIEPBYIO OYEPElb, IIUTOTICHUH ),

o [I'pamynemaTo3Hoe  BocmajgeHune B  opraHax (B  TEpBYHO  Ouepenp,
CapKOUIO0MOA00HbIC U3MEHEHUS B JIETKUX );

o BrlsBIeHNE OPOHX03KTA30B, 0COOEHHO Y MOJIOJIBIX MAIIUEHTOB;

o 3nokayecTBeHHBIC 00pa3zoBaHus JuMpouIHOM TKaHu. [22,27,32,33]

YpoBenb yOeaurtenbHocTH pexkoMenaanuii — C  (YpoBeHb J0CTOBEPHOCTH
J0KAa3aTeJIbCTB - 4).

KommenTapuu: ocobennyio nacmopodxcenHocms O0NHCHbL BbI3bIBAMb NAYUEHMbL, Y
KOMOPbIX OMMeUaemcsi HECKOJIbKO U3 GbIUUENEPEYUUCTIeHHbIX cUMnmomos. [6]

e V Bcex nmanueHToB ¢ noxo3peHneM Ha IIM]] ¢ nmpenMyIiecTBEHHON HEIOCTaTOYHOCTHIO
CHUHTE3a AaHTHUTE]I pPEKOMEHJIYyeTCs TIIATeIbHO cOoOUpaTh CEMEWHBIH aHaMmHe3 s
npoBeeHus nuddepeHuanbpHol Auarnoctuk. [6,7,12,20]

YpoBenb yoenurenbHocTH pekomengammii — C  (ypoBeHb 0CTOBEPHOCTH
JI0KA3aTeJILCTB - 5).

KomMmeHnTapum: OMmA2OU€HHbIM cemelHbim AHAMHE3OM Aensaemc cmepnitob

p000m6’€HHUKCl 6 Mﬂadquecmee, cmepnio podcmeeHHuKa om UH¢€KZ4UOHHOZO
3a60ﬂeean1, Hajau4due p000m6€HHMKa uau pO()CWl@@HHUKOG C XPOHUYeCKuUmu uau
peuudueupyiomwwu qubeKI/;MOHHblMu nposeIeHUAMU MAANCEN020/AMUNUYHOO0 me4eHuA,

yumonenusimu, opyeumu cumnmomamu, xapaxmepuoimu oas IIHAJ]. [3] Ipakmuuecku y
18



nolo6UHbL nayueHnos ¢ X-cuenﬂelmoﬁ azaMMaefzo6szuHemueﬁ npocaescusaemcs

cemetinvlil anamues. [20]

2.2 duzukajbHoe 00cae10BaAHUE

Bcem manuenram ¢ monpo3penueM Ha IIM][ ¢ npenmyliecTBEHHOW HEAOCTATOYHOCTBIO
CHUHTE3a aHTUTEJI PeKOMEH/yeTCsl MPOBOJUTH IMOJIHBIN (PU3UKAIBHBIA OCMOTpP C LENbI0
Bepu(UKaIUK AUArHo3a, OIICHKH TSHKECTH cocTostaus. [22,27,32,33]

YpoBenb  yOenurenbHocTH  pekoMeHgamuii C  (YypoBeHb  J10CTOBEPHOCTH
A0KA3aTeJbCTB — 4).

KommenTapun:

Obwuti ocmomp. H3-3a nepeneceHHbIX YacmvlX UHGeKyull oemu MO2ym OmMCmasams 6
Guszuueckom passumuu (6 OonbULEll cMmeneny OMHOCUMCS K nayuenmam ¢ X-cyenienHou
azammaznobyiunemueti). 'V nayuenmos ¢ msdicenou sumeponamueti modxcem Ovlmo
CHUDICeHa Macca mena;

IHanvnayus epynn nepughepuueckux numegoysnos. OyeHums pazmepvl, KOHCUCTEHYUIO,
HOOBUICHOCMYb, DONe3HeHHOCMb nepughepuieckux aumM@oy3nos. BosmoodicHo Hanudue
JIOKAMU308AHHOU  UIU  2eHEePANU308AHHOU  IuM@oadeHonamuu  (xapakmepuo  OJisl
nayuenmos ¢ OBWUH). [lna nayuenmos c¢ acammaznodoyiunemuel XapakmepHa
eUnoniazus auM@poy3nos (6 mom uucie OmMCymcmeue Y8eiudeHus pecUOHANbHbIX
JUMOY37108, HECMOMPSL HA AKMUBHBIU UHPDEKYUOHHDIL NpoYyecc)

Hanenayus neveHu u cele3eHKU: BO3MOJNCHO HANUYUE 2enamome2anuu  u/unu
cnnenomeeanuu (xapakmepro oas nayuenmos ¢ OBUH, eunep-1gM cunopomonm).
T'unonpomeunemuueckue omexku xXapakmepusvl Ol HAYUEHMO8 C  MANCENOU
aHmeponamuel unu Opyeum 3a001e6aHUAM, NPUBOOAUWUM K nomepe beKa.

Hanuuue npusnakoé xpoHuueckux ungekyuoHnvlx npoyeccos: Hanpumep, «oapadaHuvix
NAnoyeK» U «YAco8blX CMEKOLy, yeeaudenue nepeorHe3aone2o pasmepa 2pyoHou KiemKu
u op.

Moeym  umemsv mecmo  Oegopmayuu  KPYnHeIX — CYCMAgos, KAk  cledcmeue
HEeUHMEeKYUOHHO20 UNU NEPEHECeHHbIX UHPDEKYUOHHBIX apMPUMO8.

Ocmomp KOHCHBIX NOKPOBOB - 8ANCHO 0OpAMUMb GHUMAHUE HA HATUYUE KONXCHBIX Cbinell,
@YPYHKYI08, KOJCHBIX abcyeccos, a makadce pyoyo8 Ha Mecmax ux npeowecmsyrouel

nokanuzayuu. [6]
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2.3 JIaGopaTopHbIe THATHOCTHYECKHE HCCIEe10BAHUS

2.3.1 JlabopaTopHbIe IMATHOCTHYECKHE UCCIIEI0BAHUSA ISl BepUu(PUKAIUU JUATHO3A

BceM mnanuenTaM ¢ KIMHUYECKMMHU MpH3HAKaMH, XxapaktepubiMu s [TAIL ¢
MIPEUMYIIECTBEHHON HEAOCTaTOYHOCThIO CUHTE3a aHTHUTEI, PEKOMEHYETCsl IPOBEIACHUE
WCCIICIOBAHMS YPOBHS 00IIero 6emka B KPOBU M OIMPEICICHHE COOTHOMICHUSI OEITKOBBIX
bpakuuii  MetogoMm  3nekTpodope3a NS BBIABICHHS ~HM3MEHCHHHM  COACpPIKAHUS
raMMariao0yauHoB. [34,35]

YpoBenb yOeauteabHocTH pexkoMenaamuii — C  (YpoBeHb 10CTOBEPHOCTH
JA0KAa3aTeJbCTB - 5).

Bcem nanmeHTaM ¢ KIMHUYECKMMM IpH3HaKaMmu, XxapakrepHbiMu i IIMJ] ¢
MPEUMYIIECTBEHHON HEAOCTaTOYHOCTHIO CUHTE3a aHTHUTEJ, PEKOMEHYETCsl TIPOBEICHUE
UCCIEIOBaHUs YpPOBHSA HMMMyHornoOyianHoB A, G, M B KpoBU [ BBISABICHUS
HApYIICHUH CO CTOPOHBI TYMOPAILHOIrO 3BeHa UMMyHHTeTa (Tabmuma 1, TmpuiIoKeHHe
b1). [28,33,36,37]

YpoBenb yOeauteqbHocTH pexkoMenaamuii — C (ypoBeHb /10CTOBEPHOCTH
JI0KAa3aTeJIbCTB - D)

KommeHTapum: cunocammaznooynunemuei cuumaemcs cuudicenue yposusa |G nuoce 2-

X CMAaHOapmMHuIX OMKIOHEHU Om B03PACMHOLU HOPMbL V Oemel u Hudxce 4,5 2/ y
83pocavix. Aeammacnodoyrunemueri cuumaemcs chudxcernue konyenmpayuu 19G nuoce 1,0
e/n, 6 couemanuu ¢ konyenmpayuamu 1gM nuowce 0.2 2/n u konyenmpayueti 1gA nuoice,
yem 0,1 2/n npu rxonuuecmee nepughepuueckux CDI19+B-knemox nuoice, uem 2%. [5]
Hsmepenue Heobxooumo noomeepoums Kaxk MUHUMYM 6 2-x ucciedosanusx. [29]
[TaruenTam ¢ rumoraMMariioOylIMHEMHEW M aramMMarioOylIWHEeMHeW pEeKOMEHIYETCs
nposeaenue ucciuenoBanus CD19+ mumdoruros ans yrounenus popmsl [TU]] (Tabnuma
1, Tpunoxenue b1). [3,6]
YpoBenb yOeauteqbHocTH pexkomenaanmuii — C (ypoBeHb /10CTOBEPHOCTH
JI0KAa3aTeJIbCTB - 5).
[Taunentam ¢ mnopo3pennem Ha OBUH pexkomenayercs mNoBeAEeHUE OJHOIO U3
CJICAYIOIIMX MCCIICIOBAHUM JIJIs MOATBEpsKACHUs uarno3a (Tabmuma 1):

O HCCIIeIOBAaHWE YPOBHSI H30T€MAarTIIOTHHUHOB B KPOBH;

o wuccinenoBanue ypoHs CD19+CD27+IgD— numdountoB (mepekitoueHHbIX B-

KJIETOK);
O B Clyd4ae  MOTPAHUYHBIX\HOPMAJIBHBIX  KOJUYECTBCHHBIX  IOKa3aTelei

UMMYHOTJIOOYJTMHOB KPOBHU - OmpejeieHue Tutpa antuten G K ABYM U OoJiee
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WHQEKIMOHHBIM areHTaM /0 W IMO0CJe BaKIMHALMU C IeJbK OICHKH
CIOCOOHOCTH (POPMHUPOBATH MOCTBAKIIMHAIBHBIA KMMYHHBII oTBeT ([IpHioxenue
A3.3). [3,30]
YpoBeHb yOeauTeabHOCTH pexkoMengaumii — C (YpoBeHb JA0CTOBEPHOCTH
JI0KA3aTeJbCTB - 5).
KoMMeHTapuUM:  u30a2eniomuHunel — 9mMo  awmumend NPOMUE  U30AHMUSCHO8
Gopmennvix snemenmos kposu (epynna anmueeros ABO). [3]
s oyenku nOCMEAKYUHAILHOSO UMMYHUMEMAd HeBAKYUHUPOBAHHBIM NAYUSHMAM
PEKOMEHO08ANA BaKYUHAYUS UHAKMUBUD OBAHHBIMU BAKYUHAMU. Oyenxa
NOCMBAKYUHATILHO20 UMMYHHO20 OMBEma ¢ NOMOWbIO NOJUCAXAPUOHBIX 6AKYUH OONNCHA
nPOBOOUMbBCsL He paHee OO0CMUDdICEHUs nayuenmom 2-x nemuezo 6o3pacma. Oyenxa
NOCMBAKYUHATILHO2O UMMYHUMEMA OO0NICHA NPOBOOUMBCS 00 HAYALA 3AMeCTUMENbHOU
mepanuu  UMMYHOI0OVIUHOM — Yelo8eKa HOPMAnbHuIM**.  Knunuuecku  3Hauumvim
A6AemMcs. omcymemeue Hapacmauus mumpa 6 2-4 pasa uepez 4-6 mnedenv nocie
sakyunayuu. Ilpu COMHUMENbHBIX NOKA3AMENSAX PEKOMEHOYemcs OUHAMUYEeCKULL
KoHmpoab ewje uepes 4 neoenu. [38]
[ManpeHrTaM ¢ [OJO3PEHMEM Ha HApyNIEHHE CHHTE3a CHENU(pHYCCKUX aHTHTEI,
peKomeHayeTcst ompezeneHue aHTuTen kinacca G (K JUPTEpUHHOMY AaHATOKCUHY,
Clostridium tetani, k Bo30OymuTento MeHUHTokokka (Neisseria meningitidis),
remodunbHol nmanouke (Haemophilus influenzae) B kxpoBu 10 1 mocie BakIUHAIUHU C
[EIBI0 OIEHKH CIIOCOOHOCTH (HOPMHPOBATH IMOCTBAKIIMHAIBHBIA HWMMYHHBIA OTBET

(Tabmuma 1, [Mpunoxenne A3.3). [3,34]

YpoBenb yoOeaurteibHocTHd pexkoMenaamuii — C  (YypoBeHb J0CTOBEPHOCTH
J0KAa3aTeJbCTB - 5).

[Tanmentam ¢ momo3penueMm Ha aebunut mnonakiaccoB IgG (M30aupoBaHHBIA WM B
coyetaHuu ¢ IQA-nepuuUTOM) pEKOMEHIYyeTCs MpPOBEACHUE HCCIEAOBAHUS YPOBHS
ummyHoro0ynnHa G B KpOBH TS TOCTAaHOBKHU auarno3a (Taomwuma 1). [27]

YpoBenb yOeaurTeabHOCTH pexoMenaanmuii — C (ypoBeHb [10CTOBEPHOCTH
JI0KA3aTeJILCTB - 4).

Bcem  mamumentam ¢ runmorammarjioOyJMHeMued W araMMaryio0yJiMHeMHeu
pekoMeHnayercs mpoBefeHue wucciaemnoBanms CD3+, CD4+, CD8+, CD16+/56+
TUMQOIUTOB JUId HCKIIOYeHus KomOuHMpoBaHHbIX ¢(opm IIMJ] (Tabamma 1,

[Mpunoxenue b1, IMpunoxenue B2). [3,6,29]
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YpoBenb yOeauTesabHOCTH pexoMenaanmuii — C (ypoBeHb J10CTOBEPHOCTH

J0KA3aTeJbCTB - 5).

2.3.2 MosekyJasipHO-TeHeTHYeCKasi TUATHOCTHKA

Bcem manmeHTaM My’>KCKOIro Ioja ¢ araMMarjioOyJIMHEMUEH U CHUXKEHHEM YpOBHs B
Kkietok MeHee 2%  pexkoMeHIyeTcs  IPOBOAUTH  MOJIEKYJISIPHO-TEHETHYECKOe
uccienoBaHne Myrtauuii B reHe Btk B kpoBu i moATBepKIcHMs auarHoza X-
cleryieHHO# aramMarioOyiuaemuu (Tadnuna 1, [Mpunoxenue b1). [3,6,20,39]

YpoBenb yoOeauteabHocTH pexkoMenaamuii — C  (YypoBeHb J0CTOBEPHOCTH
J0KA3aTeJbCTB - 4).

Bcem nmanuenTam jK€HCKOro 110J1a, a TAK)KE MalueHTaM MYXKCKOT0 10Jj1a C HE BbISIBICHHOU
myTanuei B rene Btk ¢ runorammarioOysrHemMueii 1 CHIKeHHEM ypoBHS B kietok < 2%
PEKOMEHYeTCsl MPOBOIAUTH MOJIEKYJISIPHO-TEHETHUYECKOE HCCIeIOBaHUE MYTalluil B
TeHaX, OTBETCTBEHHBIX 32 Pa3BUTHE JPYruX (GopM araMMariioOyJIMHeMUd (IIPUIIOKCHHE
A3.2) nns moaTBepkacHus quarHosa. [3,6,40—46]

YpoBenb yOeaurTeabHOcTH PpexkoMengamuii — C  (ypoBeHb [10CTOBEPHOCTH
J0KAa3aTeJIbCTB - 4).

Bcem mamumentam ¢ arammarinoOynmuHemuend wu  apyrumu  dopmamu  IIMJ[ ¢
MPEUMYIIECTBEHHON HEIOCTaTOYHOCTBIO CHHTE3a AaHTUTEN C HEYCTaHOBIECHHOU
MyTaluel peKOMEHIYEeTCsl MPOBEIEHUE MOJIEKYJISPHO-TEHETUYECKOTO HCCIIEOBAHUS C
MOMOIIbI0 KAaCTOMHM3WPOBAHHBIX TMaHeNled TEeHOB (METOJ CEKBEHHUPOBAHHUS HOBOTO
nokosieauss (NGS)) wiau myreM MpPOBEACHHS TOJHOTO 3K30MHOTO WJIHM MOJHOTO
TCHOMHOTO CEKBeHHMpOoBaHUs (mpwioxkeHne A3.4) nans yrounenuss ¢opwmbr [TA]I.
[3,47,48].

YpoBenb yOeauteibHocTH pexkoMenaamuii — C (ypoBeHb /10CTOBEPHOCTH

J0KA3aTeJbCTB - D).

2.3.3. JlaGopaTopHble AMATHOCTHYECKHE HCCIeJOBAHUA y MALMEHTOB C YCTAHOBJIEHHbIM

auartosom [N/ ¢ HapyuieHHeM CHHTE3a AHTHUTEJI

Bcem manuenram ¢ [IM]] ¢ nmpeuMylecTBEHHOW HENOCTATOYHOCTBIO CHUHTE3a aHTUTEI
JUISl TMATHOCTUKH BUPYCHBIX U IPYTUX HHQPEKIHH PEKOMEHIYETCS UCIOJIb30BaTh METO/
[THP (monmmepa3Has 1EMHasi peakiius), TaKk KaK CEPOJIOTHUUECKUE METObI THAarHOCTHKH
He MH()OPMATHBHBI B TAHHOM TPYIINe NalueHToB. [7]

YpoBenb yOeauteqbHocTH pexkoMenaanuii — C (YpoBeHb J10CTOBEPHOCTH
JI0KA3aTeJILCTB - 5).

KoMMmeHTapuu: ucnonv3osanue ceponiocuieckoco memooa uUccied08anus CONPs#CeHo ¢

BbICOKUM PUCKOM NOJLYHYEeHUS HeOOCMOBEPHBIX pe3yibmamos. [1]
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e Bcem nanuenram ¢ I[IMJ] ¢ npenMymecTBEHHOM HENOCTATOYHOCTBIO CHHTE3a aHTUTEI
JUISL CBOEBPEMEHHOTO BBISIBIIEHUSI U KOHTPOJISI OCIIOKHEHUH, PEKOMEHTyeTCs IPOBE/ICHUE
PETYISPHBIX JTA00PATOPHBIX UCCIICOBAHMI HE pexe 1 pa3a B 6 MecsIeB:

o OOmmii (KIMHUYECKUI) aHANINW3 KPOBU pa3BEpHYTHIH ¢ auddepeHunpoBaHHBIM
MOJICUETOM JICHKOIHTOB (JIefKormTapHoii hopmysoi) u ucciaemgoBanuem COD
(CKOpOCTh OCEIaHUS SPUTPOLIUTOB);

o OOmuii (KIMHUYECKHI) aHaTu3 MOYH,

o AmnHamu3 KpoBH OHWOXMMHUYECKHH oOmerepaneBTuyeckuil (o0muii  Oeloxk,
OenkoBbie (hpakiuu, moueBuna, kpeatunut, ACT (acmapraramuHoTpaHchepasa),
AJIT (amanunammHOTpancdepasa), I'TTII (ramMma-riIroTaMUITpaHCICNITHAA3a),
JIAI (maktageruaporenasa), OmimmpyouH ooruid, rimokosa). [3,6,49,50]

YpoBenb yoOeauteibHocTHd pexkoMenaamuii — C  (YpoBeHb J0CTOBEPHOCTH
J0KAa3aTeJIbCTB - 5).

e BceMm nanueHTam ¢ runoraMmario0yJaMHEeMHUE 1 araMMariio0ylIMHEMUEH, MOJIy4atouM
3aMECTUTENbHYI0  TEpamuil0  HUMMYHOTJOOYJIMHOM  4YellOBE€Ka  HOPMaJbHBIM™™*,
PEKOMEHIyeTC sl eXKeMeCcIYyHOoe hccieioBaHue nperpancdy3nonHoro yposHs 1gG B kpoBu
710 TOCTHOKEHHMS 1IEJICBOTO YPOBHS JUIst KOHTpouist 3 dexkruBHOoCTH Tepanuu. [3]

e VYpoBenb YyOeaureJbHOCTH pexoMeHaamuii — C (ypoBeHb [10CTOBEPHOCTH
JI0KA3aTeJILCTB - 5).

e Bcewm nanueHTaM ¢ rurnoraMmmario0yiIMHeMuel 1 araMMarioOyanHeMueH, MoTyqalonim
3aMECTUTENIbHYIO TEpanuil HMMYHOITIOOYJIMHOM 4YelloBeKa HOpMaJbHBIM™*, mocie
JOCTUKEHHMSI  LEJIEBOI0  YPOBHSA IgG  pekomenmyercs UCCIIEIOBaHKE
nperpancgy3rnoHHoro yposHsa 1gG B kpoBu He pexe 1 paza B 6 MecsueB Ui KOHTPOJIS
3 PEKTUBHOCTH TEPANUU U KOPPEKIHH T03bL.[3]

YpoBenb yOeaurTeabHOCTH pexkoMenpamuii — C (ypoBeHb [0CTOBEPHOCTH
JI0KA3aTeJILCTB - 5).

e Bcem nanmenram ¢ [IM]] ¢ npenMymecTBEHHON HEIOCTATOYHOCTBIO CHHTE3a aHTUTEI
IIPU Pa3BUTHU UH(PEKIIMOHHBIX OCIOKHEHUH pEKOMEHIyeTCsl BepupuKalrs BO30yaUTENs
C IIEJIbI0 BBIOOPA ONTUMAJILHOM TaKTHKH JieueHus.[3,51]

YpoBenb yOeautenbHocTH pexkomenaanuii — C (YpoBeHb J10CTOBEPHOCTH

JA0KA3aTeJIbCTB - 5).
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2.4 HNHCTpYMeHTaJIbHbIE AMATHOCTHYECKHE MCCIEIOBAHMSA

Bcem nanuentam ¢ I[IMJ] ¢ npenMymiecTBEHHONH HEIOCTATOYHOCTBIO CHHTE3a AHTUTEN
pekoMeHayeTcst BbIIOJHUTH KT OpraHoB rpyAaHOM IOJOCTM B MOMEHT IIOCTAHOBKH
JIMarHo3a C 1eJIbI0 CBOEBPEMEHHOM JTUArHOCTUKH OCI0XHeHuH. [49,52,53]

YpoBenb yOeaurTeabHOCTH pexoMenaanuii — C (ypoBeHb JI0CTOBEPHOCTH
J0KA3aTeJbCTB - 4).

KommenTapuu: 6 Oanbheliwem yacmoma npogedenuss OaHHo20 00cied08aHus
onpeoensaemcs KIUHU4eCKUMU NOKA3AHUSM.

Bcem mnammentam ¢ OBUH pexkomennyercss mnposenenue Y3U (ynbTpa3ByKoBOE
HCCTIE0OBAHUE) JOCTYIHBIX OCMOTPY JUM(ATUUECKUX Y3JI0B, OpPraHOB OpPIOIIHOM
MOJIOCTH Ha MOMEHT MOCTaHOBKHU JIMarHO3a M He pexe 1 pasza B Tof AJsi CBOEBPEMEHHOTO
BBISIBJICHHSI OCJIO)KHEHUU (marosiornyeckoil mumdonponudepanny, MalurHU3aluu) U
koHTpouist 3pdextrBHOCTH Tepanuu. [13]

YpoBenb yOeautesbHocTH pexkoMenaanuii — C (ypoBeHb [10CTOBEPHOCTH
J0KAa3aTeJIbCTB - D).

KoMmMmeHTapuu: nposedenue 0anHvix ucciedosanuil HeoOXo00umo, maxk Kax nayueHmsl ¢
OBUH HAX00AMCSL 8 epynne pucka paseumus 310KA4eCMEEeHHbIX
aumponponrughepamusnvix 3a00.71€6aHUI.

Bcem nmanuentam ¢ OBUH pexkomenayercst Beimoauuth KT opraHoB rpyaHoOi mosiocTi
He peke 1 pasa B TOjI ¢ IeNTbI0 CBOEBPEMEHHOM JTHArHOCTHKH ociokHeHwui. [ 3,49,52,53]
Yposenb yOeautenbHocTH pexkoMenaanuii — C  (YpoBeHb J0CTOBEPHOCTH
J0KAa3aTeJIbCTB - 5).

Kommenrtapuu: KT opeanog epyonoii nonocmu aeisemcs Haubonee 4y8cmeumenbHbim
Memooom Ol OOHAPYIHCEeHUS, OYEHKU U XAPAKMEPUCMUKU NOPAXNCEHUS JIeSKUX Y
nayuenmos ¢ OBUH, mak kak He 6ce usmeHenus 8 1e2KUx Mo2ym Oblmb C80E8PEeMEHHO
3aghuxcuposanvl ¢ nomowwio pewmeenozpaguu. Yacmoma nposedenus KT opeanos
2PYOHOU NOIOCMU ONpedesiemcs UHOUBUOYANbHO O]l KAHCO020 NAYUeHmd, UCX00s U3
gpenomuna OBUH, maxcecmu mevenus 3abonesanus, mepanuu. Credyem nomMHums, ymo
Heunpexyuonnvle nposenenus [IHJ] (UBJI) moeym 6 meuenue OaumenvbHo20 8peMeHU
npomexamv Oeccumnmomuo. Ilozonee eviserenue u neadexkeamuas mepanus HBJI
Modrcem yxyoulams nPocHO3.

Becem mammentam ¢ OBUMH 1npu  BbIABIEHHH  ATOJOTMYECKHM  W3MEHEHHBIX
TuM(aTHIeCKUX y3JI0B PEKOMEHJIYETCS TMPOBEJACHUE OSKCIU3UMOHHON OWOMCHH ITHX
TuM(GaTUIECKUX Y3JI0B U JabHEHIIEr0 THCTOIOTHYECKOT0 1 UMMYHOTHCTOXUMUYECKOTO

UCCIieIoBaHusl  OuomncuifHOro  (omepanyoHHOro)  Marepuana  jgumdpoysna s
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CBOCBPEMEHHON JIMArHOCTUKM MAJIMTHU3AIMU W/WIW  BBIOOpAa TapreTHOW TeparuH.
[12,21,49]

YpoBenb yOeautenbHocTH pexkoMenaanuii — C  (YpoBeHb J0CTOBEPHOCTH
JI0KA3aTeJbCTB - 5).

Bcem narmmenram ¢ OBUH nipu nmogo3peHun Ha HHTEPCTUIHAIBHYIO JIETOYHYIO 00JIe3Hb
pPEKOMEHIyeTCsl TPOBECHUE OMOICUU JIETKUX C JaJbHEHIINM MaTOrMCTOJIOTMYECKUM U
MMMYHOTHCTOXVMMHYECKAM  HWCCIICOBAHHMSIMH  TIOJIYyICHHOTO Ouomarepuana st
CBOCBPEMEHHOM  JMArHOCTUKM  MPOSBICHUA  HMMMYHHOM  JUCPETYJALIMU U
3JI0KaYECTBEHHBIX HOBOOOPA30BaHMI U/UIIM BBIOOpA TapreHTHOM Tepanuw. [12,21,49]
YpoBenb yOeaurTeabHOCTH pexoMenaanmuii — C (ypoBeHb /10CTOBEPHOCTH
JI0KA3aTeJbCTB - 5).

o [Taruentam ¢ nopaxenunem JKKT u runorammarinoOyivHeMued peKOMEHI0BaHO
MpoBeACHUE  OWMONCHUU  TOJCTOM  W/WIM  TOHKOM  KHIIKA C  TOMOIIBIO
BHJICOOHIOCKOTTMYECKUX TEXHOJOTUN U JAaTbHEUIIEr0 T'UCTOJIOTMYECKOT0 MCCIEA0BaHUS
OuorncuitHOro (OMeparMoHHOI0) MarepHualia TOHKOW KWIIKK W/WIM TOJICTOM KHILIKH C
NPUMEHEHHEM  HMMMYHOTMCTOXMMHUYECKMX  METOAOB s auddepeHnanbHoMl
JMarHOCTUKU MeXIy nopaxenueM kumeunuka npu OBUH u psagom 3a6oneBanuit XKKT
(uenmmaxwust, HAK, 6o01e3us Kpona). [54]

YpoBenb yOeautenbHocTH pexkoMenaanuii — C  (YpoBeHb J0CTOBEPHOCTH
J0KAa3aTeJIbCTB - 4).

Kommenrtapuu: OBUH uacmo npomexaem noo mackamu paziuunsix zabonresanuil KKT
(yenruaxuu, Hecneyuguyecko2o sA36eHH020 Koauma, 6onesnu Kpona), nposedenue
oughghepenyuanvroco OouazHoza  3ampyoHsem — CXoxicecmvb  NAMOUCHOTI02UYECKO20
kapmunot npu OBHUH c¢ Oanuvimu 3abonesanusmu. Mapxepom OBUH sensemcs

omcymemeue CD20+ nnazmamuueckux kiemok 6 cobcmeennotl. [12,54]

2.5 Unble AUATHOCTHYECCKHEC MCCJICI0BAHUSA

Bcem manuenram c¢ [IM]] ¢ nmpeuMyliecTBEHHOW HENOCTATOYHOCTBIO CHHTE3a aHTUTEN
JUTsL KOHTPOJISI TeUeHUs 3a00J1eBaHusl, KOPPEKIMU Tepanui, CBOEBPEMEHHOTO BbISBICHUS
U KOHTpPOJII OCIIOKHEHUH PEKOMEHIYeTCs IIPOBEICHHME KOHCYJIbTAallMM Bpaya-
aJuteproJjora-MMMyHoJora He pexe 1 pasa B rox. [3,6,49]

YpoBenb yOeaurteabHOCTH pexkoMenaanmuii — C (ypoBeHb /10CTOBEPHOCTH
JI0KA3aTeJILCTB - 5).

Bcem ponctBeHHukam mnanueHtoB ¢ [IMJ[ ¢ mpenMymiecTBEHHONM HENOCTATOYHOCTHEO
CHUHTE3a AaHTUTEN] C YCTAHOBJICHHOW MyTalllel peKOoMeHIyeTcss mpueMm (ocMoTp,

KOHCYJIBTaI_[I/ISI) Bpada-reHeTuKa Jis1 OIPCACIICHUA JIMI, HYXIArOIIHUXCs B MPOBCACHUU
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MOJIEKYJISIPHO-TEHETHUECKOTr0 00CIIeIOBaHMsl U1 CBOEBPEMEHHOM MOCTAHOBKH JAMAarHo3a
[T1]] wiin BeIsiBICHUS cTaTyca HocuTens. [3]

YpoBenb yOeaureabHocTH pexkomenHaanmuii — C  (ypoBeHb 10CTOBEPHOCTH
JI0KA3aTeJbCTB - 5).

e Bcem poacrBeHHukam nauueHToB ¢ IIM/[ ¢ mpeuMylnecTBEHHOM HENOCTaTOYHOCTBHIO
CHUHTE3a AaHTUTE] C YCTAHOBJICHHON MyTalMed peKkoMeHAyeTcs npueM (0cMoTp,
KOHCYJIbTAIlHsl) Bpada-reHeTUKa JUis TNIAHUPOBaHUs CeMbH. [3]

YpoBenb yOeaureabHocTH pexkoMmenHaanmuii — C  (ypoBeHb 10CTOBEPHOCTH
JI0KA3aTeJbCTB - 5).

e Bcem manuentam ¢ IIM/] ¢ npenMyinecTBEHHOM HEAOCTATOYHOCTBHIO CHUHTE3a aHTUTEI
JUI1 CBOEBPEMEHHOHN JMAarHOCTMKHM OCJOXHEHHUH M moadopa Tepanuu HpU BHIIBICHUU
COOTBETCTBYIOLIMX JKAJIO0 W/MIM KIMHUYECKUX MPOSBICHUHN, W/WIM HM3MEHEHUH Npu
o0ce10BaHUN PEKOMEHAYETCSI IPOBEACHUE KOHCYJIbTAlUI CMEKHBIX CHEI[MAINCTOB:

O Bpaya-raCTPO’HTEPOIIOTa;

O Bpayda-IyJbMOHOJIOra;

O Bpava-OTOPUHOJIAPUHIOJIOra,;

O Bpaya-CTOMATOJIOra;

O Bpayva-remMaToJIora;

O Bpava-OHKOJIOTa,

O Bpava-peBMaToJIOra,

o Bpaua-rusmarpa. [3,21]
VYpoBens yOemureqabHocTH pexoMenaaumii — C  (YypoBeHb [10CTOBEPHOCTH
I0KA3aTEJILCTB - 5)

3. JleueHue, BKJIOYAsA MeIUKAMEHTO3HYI0 U HEMEINKAMEHTO3HYI0 Tepamnuio,
AMETOTePANNIO, 00e300,1MBaHMNeE, MeJIUIMHCKHEe MOKA3AHUSA "

IMPOTHBOIIOKA3aHUA K IPUMECHCHUIO METOA0B JICICHUI.
OcnosHvlmu  Hanpagnenuamu 8 JjeyeHuu Oonvnvix I[IHMJ] ¢ npeumywecmseenHoll
He0oCMamoyHOCMbIoO CUHMe3a aHMumen A6IAI0MCA.
O 3amecmumenvHas mMepanus NPenapamamu UMMYHOLI00YIUHA YeN08eKd
HOPMAbHO20 ** Oist 6nympueenno2o (BBUIT™**) u nookoocnoco eeedeniuist
(TIKUT™**);
O mpoghunaxmuka u/unu mepanus UHGEKYUOHHLIX NPOAGIEHUL,

O mepanus nposieieHull UMMYHHOU oucpezyasyu. [35]
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3.1 3amecTuTeIbLHAS TEPANHS HMMVYHOIJIO00VJINHOM Y€JIOBEKA HOPMAJLHLIM* *

3amecmumenvras mepanusi UMMYHO2IOOVIUHOM 4el08eKA HOPMALbHBIM™**— 5mo ocHosa
mepanuu 0 maxkux @opm IIHI ¢ npeumywecmeenrol HeOOCMAMOYHOCMbIO CUHMe3d
anmumen, kak: OBHUH, acammaenobyrunemuu, eunep-lgM cunopom c npeumyuecmeeHHOU
He0oCmamoyHocmvlo cunmesa awmumen. Ilpu pazsumuu madxicenvix u/uiu peyuousupyrouux
uH@exyuil, 6ONPOC 0 HA3HAYEHUU OAHHOU Mepanuu Moxjcem OblmMb PACCMOMPEH U Npu Opyeux
Gopmax ITH]] ¢ npeumywecmeennoti nedocmamounocmoto anmumen. [3]
Inayebo-konmpoaupyemvie  UCCIE008AHUSL  NPENAPAMo8  UMMYHO2LI00VIUHA — YeN08eKd
HOpManvHo20**  ona  3amecmumenvHou mepanuu Yy nayuenmos ¢ 1] npuznansl
HEBO3MOMNCHBIMU NO  IMUHECKUM CO0Opadcenusim, u He npoeoodsmcs. [55] IHoomomy YVI[J[
(yposernv docmoseprnocmu dokasamenvems) u YPP (ypoeensv yoeoumenvnocmu peKxomenoayuir)
011 0aHH020 8uda mepanuu nuzkue. [56]

e PekomeHayeTcss TNPOBOAMTH PETYJSIPHOEC BBEJACHHE HWMMYHOIJIOOYJIWHA 4YellOBEKa
HOPMaJILHOTO** C 1IeJIbI0 3aMECTUTENFHON Teparuu Cpasy IMOciie TOCTAHOBKU JHarHO3a
HaIHeHTaM C:

O aramMmarioOyJIHHEMHCIH;

o OBHH;

o runep-IgM cHHIPOM € MPEUMYILIECTBEHHON HETOCTATOYHOCTBIO CHHTE3A

antuTen. [57-62]

VYpoBenb yoeautenpHocTH pekomeHaanuii — C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTEIbCTB - 4).
KomMeHnTapumn: [Ipenapamer umMMmyHo2n00y1una ueno8eka HOPMAibHO** He A6nA0mcs
OJICEHEPUKAMU, HO NpoYecc Npou3800CMed NPenapamos UMMYHOSI0OVIUHO8 —Yelo8eKa
HOPMAbHO20*™* cmpoeco peenamenmuposan ([Ipunosxcenue A3.5). [55,63-66]
OHu cpasHumvl no ceoell 3PHeKmusHOCmuY, O00OHAKO UMEIM paziudus, 00YCI08/IeHHble
npoyeccom npouzeo0Ccmea (pasHvle NONYIAYUU OOHOpPOS, pacnpedeieHue nookiaccos 19G,
yposerwv 1QA, cmabunuzamopul, yposensv pH, supycboezonacnocms u opyaue xapakmepucmuxis).
s 0ocmudicenus Haunyuuie2o pesyibmama iedeHus npenapam UMMYHO2I00YIUHA 4eloseKd

**

HOPMAbHO20™* cedyem noooupams, uUCxo0si U3 UHOUBUOYAIbHBIX 0COOEeHHOCmell NayueHmad.

[60,67-69]

Ilo cnocoby e68edenus npenapamvl UMMYHORNOOVIUHA YelO08eKA HOPMATbHO20™™
paszoensaiomcs Ha nooKoxcHwvle Gpopmul (IIKUT™**) u npenapamel 0151 6HYmMpuUBEeHHO20 86e0eHUs.
(BBUT™**). Pexomenoyemas BBUI** cocmasnsem 0,4-0,8 o/ke (epamm/kunocpamm) maccol
mena 1 paz ¢ 3-4 neoenu. [3,57,58,60,68,70,71] Pexomenoyemasn cymmapnas ooza IHIKUT™** na 1
mecsy cocmasnsem 0,4-0.8 e/ke maccet mena (8 cayuasx Hanuyus Kodpguyuenma nepesooa,

paccuumvisaemcss 6 coomeemcmeuu ¢ uncmpykyueil). Cymmapnas 0o03a pasdensemcs Ha
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HECKONbKO NOOKOMCHbIX UHBEeKYUll, KOmopbvle OO0NHCHO Oblmb BbINOJHEHbl C  PABHLIMU
npomexcymkamu 6  meueHue mecaya. Beedenue npenapamos  IIKUI™*  moowcem
0CYWeCmensamsbcsi Memooom rapid push u ¢ nomowwpio cneyuaibHo20 ycmpoucmea 0jisi 66e0eHUs
npenapama (nomnwt). [71]

Jlo3a ummyHoenobyiuHa uenoseka HOpMAibHo20** u KpamHocmov 86edeHuUsi O00JHCHb
nOOOUPAMbCsl UHOUBUOYATLHO OIS KAAHCO020 NAYUEHMA C Y4emoM CORYMCmeyouell namoiocuu
(ranuuus 6ponxosxkmaszos, ouapeu ¢ nomepeti berka u 0p.), MemadboIUyecKux ocobenHocmell,
Hanuyus/omcymemeus odocmpenus uH@ekyuonHo2o npoyecca u Op. ILlenesoe 3Hnauenue
npempancpysuonnozo QG ne nuoce 7 2\n. Hasnauenue npenapamos 6 6onee 6biCOKUX 003ax
(0,6-0,8 o/ke maccwt mena) pekomeHOO8aHO NPU UHUYUAYUU MEPAnuu, NOCLe Nepepbléos 8
3amecmumenvHol mepanuu 6oiee 3-x mecsayes (mepanus HACLIWEHUS), d MAKIHCE B0 6PEMs.
KAUHUYECKU-3HAYUMBIX UHDEKYUOHHBIX INU30008 U/UNU OCLONCHEHUL, NPUBOOSUX K Nomepe
benxka (sumeponamus, neppomuueckuii cunopom). Ilpu naruuuu conymemeyiowen namoio2uu
(npu  umMMYHHBIX — YUMONEHUSIX)  B8O3MOJICHO — NPOBeOeHUe  BbICOKOOO3HOU mepanuu
UMMYHO2NOOYTUHOM — YelloBeKd  HOPMANbHLIM™*®, 6  coomeemcmeue ¢  KIUHUYECKUMU
pekomeHOayusMu 05l OAHHOU Ho30102uyeckou (opmbl. [11,72]

PekoMeHnyercsi Ha3HaUaTh BBEJACHHE MMMYHOTJIOOYJIHMHA YEIOBEKa HOPMAIBHOTO** C IIENBIO
3aMECTUTENBHON Tepanuu MpU HAIAYUM TOKENBIX PEIUAUBUPYIOMINUX HH(PEKIIHOHHBIX
MPOLIECCOB (HEKOHTPOJIUPYEMBIX C TOMOINBIO PallMOHAIBHON AHTHUOMOTUKOTEPANNUU) W/WIH
ayTOMMMYHHBIX ITPOSIBIICHUH TAIIMEHTaM C:
o [JedpumuroMm  cnenmpUUESCKHX ~ AHTUTEN  TPH  HOPMAJIbHOM  YPOBHE
UMMYHOTTIOOYJIMHOB M HOPMaJIbHOM KonimdecTBe B-mumdonutoB B go3e 0, 4r/kr
Maccel Tea 1 pa3 B 4 Hemenu (B3pociibie u AeTH); [73—75]
o TpauzuTopHo#l MianeHuecKol runorammarioOynuHemued B 1o3e 0,4r/Kr Macchbl
TeNa eKeMeCsuHo (1eTH), KaK mpaBuio 2-3 mecsa; [76,77]
o Jlebunurom noaknaccoB IgG (C/wmm 6e3 neduiura IgA) B no3e 0,41/Kr Macchl
tena 1 pa3 B 4 Henenu (B3pocibie U neTh). [78-82]
YpoBeHb yoenuteJbHOCTH pekoMeHaauuil — C (ypoBeHb J0CTOBEPHOCTH A0KA3aTeJbCTB -
4).
KommenTapuu: npooondicumenvHocms 3amecmumensHoll mepanuy onpeoeniemcs ucxoos u3
kaunuyeckou cumyayuu. [73-80,82]
e Bcem nanmenram ¢ I[IMJ] ¢ npenmyliecTBEHHOW HEIOCTATOYHOCTBIO CHUHTE3a aHTHUTED,
MOJTYYAIONUM 3aMECTUTENFHYIO TEepanuio WMMYHOTJIOOYIMHOM YelOBEeKa HOPMaTbHBIM™*™*,

PEKOMEHIyeTCsl MOoAOMpaTh 03y Mpernapara TakuM 00pa3oM, 4ToObl mpeTpaHcdy3nOHHBIN
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ypoBerb 1gG cocraBmsi > 7 /1 Uil AOCTHMIKEHUS KOHTPOJS HaJd WHQPEKIMOHHBIMHU
3aboneBanusMu. [83]
YpoBens yoenuteabHocTH pekoMenaanmnii — C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeIbCTB -
4).
Jlj1g Bcex MalueHToB, NOIyYalouIiX 3aMECTUTENBHYIO TEPANINI0 UMMYHOTTI00YJIMHOM Y€l0BeKa
HOpMaJbHBIM™*,  peKkOMeHIyeTcs BbIOMpaTh Hpernapar ¢ y4eTOM HHJIWBHUIYaJbHOU
MEPEHOCUMOCTH JUIi CHIKCHHS pHUCKAa pPAa3BUTHA HEXKENATeNbHBIX SBICHUH Ha (oHe
3aMEeCTHTEIbHON Tepanuu. [84]
YpoBeHb yO6eAUTE/JIBHOCTH pekoMeHAauuM - C (ypoBeHb [JOCTOBEPHOCTH
AOKa3aTeJIbCTB - 5).
KommenTapum: puck passumus HedceramenvHbiX d¢h@exmos gozpacmaem npu UHUYUAYUU
mepanuy, a makdyce Npu CMeHe Npenapamos UMMYHO2L00YIUHA 4eN08eKa HOPMAlbHO20** @
npoyecce neyerus. Menvuiuii puck no6o4HbIX 2¢hhekmos umerom u300CMosAPHble NPenapamol,
a makdce 20mMoGvle K 66e0CHUI0 pACMEOpPbl NO CpasHeHuro ¢ auoguiuzamamu. Ilpu
UCNONb306AHUU HECKONIbKUX (DIAKOHO8 TUODUIUBUPOBAHHO20 Npenapamd, puck HnOOOYHLIX
agpgpexmos 6o3pacmaem. Taxoce credyem yuumvigams, Umo y NAYUEHMO8 Modcem Obimb
HenepeHoCcuMoCcms HeKOMopbiX KOMNOHEHmOos npenapamos. [84]

e Jlanmenram c¢ IIMJ] ¢ mnpeumylIeCTBEHHOM HENOCTATOYHOCTBKO CUHTE3a AHTHUTEI,
HYX/IAIOUIMMCS B MPOBEJACHUU 3aMECTUTENLHON Tepalnuu IpernaparaMd MMMYHOIJIO0YJIMHA
YyeJIoBEeKa HOPMAJIbHOTO**, JuIs TOCTHXKEHUS 3PPEKTUBHOTO KOHTPOJIS Ha/l HHPEKIMOHHBIMU
3a00JIeBaHUSIMU HE PEKOMEHIYETCsI MCIIONIb30BaTh Mpenaparsl, coaepkamue Mmenee 95% 1gG
B CBOEM COCTaBe (WM/WIM HE JEKIapUpyrolue 3Toro B cBoel mHcTpykuuu) (IIpunoxenue
A3.5).[70,90,91]

YpoBeHb yoeauTeJbHOCTH pekoMeHAaluii — A(YpPOBeHb 1O0CTOBEPHOCTH [10KA3aTeJIbCTB
- 2).

e Jlammentam c¢ IIMJ] ¢ ©DpeuMyIIEeCTBEHHON HEIOCTATOYHOCTBIO CHHTE3a AHTHUTEI,
HY)KJAIOIIMMCSI B MPOBEACHUM 3aMECTUTEIBHONW Tepanuu IpernapaTaMd UMMYHOTJIO0yJIuHA
YeJ0BeKa HOPMAJIbHOTO™* peKOoMEeHAyeTCs MCIOJIb30BaHUE MpEnapaToB C pacHpeaeIeHUeM
noakiaccoB 1gG, OnM3kuM K (U3MOJIOTHMUECKOMY, KOTOPOE JIOJDKHO JEKJIapHpOBAaTHCS B
UMHCTPYKIMHU K Mpernapary, Uil JOCTHUKEHHsS KOHTPOJIS HajJ WHQEKIHOHHBIM IPOLIECCOM
(TTpunosxenne A3.5). [63,68]

YpoBenb yoenureabHocTH pekoMenaanuii — C (YypoBeHb J0CTOBEPHOCTH 10KA3aTeJIbCTB
- 5).
e [lanmentam c¢ IIMJ] ¢ DOpeuMyIIECTBEHHOM HENOCTATOYHOCTBIO CHHTE3a AHTUTEIL,

HYX/IAIOUIMMCS B TPOBEICHHM 3aMECTUTEIBHOM Tepanuy HWMMYHOTJIIOOYJIMHOM 4eJOBEKa
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HOPMaJbHBIM**, HE pEKOMEHAYEeTCS HCMOJIb30BaTh Mpenaparbl, HE MPOXOIANINe TpHU

IIPOM3BOJICTBE ATalbl NIMMUHALMU NapBoBupyca B19 m KoHTponb ero Haiuyus B IUiazMe

JIOHOPOB U KOHEYHOM IPOAYKTE (WIM HE JEKIApUPYIOIIHME 3TOr0 B CBOEH HHCTPYKLIHHN)

(TTpumosxenue A3.5). [87]

YpoBenb yoenurebHOCTH pekoMeHaanuil — C (ypoBeHb J10CTOBEPHOCTH [10KA3aTEIbLCTB

- 5).

KommenrTapun: napsosupyc Bl9  cnocoben  evizvieamv — msdicenvie  HAPYUICHUS

KPOBEMBOPEHUS, UMO MONCEn CMamsb CMePmeNbHO ONACHLIM OCNIONCHEHUeM V NayueHmos ¢

IT1]]. [88-90] Tax kax ummyno2noOyaun 4eno8eKka HOPMAIbHBIUY™ sensemcs npenapamom

KPO8BU, C €20 66e0eHUeM CONPSIHCEH PUCK Nepedad MPaAHCMUCCUBHBIX UHGDEKYULL, MOTbKO

MHO20CMYNeHyamvllti Npoyecc IAUMUHAYUU BUPYCO8 NO3BOAAem C8eCmU K MUHUMYMY

B03MOCHOCIb NOOOOHBIX ocaoMdcHeHull. [85]

e J[Jammentam c I[IMJI ¢ nperMMynIECTBEHHOM HENOCTaTOYHOCTBIO CHHTE3a AaHTHUTED,
HY>KJAIOMIMMCS B IPOBEJACHUN 3aMECTUTENLHOM Tepanuu UMMYHOTJIOOYJTUHOM YeJIOBEeKa
HOPMAIbHBIM**, HE pPEKOMEHIYeTCS HCIOJb30BaTh MpemnapaTbl, HE YKa3bIBAIOILIUE
comepkanue IQA, s CHUKCHHSI  pUCKA PAa3BUTHS TSHKEIBIX aHAPMIAKTHUYCCKUX
peakuuii ([Tpunoxenne A3.5). [85,91]

YpoBensb yoenureabHocTH pekoMenaanuii — C (YypoBeHb J0CTOBEPHOCTH 10KA3aTeIbCTB

- 5).

[Tanuentam ¢ ITN]] ¢ npeuMyIiecTBEHHON HEIOCTATOYHOCTBIO CUHTE3a aHTUTEN, C BBICOKUM

PUCKOM Da3BUTHUS TOYEYHOM HEAOCTATOYHOCTU (Bo3pacT crapuie 65 5er, mnodyeuHas

HEJ0CTAaTOYHOCTh B aHAMHE3, CETCHC, MPUEM HE(PPOTOKCHUYHBIX NpenapaToB, 00€3BOKMUBAHUE

OpraHu3Ma, IMapanpoTeUHEeMHUs) W/WIM 3a00JeBaHUSIMH CEPACYHO-COCYIUCTON CHCTEMBI

W/WIA C TIOBBIIIEHHBIM PHUCKOM TPOMOOIMOONIMUYECKUX 3a00JIeBaHUN, HYXAAOIIUMCA B

NPOBEJCHUN 3aMECTUTENbHOM Tepanmuu IpernapaTaMd HMMYHOITIOOYyJIMHAa 4eJoBeKa

HOpMaJIbHOrO™*, pexomeHyercs ucnonb3oBarh 10% pactBopst BBUI™* (115 ymenbuieHus

00béma BBOmMMON xkuakocTu) wuaum [IKUI™** ¢ menbo CHWKEHUS pa3BUTHS pPUCKA

HEXKEJIaTeNIbHBIX sBJIeHui. [92]

YpoBenb yoenureabHocTH pekoMenaanuii — C (YypoBeHb J0CTOBEPHOCTH [10KA3aTeJIbCTB

- 5).

KomMeHTapuu: y TalMeHTOB ¢  MPEACYIIECTBYIOUIMMH  3a00JIEBaHUSMU  MOYEK

npeonoumumenbHo ucnoabsosanue BBUI™* co cmaburuzamopom manemo3sou. [93]

[Tanmentam ¢ IIMJ[ ¢ mnpenMyniecCTBEHHOM HEIOCTATOYHOCTBIO CHHTE3a aAHTHUTEN,

HY)KJAIOMIMMCST B TIPOBEACHUH 3aMECTHTEIBHOW TEpanuu IMpernapaTaMyd UMMYHOTJIOOYIUHA

YyeloBeKa HOPMAJIbHOrO**, ¢ 3aTpyAHEHHBIM BEHO3HBIM JOCTYIOM (OCOOEHHO JETSIM)
30



pexkoMeHayercs ucnoib3oBath [IKUT** ¢ menpro obecredeHus TEXHUYECKOW BO3MOXKHOCTH
PEryJIsIPHOTO MPOBEJICHUS TEpPAllMd U CHIKEHUSI HETATUBHBIX MOCIEACTBUN ISl MAI[UEHTA.
[71,94]

YpoBenb yoenurebHOCTH pekoMeHaanuil — C (ypoBeHb 10CTOBEPHOCTH [I0KA3aTeIbLCTB
- 5).

e [lammmentam c¢ IIMJ[ ¢ npeMMylIeCTBEHHOW HEIOCTAaTOYHOCTHIO CHHTE3a AHTHUTEN,
HY)KJAIONIMMCST B TIPOBEACHUH 3aMECTUTEIBHON Tepaluu IpernapaTaMd UMMYHOTJIOOYIHHA
YeJIoBeKa HOPMAJIbHOTO™™, ¢ pa3BUTUEM CHCTEMHBIX PEaKIUi MpU BHYTPUBEHHOM BBEJICHUU
B aHaMHE3¢ peKOMeHj0BaHa cMeHa mnpenapatra BBUI™* unu  wucnons3oBanue [TKUD ** ¢
ICJIBIO CHU)KEHHSI PUCKA TSDKENTBIX CHCTEMHBIX peakiuid. [95]

YpoBenb yoenuteabHocTH pekoMenaanuii — C (YypoBeHb J0CTOBEPHOCTH [10KA3aTeIbLCTB
- 5).

e Jlanmenram c¢ IIMJ] ¢ npeuMylIeCTBEHHOM HEIOCTATOYHOCTBIO CHUHTE3a AaHTUTED,
HY>KJAIOMIMMCS. B MPOBEACHUM 3aMECTUTENbHON Tepaluu IpernapaTaMd UMMYHOTJIOOyIuHA
YelloBeKa HOpMalbHOTO**, ¢ mmIoxod mnepeHocuMmocThio BBUI™** B anamuese mpu
HEBO3MO>KHOCTH CMEHBI Mpernapara UMMYHOIJIO0yJIHMHA YeJIOBEKa HOPMAIbHOIO™*C IeNblo

YIIy4IlIEHUs IEPEHOCUMOCTH HHPY3UH PEKOMEHI0BAaHO COOIIOICHHUE CIEAYIOUINX IIPaBUIL:

o cHkeHHe ckopoctd uHy3uu (s BBUI™* 5 u 10 %): Haunnats co ckopoctu 0.01
mir/kr/muH (0.5 — 1MI/kr/MuH), nocTeneHHo noBelmas (kaxasie 15 - 30 mun) go 0.02
mir/kr/muH, 0.04 mi/kr/mMuH, 0.06 mo/kr/mus u 10 0.08Mi/kr/MuH (4 — 8MI/Kr/MHH),

O TpeMenuKalus C MCIOJIb30BaHUEM HECTEPOUAHBIX INPOTUBOBOCHAIUTENbHBIX U
IPOTHUBOPEBMAaTHUECKUX TpPEnapaToB, AaHTUTUCTAMUHHBIX CpPEICTB CHCTEMHOIO
NEeNCTBUS, TITIOKOKOPTUKOCTEPON10B cucteMHoro aeiictaus (c'KC)

O mperuaparanus #HaTpus xJopuaoM** 3a 30 MuHyT 10 BBeneHus npenapara (500 mi
B3pocibiM 1 10-20 Mi/Kr Maccel Tena aetsim). [71]

YpoBenb yoeaureabHocTH pekoMenaanuii — C (YypoBeHb 10CTOBEPHOCTH A0KA3aTEJNbCTB -
5).

e [lammentam c¢ IIMJ{ ¢ DpeuMylIeCTBEHHOM HENOCTATOYHOCTBIO CHUHTE3a AHTUTEN, C
COIMYTCTBYIOIIMMHU 3a00JIEBaHUSMU, COMPOBOXKAAIOIIMMHUCS MOTepelt Oenka (HedpoTudecKuit
CHHJPOM, DJHTEpOMNaThei), HYKIAOIUMCS B MPOBEACHUH 3aMECTHTEIBHON Tepamnuu
npenaparaMi MMMYHOTJIO0YJIMHA YelloBEKa HOPMAaJbHOTO™* peKoMeHAyeTCs HCMOJIb30BaTh

[MKUT** ¢ uenpto 6osee 3¢ heKTUBHOTO ToIepkaHus neineBoro yposus 1gG.[73,97,98]
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YpoBenb yoenurebHOCTH pekoMeHaanuii — C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJIbLCTB
- 5).

e [lanuenrtam c [IN]] xaTeropuyecku He PEKOMEHIYETCS HCIIOJIb30BAHHE MMMYHOITIOOYIIMHA
YyelioBeKa  HOpMalbHOro**  mnsg  BHyTpumbimieyHoro  (MI'BM**)  BBenmenust  1uist
3aMeCTHUTENbHOM Tepamnun.[98,99]

YpoBenb yoenurebHOCTH pekoMeHaanuii — C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB
- 4).
Kommenrapumn: HUIBM** nuesgpghexmuenvl  u3-3a  6b1COKO20  VYPOBHA — UHAKMUBAYUU

npenapama é mecme 68e0eHuUs U HU3KoU cucmemnol ouooocmynnocmu. [68,98,99]

3.2 llpoduaakTuka u/miamn Tepanus nHGeKNHOHHBIX NPOSBJIEHUI

Hayuenmam c ITH]] ¢ npeumyujecmeeHHou HeOOCMAMOYHOCMbIO CUHME3A AHMuUmel
aHmMubUOMuKomepanus Moxcem Oblmv HA3HAYEeHA 8 8ude 3 PedcUMO8.
o  Kypcom ona nevenus obocmperus;
o Uumepmummupyrowas npoguiakmuieckas awmubuomuxomepanusi (KOpOmMKUMU
UU OIUMENIbHBIMU KYPCAMU);
o [lepcucmupyowas npoguiaxmuyeckas aHMuOUOMUKOMepanus (NONCU3HEHHbIL
npuem aHmubaxKmepuaibHuvlX NPenapamos).

YV nayuemmoe c¢ 6Gonee msacenvimu Gpopmamu I[IHJ] ¢ npeumywecmeeHHOU
HedocmamoyHocmolo  cunmesza aumumen (OBUH, acammaznobynunemus, 6vlpasxicenHoe
cnuoicenue coigopomounvix 190G u 1QA npu Hopmanvnom/nosviwennom ypoene 1gM  u
HOpMAalbHOM Koludyecmee B-knemok, (cunep-M)) anmubaxkmepuanvHas mepanus HA3HAYAEMCS 8
O0OnoHeHue K 3aMecmumensHol mepanuu npu HAIUYUY XPOHUUECKUX 04az208 uHgexkyuu (8
cyyae HeKOHMPOIUPYeMO20 UHPEKYUOHHO20 npoyecca ciiedyem peulanms 60npoc 00 yeeauueHuu
003bl U/UNU YACMOMbL 66€0C€HUSL NPEenapama UMMYHO2I00YIUHA Yel08eKa HOPMAlbHo2o). [na
nayuenmos c bOonee aeekumu gopmamu ITHI ¢ npeumywecmeenHou HeOOCMAaAmMoyHOCMbIO
cunmesa anmumen (MPAH3UMOPHAs 2unocammaziooyiunemus, cenexmusHuiti 1A deguyum,
Ooepuyum nooknaccos 119G, odeduyum cneyughuueckux amwmumen npu HOPMAILHOM YPOBHE
UMMYHO2NIOOYIUHO8 U HOPMANLHOM Koauyecmse B-numgoyumos) anmubakmepuanvras mepanus
A6NAemcs  mepanueli Nepeol JIUHUU U MOAbKO 6 Cayyde UHDEeKYUOHHO20 npoyeccad,
HEKOHMPONUPYemMo2o anmubaKkmepuanioHol mepanuet (6 mom yucie 8 nepcucmupyrouem
pedicume) modicem Oblmb PACCMOMPEH 60NPOC 0 HAZHAYeHUuU 3amecmumenvro mepanuu. [3]

e [lammmentam c¢ I[IMJ[ ¢ mnpeuMylIeCTBEHHOW HEAOCTAaTOYHOCTHIO CHHTE3a aAHTUTEN

PEeKOMEHJIyeTCsl ~ paHHee  Ha3HayeHHWe UM NpOoBeAeHHE  KOMOWHUPOBAHHBIX U
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NPOJIOHTUPOBAHHBIX ~ KypCOB  aHTUMHKPOOHOW  Tepamuy, MNPOTHBOBUPYCHOH |
IPOTHBOTPUOKOBOM TepamuH C LEIbI0 JOCTIKEHUS dS()(EKTUBHOTO KOHTPOJIS Hax
undexusmu (Tadmuna 2). [3,100]

YpoBenbr yOenurTesbHOCTH pekoMeHaauuid — C  (ypoBeHb J10CTOBEPHOCTH
JI0KA3aTeJbCTB - 5).

KomMeHTapuu: nposedenue Kypca aHmuOAKmMepuaibHOU mepanuu co CMAaHOAPmMHOU

APOOOINCUMENLHOCIBIO MOJCEm OblMb HeOOCMAMOYHO 0N INUMUHAYUU B030YOUMEN.
[3,100]

[Tarmentam ¢ I[IMJ] ¢ npenMylIeCTBEHHOM HEIOCTAaTOYHOCTHIO CHHTE3a aHTUTEN IIpU
HEJOCTAaTOYHOM KOHTpoJie HMH(EKIHOHHOTO Tpollecca pPEKOMEHIyeTCs Ha3HAuyeHHe
pOQUIAKTHICCKOW AaHTHOAKTEPHAILHOW TEepanuu MPOJODKUTEIBPHBIMA WU KOPOTKUMHU
Kypcam# Juist KOHTpoJist uHpeknnonHoro mnporecca (Tabmura 2).[3,100]

YpoBenb yOeauteJbHOCTH pexkoMengaumid — C  (ypoBeHb /10CTOBEPHOCTH
J0KAa3aTeJIbCTB - D).

Kommenrtapuu: npu smux ¢opmax I[IH]] uawe 6ceco oocmamouno npogedeHus
uHmepmMummupyiowet npopuIaKmuieckol aHmubuomukomepanuu (npenapam, 003uposeKa

U NPOOONAHCUMENTbHOCMb Mepanuu onpeoensiomcs neyawum epaidom). B cayuae, ecau

obocmpenuss  UHEKYUOHHBIX — 3a00/1e8AHUL  NPOUCX00SM 8  ONPEeOeleHHblll  CEe30H,
HA3HAYAIOMCsl CE30HHble KYPCbl AHMUOUOMUKOMEPANUU.

Ta6auna 2. [Ipodpunakruyeckas anruouoTuxkorepanus.[3,100]

AHTHOAKTEepUANbHBINA IpenapaT Hertn Bspocieie

CHUCTEMHOT'O J€HUCTBUA

# AmoxcunmuH+| KnaBynanoBas
Kucnora]**

10-20 mr/kr maccsl Teiia
1 nnm 2 pa3za / neHp

500-1000 mr 1 vm 2
pa3a B JIcHb

# Ko-Tpumoxkcason

5 MI/KT Maccsl Teja B

SMI/KT B IGHb UM 3 pasa

[Cynbdhamerokcazon+Tpumeronpum]** | neHs i 2 pasa B JeHb | B HEENIO (110
eKEeTHEBHO WK 3 qag B | KIMHHICCKUM
HeeIo MMOKa3aHUSIM

#A3uTpOMUITUH** 10 mr/kr maccet Teta 1 | 500 mr 1 pa3 B Hepemnto
pa3 B HEAEIIO WK 5 win 250 Mr yepes aeHb 3
MI/KT MaccChl TeJia uepe3 | pa3a B HelIero
IeHb 3 THSI B HEAESIIO

#KnaputpoMuuua** 7,5 mr/kr maccsl Tena B | 500 Mr B ieHb WM 2 pasa
JICHb WJIK 2 pa3a B JICHb | B JICHb

#J1OKCUITUKIIMH** Hetsim crapiue 8§ ser 100 mr 1 unm 2 paza B

25-50 mr 1 unm 2 paza B
JICHb

JICHb
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WNuransunonsasie popMbl aHTHOAKTEPUATBHBIX MPENapaToB CHCTEMHOTO IEHCTBUS

#ToOpamuua™* Hetsim crapiie 6 siet u B3pocasiM: 300 mr 2 pasa B

JIeHb, Kypc 28 nHei, 28 nHel nepepsiB U T.1.

B ciyyae HeahpekTUBHOCTH MM TJIIOXOU EPEHOCUMOCTH JIAHHBIX PEKUMOB, MOXKET

ObITH BBIOpaH J1000i Ipyroi aHTHOAaKTepHAalIbHBIN MpenapaT CUCTEMHOIO ACHCTBHS.

3.3 Tepanusi NposiBJIeHHIA MMMVYHHOI AMCPErYJIsSIHA

Memoowvi neuenuss UMMYHHOU OUCDe2YIAYUU UMEIOM O2PAHUYEHHYIO O00KA3amenvHyr 0a3y (8
coomeemcmauu co wxaramu oyeuxu Y[ u YPP) no npuuune omcymcmeus noceaujeHHbIX Um
KAUHUYecKux ucciedosanuil. Hessupas na smo, oHu s615810MCs HeOOXOOUMbIMU  DTIeMEeHmamu
0J1s1 MAKMuKu JleyeHus, max Kax oonee sghghexmuenvie u 0OKA3AHHbIE MEMOObl He PaA3padomaHvl
6 nacmoswee epems. Ilpu svlOope maxkmuku 6edeHus: U mepanuu ciedyem Y4umvléamns, 4mo y
nayuenma mocym Ovimv HeCmaHOapmHvle NPosieHuss 00J1e3HU, d MaKice coyemaHnue 601e3HU C
opyeumu namonocusimu, 4mo Modxicem OUKmo8amv HeoOXOOUMOCMb UBMEHEHULl 8 alleopumme
86100pA ONMUMATLHOU MAKMUKU JIeYeHUs.

4. MeauuuHcKasi peadMIMTAIMS M CAHATOPHO-KYPOPTHOE Je4yeHue,
MeJIMIUHCKHE TOKA3aHUA W NPOTHBONOKA3AHUS K NPHUMEHECHUI0 METOI0B
peadWiIMTAIMM, B TOM YHCJI€ OCHOBAHHBIX HA HCIOJH30BAHNHM NPHUPOIHBIX

Je4yeOHbIX GaKTOpPOB

CaHaTOpHO-KypOpPTHOE JIeYeHHEe M0 TPOMUII0 OCIOXKHEHHH OCHOBHOTO 3a00JIeBaHUS.
[lcuxonorudeckast peabUIUTALIAS U COIMAIbHAS afanTaIus

5. lIpoduiiakTuka U JUCHAHCEPHOE HADJII/IeHHEe, MEULIMHCKIE IOKA3aHUS U

NMPOTHBOIIOKA3aHUA K NIPUMCHCHHIO METO/10B HpO(l)l/lJIaKTI/IKH

Memooom nepunamanvHo20 U paHHE20 NOCMHAMANLHO20 CKPUHUHSA HACIE0CMBEHHbIX
A2ammaznooyIuHeMuti, — MpaH3UmMOPHOU — 2UNO2AMMAIO0YIUHeMUY — 0emcKo20  8o3pacmad,
Hekomopuix ghopm eunep-IgM cunopomos u OBUH ¢ pannum debromom sgnsemcs onpeoesnenue
TREC (T-cell receptor excision circles) u KREC (kappa-deleting recombination excision circle)
6 Maszkax-omneuamrax. [annvlil Memoo nO360a5em OCYWeCmenims CKPUHUHS NAYUEeHMO8 Ol
VeryOneHHo20 uMmyHono2uyecko2o obciredosanus. [101-103]

e Bcem nmanmentam ¢ [IM/] ¢ nmpeuMyiiecTBEeHHOM HEAOCTaTOYHOCTBIO CHUHTE3a AHTHUTEN
pEKOMEHIyeTCs TIPOBEIEHHE eXErOJHONM BaKIMHAIMK TPOTHB BUpyca TPHIIIA
(MHAKTHBUPOBAaHHOW BaKLIMHOHM), WMMYHH3allMsi BaKIMHOW Ui  TPO(QUIAKTUKA
ITHEBMOKOKKOBOM MH(peKIuN 1 nHpeKuii, Bei3biBaeMbix Haemophilus influenzae tun b
1151 TPOGUIIAKTHKH 3apaXeHus STUMHU Bo30yautensmu. [104-107]

YpoBenb yo0eauteqbHocTH pekomeHmanmii — C (ypoBeHb J0CTOBEPHOCTH

0KA3aTEJbCTB -5).
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KommenTapuu: npeonoumumenvHo ucnonv3o8anue KOHbIO2UPOBAHHBIX U AOBIOBAHMHBIX
sakyun. [104-107]

[Tanmenram ¢ OBHWH, arammarnoOynuHemuert, rtunep-IgM  cuHapomom  He
PEKOMEHIYEeTCSI MCIOJIb30BAHNE JKMBBIX BAKIMH JJIS MPEAOTBPAIICHUS PUCKA PA3BUTH
BaKI[MH-aCCOIIMUPOBAHHOTO HH(EKIIMOHHOTO MPOIIecca MK BUPYCOHOCUTEIbCTBA. [104—
108]

YpoBenb yOenurTeabHocTH pekomenaamuii — C  (ypoBeHb [10CTOBEPHOCTH
0KA3aTEJbCTB -5).

KomMmeHnTapuu: npogedenue ummyHusayuu 6aKYUHOU NPOMUE BemMPAHOU OCHbL,
BAKYUHOU O/ NPOPUIAKMUKU NApOmMumad, npomueoKopesol GaKYUHOU, BAKYUHOLL
npoOmMu8 KpacHyxu 603MOJICHO, eciu ypoeenb CD4+ > 500x/mm’ y 83pocavix, > 1000
ki/mm’ y Oemeti om 1 0o 6 nem, > 1500 xn/mm’ y demeii do 1 200a.] 104,108]

Bcem mammentaMm ¢ AepUIIUTOM H30THIIA UMMYHOTJIOOYJIUHOB WM ACPHUIIMTOM JISTKUX
Hernei Mpu HOPMAIBHOM KOJUYECTBE B-TUM(OLMTOB pEKOMEHAYETCS IPOBEICHHE
BaKIIMHAIIUM B COOTBECTBMM ¢ HanuoHanbHBIM  KaleHAapeM TMPUBUBOK IS
npodUIakTHKA HHPEKIMOHHBIX 3a0oneBanuii. [104,105,108]

YpoBenb yOenuTeabHocTH pekomenaamuii — C  (ypoBeHb [10CTOBEPHOCTH
JI0KA3aTeJIbCTB -5).

Pexomennyercst BakuuHanusa OKpyxkeHus mnanueHTtoB ¢ [IM]/] ¢ nmpenmyiiecTBEeHHOU
HE/IOCTaTOYHOCTHIO CHHTE3a aHTHUTEN C IeNbI0 CHIDKEHHS pUCKa 3apaKeHUs BaKIMHO-
ynpasiasieMbiMu HHbekusmu. [104,108]

YpoBenb yGenureabHocTH pexomenganuii — C (ypoBeHb I0CTOBEPHOCTH
JI0KA3aTeJIbCTB -5).

KomMmenTapum: ¢ nian eakyunayuu KOHMAKMHLIX JUY OOJHCHO 8XOOUMb: NPOGeOeHUe
BAKYUHAYUU NO KANEeHOApro (eciu He OblLI0 Npo8edeHO paHee), NposedeHUe eHce20OHOU
BaKYUHAYUU NPOMUE 8UPYCA cPUNNA (UHAKMUBUPOBAHHOU 6AKYUHOU), UMMYHU3AYUSL OIS
NPOPUIAKMUKYU NHEBMOKOKKOBOU uHexyuu u ungexyut, evizvieaemvlx Haemophilus
influenzae  mun b. Jna eaxkyunayuu okpyxcenus nayuenmoe c¢ IIH]] ¢
ApeuMyujecmeeHHou HedOCMAamoyHOCMblo CUHMe3a aHMumen NPoOmue UPYCcos 2pUunnd u
HONUOMUETUMA NPEeNnapamamit 6b100pa AGIAIOMCI 6AKYUHHbIE NPENapamsl, cooepicaujue
BUPYC NONUOMUETUMA MPEXEANeHMHbIU UHAKMUBUPOBAHHIL YENbHbIl U 8UPYC 2pUnna

unaxmusuposanuwiil yenvhoiil. [104]

6. Opranu3anusi OKa3aHusi MeJUIMHCKONH MOMOIIH

Ilocne mocTaHOBKHU JuarHo3sa:
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e [lamment c¢ ycranoBiaeHHbIM auarHo3om IIM/[ ¢ HEZOCTAaTOYHOCTBIO CHHTE3A
AQHTUTEN JIOJDKEH HAaXOJUTCS IO TUCITAHCEPHBIM HaOJI0ICHHEM Bpadya M0 MECTY
JKUTEIBCTBA M SIBIATHCS JUIsl KOHTpoJsia Tepanuu. KpartHocts HaOm0IeHUS
OTIPEICIISICTCS UCXOSI U3 CTEIICHU TSKECTH TeUCHUs 3a00JIeBaHUS.

e [lamueHTsl, MOMyYaroUMe 3aMECTUTENIbHYIO TE€panuio, JOJKHbI He MeHee 1 pa3
roj; IpOXoAUTb 00C/IeJOBaHUE [IJIsI KOHTPOJISI pa3BUTUS OCJA0KHEHHUH.

e [lammenter ¢ IIMJ[ ¢ HEOOCTATOYHOCTBHIO CHHTE3a AHTUTEI JOJDKHBI OBITH
oOecrieyeHbl mnpenaparaMu 0a3WCHOW Tepanmuu (MMMYHOTJIOOYIMHOM YeJIOBEeKa
HOPMATBHOTO** B HEOOXOIMMOM J103€ U IIpermapaTaMu JJisi KOHTPOJIS CUMIITTOMOB
UMMYHHOU JUCPETYJISIHHN).

6.1 [Hoka3anus NI IVIAHOBOH rOCHUTAJIM3ALMH

® [IEPBUYHOE YCTAHOBJIEHUE JAMArHO3a MPU HAIMYUHU CUMIITOMOB, XapakTepHbIx st [T1]];

® TrOCNUTAJIM3alUsl B CHEIUAIW3UPOBAHHBIE LEHTPbI INPU HEOOXOIUMOCTH KOPPEKLIUU
Tepanuu;

e Jf00ble  OCIOXXHEHHUS, TpeOyIOIMe CTAalMOHAPHOTO JIEYeHHs (AyTOMMMYHHBIE,
MaJTUTHU3AIUS, SHTEPOTIATHS U 1Ip.).

6.2. lloka3zanus NJIs1 IKCTPEHHOM rOCINTAIN3ALNT

CocrosiHus, yrposKaroIIfe KU3HU U TPEOYIOHe IKCTPEHHOTO OKa3aHUs MEAUITTHCKON
MTOMOIIIH.

6.3 [loxa3zanus NS BLINUCKU MANMEHTA U3 CTAITHOHAPA

e (Crabmim3amnust COCTOSHUS,
e JIMUTENBHOCTh CTAI[MOHAPHOTO JICUYCHUS OMNPEIEISICTCS XapaKTepoM U THKECTHIO

KJIMHUYECKUX MPOSBICHUHN HH(PEKIMOHHBIX U HEMH(PEKIIMOHHBIX ocnoxHeHuit [T /1.

7. JlonosHuteabHasi uHGopmanusi (B TOM 4muciae (GakTopbl, BIAMSIONINE HA

HCXO0/1 3200/1eBAaHUS WJIH COCTOSTHMS)

Huaznos IIH]] ¢ npeumyujecmeennol HeOOCMAmMoOYHOCMbIO CUHME3A AHMUMEN He SBAemcs
npomusonokazanuem k bepemennocmu u pooam. HeobxoOumvl payuonanvHvle no020moeka u
KOHMpPONb — OepeMeHHOCmY, O0COOeHHO 6 Ciayuae Hauudus Yy NAyueHmku  madicenozo
HEKOHMPOAUPYEMO20 UHPEKYUOHHO20 Npoyecca Ul CepPbe3HbIX OCL0dCHeHUul. Bvibop memooa
pooopaspeutenus - N0 aKyulepCKum noKa3aHusIM.

bepemennsM xeHmmHam ¢ [IM/] ¢ npenMymiecTBEHHONM HENOCTATOYHOCTBIO CHHTE3a AHTHUTEN

PCKOMCHAYCTCSA COBMCECTHOC BCICHUC 6CpeMCHHOCTI/I noa HaGJ’IIO,Z[CHI/ICM Bpada-ajuieproJora-

MMMYHOJIOTa U Bpaya-aKyllepa-THHEKOJIOTa JJIsl CHUKEHUS pUCKa ocioxHeHui. [109]
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YpoBenb yoeauTeabHoCTH pekoMeHaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTEIbCTB - D).
bepemennsiM xenmunam ¢ [IM]] ¢ npenMynieCTBEHHONM HENOCTaTOYHOCTBIO CHHTE3a AHTHUTEN
pPEKOMEHIyeTCs TIIATeNbHBIH KOHTPOJIb HWH(EKIMOHHOTO TIpolecca i CHIKEHHS pPHCKa
HepUHATAIBHBIX Oca0XHeHui. [109]

bepemennsiM manuentkam ¢ [IM]] ¢ npenMyIiecTBEHHON HENOCTATOYHOCTBIO CUHTE3a AaHTUTEI
PEKOMEHIyeTCsl YBEIHUEHUE J03bl IIpernapaTa UMMYHOIJIOOYJIMHA YeI0BeKa HOPMAIbHOTO** 1is
3aMECTHTEIBHON Tepamuu ¢ ENbl0 MPOQMIAKTUKA Pa3BUTHA HH(OEKIUOHHBIX OCIOXHEHUI.
[71,110-112]

YpoBenb yoenureabHOCTH pekoMeHaauuii — C (ypoBeHb J10CTOBEPHOCTH J0KA3aTeJIbCTB -
4).

KomMmenTapum: neobxooumocms ygeauuenus 003vl 00)Cl081eHA Y8eIuueHueM 6eca NayueHmKu,
2emoounoyuell u nepeoayell Yacmu UMMYHO02100y1uHo8 niody mpancniayenmapno. [113] [osza
U uHmMepean 68edeHus noodupaemcs UHOUBUOYAILHO C YYEemoM HpPempaHcOy3uOHHOU
konyenmpayuu 119G, uacmomwvl ungexyuonHvlx npoyeccos, HAMUYUL HEUHDEKYUOHHBIX
ocnodicnenuil, seca nayuenmku. [71,110-112]

bepemennsiM naruentkam ¢ [T1]] ¢ npenMyiiecTBEeHHON HETOCTATOYHOCTHIO CHHTE3a aHTUTEN
B CJIy4ae IPOBEICHUS POJIOPA3pEUICHMs] MyTEM OIEepaluu KecapeBa CEUEHUs PEKOMEHIYeTcCs
NPOBOJUTH KYpPCHhl aHTHOAKTEPHATbHON Tepamnuy JUTUTEIHLHOCTHIO B 2—3 pa3a IMpEeBHIAONICH
MPOJOHKUTEIFHOCTh CTaHIAPTHON aHTHOAKTEPHATLHOM Tepamuu y HWMMYHOKOMITETEHTHBIX
OONMBHBIX C  ITenbl0  MNPOPMIAKTHKH  Pa3BUTHS  WHQPEKUHUOHHBIX  OCJIOXHEHHH B
nocrneonepanonHom nepuoje. [109]

YpoBenb yoenureabHOCTH pexomenaanuii — C (ypoBeHb J0CTOBEPHOCTH /I0KA3aTeJbCTB -
5).

Kpurepuu oueHKH KayecTBa MeIUIUHCKOH IOMOLIH

Ne Kpurepun xauectBa Onenka
BBITIOJTHEHUSI
1 | IManwenty ¢ KJIMHUYECKMMH Npu3HaKamu, xapakrepHeiMu g [N c Ha/Her

IIPEUMYIIECTBEHHON HEIOCTAaTOYHOCTBIO CHUHTE3a AHTHUTEIN, BBIIOJHEHO
POBE/ICHUE UCCIIEOBAaHUS YPOBHSI HMMYHOTI00yrHOB A, G, M B xpoBH

2 |Ilaumenty ¢ rumoraMmarjoOyJIMHEMHEH W  arammarjioOylIuHeMuei Ha/Het
nposesieHo uccinenoBanue CD19+ numdonnron
3 |Ilaumenty ¢ rumoramMmarjoOyJIMHEMuell M  arammarjiaoOyJIMHeMHuei Ha/Het

npoBeneHo wuccienoBanus ypoBHs CD3+, CD4+, CD8+, CDI16+/56+
TUMQOINTOB B KPOBH

4 | Nanmenty c IIMJI ¢ mnpeuMyIIeCTBEHHOM HEJOCTaTOYHOCTHIO CHHTE3a Ha/Her
AQHTHUTEJN JUArHOCTHKA BUPYCHBIX MH(peKuui nposeaeHa metogom I11[P
5 | [Mammenty c IIWJ] ¢ mpenMyIiecCTBEHHON HEIOCTATOYHOCTHIO CHHTE3a Ha/Het

AQHTHUTEJN MPOBOSTCS PEryJsipHbIe 1a00paTOPHBIE UCCIEIOBAaHMS HE pexe 1
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pasa B 6 MecIIeB:

o OO6mui (KIMHUYECKHUM) aHaIW3 KPOBH pa3BEPHYTHIM ¢
nerikouutapHoit dopmynornr u COD (CKOPOCTh OCEIaHUS
SPUTPOLIUTOB);

o OOmuii (KIMHUYECKHI ) aHAJIN3 MOYH;

o AmnHamu3 KpoBH OHMOXMMHMYECKHH OOIIeTepaneBTUYECKHMA
(oOmmuit 6emok, 6enKoBbIe (DpaKIuu, MOUYEBUHA, KPEaTUHHH,
ACT (acmapraramuHoTpancepasa), AJIT
(amannHamuHOTpaHCc(hepasa), I'TTII (ramma-
roramuiITpancnentuaaza), JIJAI (akrageruaporeHasa),
OMMpyOMH OO, TIIFOKO03a)

[TaruenTty ¢ runoraMMarioOyJIMHEMHEW WIM araMMaryioOylMHEeMHUew, Ha/Her
MOJIyYaIOLIEMY 3aMECTUTENIbHYIO TEPANU0 UMMYHOIJIO0YJIMHOM dYelloBEKa
HOPMAaJIbHBIM, MIPOBOJIUTCSA €XKEMECSIYHOE UCCJIEI0BAHNE
nperpancy3noHHoro ypoBHsi |G B KpoBH 110 JOCTHIKEHHUS IIEJIEBOTO
YPOBHS

[TamenTy ¢ runoraMMarioOyJMHEMHUEH WM araMMmariioOyJTuHeMHeH, Ha/Het
HOJTyYaroIeMy 3aMECTUTEIBHYIO TepParri0 UMMYHOTJIOOYIMHOM YeJOBeKa
HOpPMaJIbHBIM, TIOCIIE JOCTIDKEHHUs weneBoro ypoBHs |gG mpoBoamtcs
uccien0BaHue npeTpancy3nonHoro ypoHs 1gG B kpoBu He pexe | paza B
6 MecsLeB

[Tatmenty ¢ [IMJ] ¢ npenmyliecTBEHHOW HEIOCTaTOYHOCTHIO CHUHTE3a Ha/Her
antuten BeinosHeHO KT opranoB rpynHON MOJIOCTA B MOMEHT OCTAHOBKHU
JIMarHo3a C 1eJIbI0 CBOEBPEMEHHOMN AMArHOCTUKH OCIIOKHEHUI

[MTariuenty ¢ OBUH mnposeneno Y3U (ynbTpa3ByKOBOE HCCIIEIOBAHHE) Ha/Het
JOCTYITHBIX OCMOTPY JIMM(ATHUECKUX Y3JI0B, OPraHOB OPIOIIHOM MOJIOCTH
Ha MOMEHT NIOCTAHOBKH JIMarHO3a M He pexke | pas3a B roj

10

IManmenty ¢ IIMJ] ¢ mpeuMylnecTBEHHOM HENOCTATOYHOCTBIO CHHTE3a Ha/Het
AQHTUTE] TPOBOJIUTCS KOHCYJIbTALUs Bpaya-aJIeproiora-MMMYyHOJIOTa HE
pexe | pasa B rog

11

[Manmenty ¢ arammarnoOynunemueit / OBUH / runep-IgM cunmpom c Ha/Het
MPEUMYILIECTBEHHOW HEIOCTAaTOYHOCTBIO CHHTE3a AHTUTEN IMPOBOAMTCS
BBEJICHUE UMMYHOTJI00yJIMHA YeJI0BEKa HOPMaJIbHOT0**
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IIpuioxkenune A 1 CocraB paloueii rpynmnsl nmo paspadorke m mepecMoOTpy

KJIMHUYECKUX PEKOMEH AU

Yiensl paOodel IpyIIHbL:
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AGpamoBa HMpuna HwukomaeBHa — auIeprojior-UMMYHOJIOT, K.M.H., OTICJICHHE
ummyHosnorun ®I'BY «HMULL AT'OU um. Imutpust PoraueBa» Munsznpasa Poccuu
Baxmspckass Cserniana CepreeBHa — ajuieproyior-uMMYHOJIOL, K.M.H., Bpad OTAEJICHUs
kimHu4Yecko umMmyHosoruu U pesmarosioruu OCII PIKb ®I'AOY PHUMY um. H.U.
[MuporoBa MunsapaBa Poccum, accucteHT kadeapbl KIMHUYECKONH HMMYHOJIOTHUU
Menuko-Ononoruueckoro paxkyabrera ®I'AOY PHUMY um. H.W.IIuporosa Mun3zapasa
Poccun

Nnbuna Haranbs UBanHoBHA — BuUlie-ipe3uIeHT Poccuiickoil acconuanuy amieprojaoron
u KimHuYecknx uMmyHosioroB (PAAKW), n.m.H., nmpodeccop, 3aMeCTUTENb TUPEKTOpa
OI'bY «I'HL| Uncturyr ummyHonorun» ®MBA Poccun no xkimHHMYecKoil pabore —
IJIABHBIA Bpay

Kongparenko Hpuna BamumoBHa — n.M.H., mpodeccop, 3aBeayromias OTACICHUEM
KiuHu4eckorn nMMyHonoruu u pesmarosnioruu OCII PAKb ®I'AOY PHUMY um. H.H.
[TuporoBa MunzapaBa Poccum, mpodeccop Kadeapsl KIMHHYECKOW HMMYHOJIOTHH
Meauko-ouonorndeckoro  akynprera DICAOY  PHUMY wum. H.UW. Iluporoma
Munzapasa Poccumn

Ky3pmenko Haraness bopucoBHa — 3aB. OTH. 3NUAEMHOJOTMM M MOHUTOPHUHIA
ummyHoaepuiutoB ®I'bY «HMUL[ AI'OU um. Jmutpus PoraueBay Mun3zapasa
Poccumn, k.M.H., Bpau ajiieprojaor-uMMyHOJIOT, IEAUATP

JlateimeBa Enena AjekcaHApoBHa — BEIyIIMH HAay4dHbI COTPYOHHUK OTAEICHUS
ummyHonatoaoruu B3pocislx PI'BY «'HI MHcTtuTyr nmMmyHnonorun» ®MBA Poccun,
JI.M.H., noueHT kadenpsl Knunuueckass nMmyHosoruu ¢akyasreta Mb® I'OY BIIO
PHUMY wuwm. [Tuporosa

JlatpimeBa TaTthsiHa BacunbeBHa — O.M.H., mpodeccop  Kadeapbl  KIMHUYECKOM
ajmeprosiornn = 1 uMMmyHosorun  QIIZIO MI'MCY, 3aBenyrommid OTAEIEHUEM
nMMmyHonatosoruu B3pocibeix PI'bY «'HI[ MuctutyT nmmynonorun» ®MBA Poccun
ManTto Mpuna AnexkcaHIpOoBHAa — HAy4dHBIM COTPYAHHUK OTAEJICHHS MMMYHOIIATOJIOTHU
B3pocibiX PI'BY «'HI UucTuTyT MtMMmyHosnorun» ®MBA Poccun

[Tamnypa Anexcanap HwukomaeBuu — pyKkoOBOAMTENb OTAENA AUIEPTOJIOTMM U
kinHndeckod  ummyHosiorun  OCIl  «HUKW  nenuarpum WMeHHM — akaJeMuKa
I0.E.Benptumiesa ®I'60Y BO PHUMY wum. H.U. [TuporoBa Munznpasa PO, n.m.H.,
npodeccop.

[Tponeyc Aunapeit [lerpoBud — a.M.H, npodeccop, rnaBubiii neguatp Kb Ne9 um. I'.H.
Cnepanckoro. 3aBeyIOIMi Kadeapoi KJIIMHUYECKOU MMMYHOJIOTUH

HerocynapcrBeHHOro 00pa30BaTeIbHOTO0 YACTHOTO YUPEKICHUS JOMOJIHUTEIHLHOTO
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12.

13.

14.

npodeccuonaabHOro obpasoBanus «https://vk.com/vmsh_mskBeicimas MeauiuHCKas

IIKOJIa», TJIAaBHBIM BHEWITaTHBIA JETCKUM ajieprojor-ummyHosnor M3 MockoBCKoOi
oOnacTu.

®omuna Jlapps CepreeBHa — K.M.H., JOICHT, JOIEHT Kadeapbl KIMHUYECKOU
nuMmmyHoJsiorun U aimeprosiorun ®I'AOY BO «llepsoiii MI'MY um. U.M. CeuenoBay»
MunznpaBa Poccuu, TIIaBHBIM CHEHHAIUCT aJUIEProJIOr-MuMMYHOJOT JlemaprameHTa
3/1paBOOXpaHeHusl ropoga MOCKBbI, pyKOBOAUTENb MOCKOBCKOIO TOPOJCKOIO Hay4HO-
npaktuyeckoro I{entpa amneproiaorunu uMMmyHodoruu I'bY3 «I'Kb Ne 52 JI3M»
[llep6buna Anna IOpseBHa — 1.M.H., Tipodeccop, 3aMmecTuTeNnb aupekropa MHcTtuTyTa
reMaToJIOTMH, MMMYHOJOTHHM W KJIETOYHBIX TEXHOJIOTHH, 3aBeayrollas OTIeJICHUEM
ummyHosiorun ®I'bY «<HMULL AI'OU um. Imutpust PoraueBa» Munszapasa Poccun
UysupoB [lennc ['eHHagueBUY — K.M.H, 3aB. OTJEJICHUEM HMMMYHOIIATOJIOTMU JI€Tel
OI'BY «I'HL Uncturyr ummynonorun» ®MBA Poccun

SpueB Muxaun HukonaeBud — a.M.H., mpodeccop kadeapbl KIMHHUECKON alIeproloruu
u ummyHosiorun OIIJIO MI'MCYVY, B.H.c. oTaenenus uMmmyHonatosoruu jnered OI'bBY

«'HL] Uucturyt ummyHnonorun» ®MBA Poccun

Ipuioxkenue A2 MertonoJiorusi paspadoTKu KIMHUYECKUX PEKOMEHAaluil

Hpuaoxenue A2.1 HeaeBasg ayIuTOPUA TAHHBLIX KJIMHHYECKHX PEKOMEHTAIHN:

CoNoOARWNE

R
= O

NNNNRERPRRERER R
NFRPOWOWO~NOOOAWN

Bpay-aKylIep-THHEKOJIOT;
Bpay-ajuIeproyIor-uMMyHOJIOT;
Bpa4-racTpoOdIHTEPOJIOT;

Bpa4-T€HETUK;

Bpay-1€pMaTOBEHEPOJIOT

Bpay-JI€TCKUN XUPYPT;
Bpay-1a00paTOPHBIN IeHETHK;
Bpa4-HEOHATOJIOT;

Bpay o01Iei MpakTHKH (CeMEeUHBIN Bpay);

. Bpau-0TOPHUHOJIAPUHT OJIOT;

. Bpau-TIieiuarp;

. Bpau-TieInaTp ropoickoi (pailOHHbIN);
. Bpau-TIeInaTp y4acTKOBBIN;

. Bpau 10 TUTHEHE JeTel U MOJPOCTKOB;
. Bpau 110 TUTUEHE TPYa;

. Bpau 1o o011eli THTHEHE;

. Bpau IPUEMHOTO OT/EJICHUS;

. Bpau-CTOMATOJIOT;

. Bpau-CTOMATOJIOT JETCKUM;

. Bpa4-CTOMATOJIOr-OpTOME;

. Bpau-CTOMATOJIOT-TEPAIIEBT;

. Bpa4-CTOMATOJIOr-XUPYPT;
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23. Bpau-TeparesT;

24. Bpau-TepaneBT MOJAPOCTKOBHIN;

25. Bpau-TepaneBT y4aCTKOBBIA;

26. Bpau-TeparneBT yYaCTKOBBIN IIE€XOBOT'O BPaueOHOTO y4acTKa;
27. Bpau pyHKINOHATIHLHON TUAarHOCTUKH;

28. Bpau-xupypr;

29. Bpau-ueIIOCTHO-IUIIEBOI XUPYPT;

Ipuaoxenue A2.2 MeToa0J10rus paspadoTKi KIMHHYECKHX PEKOMEeHIALNA

2 unena paboueii rpynmnsl (Jlareimesa Enena Anexcannposna u Manro Mpuna AnekcanapoBHA)
HE3aBUCHMO JpPYr OT Jpyra BBINOJHSUIA CHCTEMATHYECKH IOWUCK M OTOOp IyOJIMKaImii
HezaBucuMo Jipyr ot apyra ¢ 01.08.2019 mo 23.09.2019. Ilouck npoBoauica B MOUCKOBOU

cucteme PubMed (http://www.ncbi.nlm.nih.gov/pubmed/), KokpaHoBckoii  OuOIHOTEKE

(http://www.cochranelibrary.com/), wayunoit snekTpoHHON Oubanoreke eLIBRARY.ru
(http://elibrary.ru/defaultx.asp), 0aze JIAHHBIX EMBASE

(https://www.elsevier.com/solutions/embasebiomedicalresearch), a Takxke 1O perucrpam

KJIMHUYECKUX WCIIBITAHUIL: https://clinicaltrials.qgov/ u

https://www.clinicaltrialsregister.eu/ctrsearch/search. beuto Haiigero 250 myOauKanuii, u U3 HAX
O0buto oToOpano 118 myOmmkanmii. B ciydae BO3HUKHOBEHHs pas3HOTJIAcHi TpuU OTOOpE
nyOJIMKaluy MPHUBJIEKAINCh OCTallbHbIE WIEHbl pabouell rpynnsl. Ha ocHOBaHMM OTOOpaHHBIX
ny6nukanuii 00a sKcnepTa He3aBUCUMO JAPYT OT Jipyra chopMyIupoBaId T€3UC-PEKOMEHIAINH,
KOTOpBI€ ObUIM OLIEHEHBI C MOMOIIBIO IIKaJl OLEHKH YPOBHS JJOCTOBEPHOCTH JI0KA3aTEIbCTB U
METOJ/IOB JIMarHOCTHKHU, OIIEHKU YPOBHEW NOCTOBEpHOCTH nokaszatenbcTB (Y1) mis meTonos
npoUIAKTUKY, JIEYEHUS U peadminTanuu (mpouiakTUYECKUX, JIe4eOHbIX, PeaOMINTAllMOHHBIX
BMEIIIATENILCTB), OLEHKH YpOBHEH yOenuTenbHOCTH pekoMeHaauuit (YVYP) g mertonos
npoQUIaKkTUKK,  JAUArHOCTUKM,  JiedeHUs UM peabuimutammu  (IpouIaKTHYECKHX,
MUAarHOCTHYECKUX, JIEUEOHBIX, peadmIMTanuoHHbIX BMmemareiabcTB). (IIpunoxkenune 1,
[Tpunoxenue 2, lpunoxenue 3) B nanbHeiimeM kaxjas Te3uc-peKOMEHAalUs ObUIa TIATEILHO
oOcyxneHa Ha oOuieM coOpaHMH paboyell Tpymmbl, MO BCEM CIIydasM pa3HOIJacuii ObLI
JIOCTUTHYT KOHCEHCYC.

IIpuaoxennel. Illkana oueHku ypoBHe# gocTtoBepHOCcTH AokazarenscTB (Y /) s metonos
JTUArHOCTHKY (IMarHOCTUYECKUX BMEIIATEIbCTB)

YA | PaciiugpoBka

1 CucrtemaTndeckue 0030pbl UCCIEAOBAaHUN C KOHTPOJIEM peepeHCHBIM METOJO0M WU
CUCTEeMAaTUYECKUH 0030p paHJAOMHU3UPOBAHHBIX KIWHUYECKUX HCCICIOBAaHUA C
MPUMEHEHUEM MeTa-aHaInu3a

2 OTI[eHLHLIC HCCIICAOBaHUA C KOHTPOJICM pe(l)epCHCHLIM MCTOAOM HJIM OTACJIBbHBIC
PaHAOMU3HUPOBAHHBLIC KIIMHUYCCKHUE HCCICAOBAHUA KW CHCTCMATHYCCKUC O630pI>I
HCCIIeI0BaHUM 1000r0 IIPI33.I>1H21, 3a UCKIIFOYCHUCM PAHJOMU3UPOBAHHBIX KIIMHUYCCKUX
HCCJ'IG,I[OB&HHﬁ, C IPUMCHCHHUEM MCTa-aHaJIn3a

48



http://www.ncbi.nlm.nih.gov/pubmed/
http://www.cochranelibrary.com/
http://elibrary.ru/defaultx.asp
https://clinicaltrials.gov/

3 UccnenoBanusi 6e3 TOCIEIOBATEIIBHOTO KOHTPOJISI pedEepEeHCHBIM METOJIOM  HIIH
ucciaecagoBaHuda C pe(bepeHCHBIM METOAOM, HE€ ABIAIOIIUMCA HC3aBUCHMBIM OT
UCCIIEIyeMOTO METOJIa WJIM HEpaHJAOMHU3UPOBAHHBIC CPAaBHUTEILHBIC MCCIICIOBAHUs, B
TOM YHUCJIC KOT'OPTHBIC UCCIICOAOBAHUA

4 HCCpaBHI/ITeHBHBIe HCCIICOO0BAaHNs, OIIMCAHNE KIIMHUYECKOI'O Ciliydas

5 Hmeercs nmumib 000CHOBaHME MEXaHU3Ma JICHCTBHS WM MHEHHE SKCIIEPTOB

Ipuno:xkenune?. Illkana OnEeHKH YpOBHEH NOCTOBEpHOCTH AokazarenbcTB (Y /1) ans meronoB
PO UIAKTUKH, JICUECHUS U peadrmuTanuu (MpoGuiakTHIecKuX, JeUeOHbIX, PeaOUIUTAIIMOHHBIX
BMEIIIATEIILCTB)

YIAA | Paciunpposka

1 Cucremarnueckuii 0630p PKU ¢ npumeneHnem meTta-aHanu3a

2 Otnenpabie PKU u cucrematuyeckue 0030pbl HCCIENOBAaHUN JHOOOr0 au3aiiHa, 3a
nckimoyenneM PKH, ¢ npumenennem Mera-aHanusa

3 HepaHI[OMI/ISI/IpOBaHHLIe CPaBHHUTCIIbHBIC UCCIICAOBAHMA, B T.4. KOTOPTHBIC UCCIICAOBAHHA

4 HecpaBHuTtenpHble HCCIe10BaHUs, ONMCAHNE KIIMHUYECKOTO Cllydas WU CEpUU CIy4acs,
HCCIIEIOBAHUS «CIIy4aii-KOHTPOJIb)

5 Nwmeercss numbs 000OCHOBaHME MEXaHHM3Ma JEHCTBUS BMEIIATENIbCTBA (JIOKJIMHUYECKHE
WCCIIEI0BAHMS ) MJIM MHEHHE SKCIIEPTOB

Ipuno:xenue3. lllkana onenku ypoBHel yoemutenbHOCTH pekoMenaamuii (YYP) mis meronos
npoQUIaKTUKK,  JAUArHOCTUKM,  JiedeHUs U peaOumutaumu  (IpoUIaKTHYECKHX,
JIMarHOCTUYECKUX, JIe4eOHBIX, pea0MIINTAllMOHHBIX BMEIIATEIbCTB)

YYP Pacuu¢pposka

A CunpHas pexkoMeHAalMs (Bce paccMaTpuBaeMble KpuTepuu 3¢Q(HEKTUBHOCTU
(McXofpl) SBISIOTCS BaXXHBIMHM, BCE MHCCIEJOBAHUS MMEIOT BBICOKOE HIIU
YIOBJIETBOPUTEIBHOE  METOJIOJIOTMYECKOE  KauecTBO, MUX  BBIBOJABI IO
MHTEPECYIOIINM UCXO0/IaM SIBIISIFOTCS] COITIACOBAaHHBIMHU )

B VYcnoBHast pekoMeHanus (He Bce paccMaTpUBaeMble KpUTEPHH 3(PHEKTUBHOCTH
(ucxonpl) SIBISIFOTCSL Ba)XHbIMU, HE BCE MCCIEIAOBAHUS HMMEIOT BBICOKOE WM
YJIOBJIETBOPUTEIHHOE METOJIOJIOTHYECKOE KAayecTBO M/MIM HX BBIBOJBI IO
MHTEPECYIOIINUM HCX0JIaM He SIBJISIOTCS COTJIACOBAHHBIMHU )

C Cnabast pekomeHanus (OTCYTCTBHE J0Ka3aTeNbCTB HAJIEKAIIEro KayecTBa (Bce
paccMaTpuBaeMble KpUTepuH 3(PPEKTUBHOCTH (MCXOJbI) SBISIOTCS HEBAXXHBIMU,
BCE€ MCCIIEOBAHNS UMEIOT HU3KOE METOO0JOTUYECKOE Ka4YeCTBO U MX BBIBOJBI 110
MHTEPECYIOIINUM HCX0JIaM He SIBJISIOTCS COTJIACOBAHHBIMU)

Ipuaoxenue A2.3 IHopsaaok 00HOBJEHUS KIMHHYECCKUX PEKOMECHIALINM.

MexaHu3M OOHOBJICHUS KIMHUYECKHX pCKOMeHJIaI_[I/Iﬁ npeaycMaTrpuBacT UX CUCTEMATUYCCKYIO
AKTyaJIM3allui0 — HE PCKE UCM OJIUH pa3 B TPU I'oAa, a TaAKKEC IpPHU MOABJICHUNU HOBBIX JaHHBIX C

IMO3HUIINH HOK&S&TCHLHOﬁ MCOUIWHBI 110 BOIIpOCaM JHUArHOCTHUKH, JICUCHUA, HpO(l)I/IJ'IaKTI/IKI/I n
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peadmMTany KOHKPETHBIX 3a00JIeBaHUM, HATMIMH OOOCHOBAHHBIX JOMOJTHEHUI/3aMEYaHU K

panee yrBepxka€HHbIM KP, HO He yaie 1 pa3a B 6 mecsIies.

IIpunoxenne A3. ChnpaBouHble MaTepHajbl, BKJIIOYas COOTBETCTBHUE
NMOKa3aHUH K NMPUMEHEHUI0 M NMPOTUBONOKA3AHUI, CTIOCOO0B NMPUMEHEHHUS U
H03 JEKapCTBECHHDBIX npemapaTron HHCTPYKIINH mo NMPUMECHECHN IO

JIEKApCTBEHHOT0 Mpenapara

IIpuniaoxenue A3.1 cBA3aHHBIE JOKYMEHTDI

1. Tlpuka3 MwuHHCTEpcTBa TpyAa M conuaibHOW 3ammTel P® "O kimaccudpukamusax u
KPUTEPUSIX, HCIOJB3YEMBIX IPH OCYIIECTBICHUH MEIUKO-COLUATBbHON SKCIEPTU3I
rpaxaan QeaepaTbHBIMA TOCYIAPCTBEHHBIMH YUPSKICHUSAMH MEIHMKO-COIUATBHON
skcnieptusbl” ot 27 aBrycta 2019 r. N 5851 (Bct. B cuny ¢ 1 ssuB. 2020r.)

2. ®enepanbHbiil 3akoH oT 25.12.2018 Ne 489 489-03 «O BHeceHUM W3MEHEHUH B CTaThIO
40 denepanpHOro 3akona "O06 00s3aTEILHOM MEAUITMHCKOM CTpaxoBaHUM B Poccuiickoii
Oenepaunn" u PenepanbHblii 3akoH "OO OCHOBax OXpaHbl 3/I0pPOBbSl TpakJaH B
Poccuiickoit deneparuu' 1Mo BOnpocaM KIMHUYECKUX PEKOMEH AN

3. Ilpuka3 MunzapaBa Poccun Ne 103noT 28.02.2019 r. «OO0 yTBep>KIEHUU MOpSAIKA U
CPOKOB pa3pabOTKH KIMHUYECKUX PEKOMEHAAlWN, WX TepecMoTpa, THIOBOH (HOpMBI
KIIMHUYECKUX PEKOMEHJalui W TpeOOBaHMHW K HMX CTPYKType, COCTaBy M Hay4YHOU
000CHOBAaHHOCTH BKJIFOUa€MOM B KIIMHUYECKUE PEKOMEHIAMK HH()OPMALIUI.

4. Tlpuxa3z Munszapasa Poccun ot 13.10.2017 N 804n "OO yTBep»/I€HUU HOMEHKJIATYPHI
MEIULUHCKUX YCIyr".

5. Ilpuka3 MunucrepctBa 31paBooxpanenus Poccuiickoit @enepanun (Munsapas Poccun)
or 20 nexabps 2012 r. N 1183u r. MockBa "OO6 yrBepxkaenun HomeHKiaTypsl
JTOJKHOCTEN MEIUIIMHCKUX paOOTHUKOB U (hapMalleBTUUECKUX paOOTHUKOB' .

6. Ilpuka3 MuHucCTepcTBa 3ApaBOOXPAHECHUS U COIMAIBLHOTO pa3Butus PD ot 16 ampens
2012 r. N 366H "OO0 yrBepknenun [lopsiaka okazaHus eauaTpUIECKOM ITOMOTITH"

7. Tlpuka3 MunuctepctBa 3apaBooxpaHenus P® "O6 yrepxaenun Ilopsaka okazaHus
MEIUIMHCKOM TOMOIIM OOJBHBIM C BPOXIEHHBIMU U (WIM) HACIEICTBEHHBIMU

3aboneBanuaMu" ot 15 Hos0pst 2012 r. Ne 917H.

8. T'ocymapcTBeHHBIH peecTp JeKapCTBEHHBIX cpeacTB: https://grls.rosminzdrav.ru
9. TlocranoBnenme IlpaBurenpctBa P® ot 29 mapra 2018 r. Ne 339 “O BHeceHUH

n3MeHeHul B [IpaBuia npu3HaHus JUa UHBATUAOM

50


https://grls.rosminzdrav.ru/

Hpuaoxenne A3.2. Mexavaapoanas kjaaccuduxamus AT (IUIS), ocHoBaHHass Ha

BbIABJIACMOM I'CHCTHICCKOM ne(_[)eKTe.

[10]

®opwma [TN]]

I'enetnueckuii
nedexT

Tun
HacJIeI0OBaHUsA

Kox MKB-10

Bblpamennoe CHHKCHHE BCEX KJIACCOB HMMyHOFJIOﬁyJII(IHOB C CYIIECTBEHHBIM CHMKCHUEM HUJIA
aFaMMaI‘J’IOﬁyJII/IHeMI/Iﬂ

NMPAKTUYIECCKU NMOJHBIM 0T

CYTCTBHEM B-KJ’IQTOK,

Hedbunut BTK, X-cueriennas BTK X-CLeIUIEHHBIA D80.0
araMmarjao0yIMHEMUs
Jebunut p-TsoKeon nenu IGHM AP D80.0
A5 nedummt IGLL1 AP D80.0
Iga nedunmt CD79A AP D80.0
Ig9B nedunur CD79B AP D80.0
BLNK nedunur BLNK AP D80.0
p1106nedurut PIK3CD AP D80.0
p85 nedurur PIK3R1 AP D80.0
nedunut pakropa tpanckpurnuu E47 | TCF3 AJl D80.0
TCF3 AP D80.0
SLC39A7 (ZIP7) nedunur SLC39A7 AP D80.0
Cunapom Hoffman/ TOP2B nedurur TOP2B ALl D80.0

BoipaxkeHHoe cHHKeHHe 2-X U (oJiee KJIACCOB MMMYHOTIJI

OﬁyJ'II/IHOB C HOpMAJBbHBIM WJIN

CHMKEHHBIM KO0JIn4ecTBOM B-tumdonuros (penorun OBUH)

OBUH Hewuspecten Bapuabenen D83
Cunnpom aktuBupoBaHHoi p110d PIK3CDGOF AJl D83

PIK3R1 Al D83
PTEN (LOF) nedwurmr PTEN AJl D83
CD19 nedwunut CD19 AP D83
CDS81 nedpurur CD81 AP D83
CD20 nedwunut CD20 AP D83
CD21 nedunur CD21 AP D83
TACI nedunur TNFRSF13B(TACI) | AP umu AJT D83
BAFF peuenropa neduuur TNFRSF13C AP D83
TWEAK nedunut TNFSF12 Al D83
TRNTI nedunut TRNT1 AP D83
NFKB1 nedunur NFKB1 AJl D83
NFKB2 nedunur NFKB2 AJl D83
IKAROS nedpunur IKZF1 Al D83
IRF2BP2 nedunut IRF2BP2 AJl D83
ATP6AP1 nedunur ATP6AP1 X-CLeIUIEHHBIH D83
ARHGEF1 nedurut ARHGEF1 AP D83
SH3KBP1 (CIN85) nedunut SH3KBP1 X-CLEIUIEHHBII D83
SEC61A1 nedurur SEC61A1 Al D83
RAC2 nedumur RAC?2 AP D83
TeUITUT MAHHO3UII-OJTUTOCAX APH/T MOGS AP D83

rimoko3uaasel (MOGS)

BobipaskeHHOe CHUKeHUE CHIBOPOTOUYHBIX |G 1 IgA npu HOpMaIbHOM/NOBBILLIEHHOM YPOBHE
IgM u HopMmasibHOM KoJTHYecTBe B-KileToK, (runep-1gM cuHaApOM ¢ IpenMylIeCTBEHHOH
HEeJI0CTATOYHOCTHI0 CHHTE3a AHTHTEJ)

AID nedunmt

AICDA

AP

D80.5

UNG nedunur

UNG

AP

D80.5
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INO80 INO8O AP D80.5
MSH6 MSH6 AP D80.5
JdedpuuuT U30TUNA WIH JIETKUX LeNeil HMMMYHOIJIO0YyJIMHOB MJIM CHUKEHH e
(GYHKIMOHAJILHOI AKTHBHOCTH PH HOPMAJTBLHOM KoJindyecTBe B-immdonuron
MYTAIUH U JICJICIUN TOKEBIX IeTei Mymayus uiu AP D80.8
UMMYHOTJIOOYJIMHOB XPOMOCOMHAs
oeneyus 140932
Jledunut kanmna-menu IGKC AP D80.3
Hedunmt nogkiaccor 1gG Heussecren Heussecren D80.8
Coueranue nedunmra IgAc | HeusBecten Heussecren D80.8
nedurutoM nonakiaccos 1gG
CenextuBHbii IgA nedunur Heussecren Heussecren D80.2
nebunur  crienuduUeckux  aHTUTeN | HemsBecteH Heussecren D80.6
npu HOPMaJIHHOM ypOBHE
UMMYHOIJIOOYJIMHOB ¥ HOPMAaJIBHOM
KosmdyecTBe B-mumdonuTos
TpaH3UTOPHAs Hewussecren Heussecren D80.7
TUTIOTaMMAarjoOyJIuHEMUsT  JIETCKOTO
BO3pacTa
CARD11 GOF CARD11 AD GOF D80.8
cesieKTuBHBIN Aeduuut [gM Heussecren Heussecren D80.4
IIpuaoskenne A3.3. Baknmnpl, goctynHbie B P® jgas  amardHoctukm U ¢

NpPEeMMYIIECTBEHHOI HEIOCTATOYHOCTRLIO CHHTe3a aHTHTe. [38,114]

Bakuuna AHTHIeH

KoaunuyecTBO 103

IInKoBbBIN
AHTHUTEJ

YPOBEHb

Baknuna IS
NpoPUIAKTUKHI
MEHHHIOKOKKOBOM
HH(pexkuun ceporuna A,
noJjucaxapujaHas™*

[Tonucaxapug | 1

2-4 nenenun

Baknuna mJa | benok
NPOPUIAKTHKH
MEHHHIOKOKKOBBIX
uHpexuuil ceporpymnn
A, C, W, Y,
NnoJiMcaxapuaHasi,
KOHBIOTHPOBAHHAs ™™

2-4 nenenun

AHATOKCHH benok
AU TepuiiHo-

CTOJIOHAYHBIN**

2-3 Henenu
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Ipuiaoxenue A3.4. npumep tapreruoii nmaHeau NGS maa aumarHoctuxku I[lepBHYHBIX

HMMYHOAehuIUTOB. [47,48]

ACP5, ACTB, ADA, ADAMTS13, ADAR, AGA, AICDA, AIRE, AK2, ALG13, AMN, ANK1,
ANKRD26, AP3B1, APOL1, ATM, BLM, BLNK, BLOC1S3, BLOC1S6, BRCA2, BRIP1,
BTK, C1QA, C10QB, 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, CDS8A,
CDAN]1, CEBPA, CEBPE, CFB, CFD, CFH, CFHR1, CFHR3, CFHRS5, CFI, CFP, CHDY,
CHITA, CLECT7A, COLEC11, CORO1A, COX412, CR2, CREBBP, CSF3R, CTC1, CTSC,
CUBN, CXCR4, CYBA, CYBB, CYCS, DCLRE1C, DHFR, DKC1, DNAAF1, DNAAF2,
DNAAF3, DNAH11, DNAH5, DNAIL, DNAIZ, DNAL1, DNM2, DNMT3B, DOCKS, DSG1,
DTNBP1, EGLN1, ELANE, ENTPD1, EPASL, EPB42, EPOR, ERCC2, ERCC3, F10, F11, F12,
F13A1, F2, F5, F8, FADD, FANCA, FANCB, FANCC, FANCD2, FANCE, FANCF, FANCG,
FANCI, FANCL, FAS, FASLG, FCGR2B, FCGR3A, FCGR3B, FCN3, FERMT3, FGA, FGB,
FGF10, FGFR2, FGG, FOXN1, FOXP3, G6PC, G6PC3, G6PD, GATAL, GATA2, GFI1, GIF,
GJC2, GP1BA, GP1BB, GP9, GTF2H5, HAX1, HBA1, HBA2, HBB, HBD, HFE, HPS1, HPSS,
HPS4, HPS5, HPS6, HYDIN, ICOS, IFNG, IFNGR1, IFNGR2, IGLL1, IKBKG, IL10, IL10RA,
IL1I0RB, IL12B, IL12RB1, IL17F, IL17RA, IL1RN, IL2, IL21, IL21R, IL2RA, IL2RG,
IL36RN, IL7R, INSR, IRAK4, IRF8, ITCH, ITGAZ2B, ITGB2, ITGBS, ITK, JAK2, JAKS,
KLF1, KMT2D, KRAS, LAMTOR?2, LIG1, LIG4, LPIN2, LRRC6, LRRCS8A, LYST, MAGT],
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, RECQLA4,
RFX5, RFXANK, RFXAP, RMRP, RNASEH2A, RNASEH2B, RNASEH2C, RNF168, RPL11,
RPL35A, RPL5, RPS10, RPS17, RPS19, RPS24, RPS26, RPS7, RSPH4A, RSPH9, RUNX1,
RUNX2, SAMHD1, SBDS, SEC23B, SEMASE, SERPINC1, SERPINE1, SERPING1, SH2B3,
SH2D1A, SH3BP2, SKIV2L, SLC29A3, SLC35A1, SLC35C1, SLC37A4, SLC39A4,
SLC46A1, SLC4A1L, SLX4, SMARCALL1, SP110, SPINKS5, SPTA1, SPTB, SRP72, STAT1,
STATS3, STATS5B, STIM1, STK4, STX11, STXBP2, TAP1, TAP2, TAPBP, TAZ, TBK1,
TBX1, TCF4, TCIRG1, TCN2, TERC, TERT, THBD, TICAM1, TINF2, TIRAP, TLR3, TMCS6,
TMCS8, TNFRSF11A, TNFRSF13B, TNFRSF13C, TNFRSF1A, TNFRSF4, TRAFS3,
TRAF3IP2, TREX1, TTC37, TYK2, UNC119, UNC13D, UNC93B1, UNG, USB1, VHL,
VPS13B, VWF, WAS, WIPF1, WRAPS3, XIAP, ZAP70, ZBTB24

Ilpuaoxenue A3.5 TpeooBauusi, npeabsBJseMble BceMupHoii  opranusanueit

sapaBooxpadeHus u EBpomneiickoin dapvakoneeii, FDA k coBpeMeHHLIM npenaparam

MMMVHOIJIOOVJIMHA YeJI0BEK HOPMAJILHOIO.

Tpe6oBaHus K Mpoueccy Npou3BOACTBA:
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Hu na »tame dpaknuoHupoBanus, HH Ha (UHATHHOW CTaguu pacTBOpa B TMPOIECC
npou3BoacTBa BBUI™** He n0mKHBI 100aBIATHCS aHTUMUKPOOHBIC KOHCEPBAHTHI;
CrabunsHocts BBUI™* nmoimkHa ObITH JI0Ka3aHa COOTBETCTBYIOIIUMHU HCCIIEAOBAHUSMU
BO BpeMs pa3pabOTKH Iperapara;

[Ipenapar He TOJDKEH MPOSIBIATH TPOMOOTEHHYIO (ITPOKOATYJITHTHYIO) aKTHBHOCTB;
Mertoa nmpou3BOJICTBA JOJKEH COJIEPKATh HECKOJIBKO CTA/IUU YAAJEHUS U MHAKTUBAIUU
M3BECTHBIX BO30OymuTeneld nHMEKIUH ¢ 1menbo ooecrieueHrs: 0€30MMacHOCTH Ipenapara B
OTHONICHHUH TIepelaun UH(EKIIHH;

BBUI™* nomxen nzrotaBimuBaThes 13 mia3mel 6osiee 1000 1oHOPOB;

TpeGoBaHus K coaep:KaHUIO Mpenapara:

YpoBenb pH npenapara g01KeH COOTBETCTBOBATH 3asIBICHHOMY U COCTaBIATh 4-7,4;
OcmonsiibHOCTh He MeHee 240 MOCMOIIB/KT;

YpoBeHb rammario0ynuHoB He MeHee 95 %;

Conepxanre auMepoB U MoHOMepoB IgG momxHO ObITh He MeHee 90% oOmiero
conepxanus 1gG;

pacnpenenenue nonakiaccoB IgG BBUI™* nomkHO OBITH yKa3aHO M COOTBETCTBOBATh
buznonornuecKomy;

CogepxaHue arperatoB JOKHO ObITH He Oornee 3 % obuiero cogepxanus IgG;

Tutp anTH-A/B H30reMarritoTHHUHOB JJOJKEH ObITh MeHee 1:64;

Conepxkanne IgA 10mKHO OBITH YKa3aHO U OBITH HE OOJIbIIE 3aIBICHHOTO;

AKTHBaTOp NpeKaUIMKpEenHa J0JKeH ObITh He Oonee 35 ME/mi;
AHTHKOMIUIEMEHTapHasi aKTUBHOCTh: CBsA3bIBaHME KoMmIieMeHTa He Ooznee 50 % (1
remosiutrueckas enuauiia CHS50 va 1 Mmr ummyHorno0ynmHa);

[Tpenapat 1omkeH UMeTh (PYHKIIMOHABHO HEMOBPEXAeHHBINH Fc-pparMenT;

[Ipemapar momkeH colepkaTh MUHUMYM 2 THIIa aHTUTEN (K BUpycaMm U OakTepHsM) —,
JUTSL KOTOPBIX UMEIOTCS MEXTYHAPO/IHbIE STANIOHBI, KOHIEHTPAIMsl aHTUTEI JOKHA OBITh
B 3 pa3a BbIllIE, YeM B UCXOJHOM ITYJI€ IJIa3Mbl;

[Ipenapara He momxkeH coaepxkatb: HBSAQ, antutena k Bupycy BUY (Bupyc
UMMYHOAEQUIINTA YeJIOBEKa), aHTUTENa K BUpycCy remnarura C;

CTepuIIbHOCTh B OTHOILIEHUU OaKTepuii;

Anturena k HBsAg — ne menee 0,5 ME nHa 1 r uMMyHOT100y/11MHa;

VYpoBeHb SHAOTOKCHHOB JOJDKEH ObITh He Oosiee 5 ME/Ma st 5%-X mpenaparos, U He

6omee 10 ME/mut ast mpeniapaToB ¢ copepskanuem oenka 5-10%.[55,63-66]
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IIpuioxkenue b. AIropuT™Mbl 1eCTBHH Bpaya

IIpunaoxenne b.1 Aaropurm auarsoctuku I[N ¢ gedekToM rymMopajbLHOro 3BeHA

HMMYHHUTETA

Hadexnuonnsie 3ad01eBaHn (peIHIHBHPYIOMINE H TSKeIble OaKTepHATHHEIE)

IgA, IgG, IgM, B x1eTKH B HOpPME B JIBYX HOBTOPHBIX H3MEPEHHAX

!

Ouenutes T-KIETOYHOE 3BEHO HMMVYHHTETA |

i

Ecth npusHaxku
Ty GOKOTO HapymeHus T-
KIETOYHOTO 3BeHa?

Bee knaccsr I B

Ipeaenax HopMbl?
Jia
Ja
HexmounTs geduT OneHHTh cI0CcOGHOCTE (OPMHPOBATH
noakiaccoB IgG IO CTBAKIMHATBHHBIH HMMYHHBII OTBET

Ha BAaKITHHAITHIO

apyIIeHa cIoco0HO T POPMIPOBATh
MO CTBAKIHMHATBHEIH HMMYHHEI OTBET
Ha [OTHCAXAPHIHYIO0 BAKIHHY ?

JlnHaMmIgeckoe
HaOIIoncHHE

apymieHa CIocodHOCTh (OPMHPOBATE
MOCTBAKIUMHAIBHBI HMMYHHBIH OTBET
Ha 6ef[KOBy}0 HIIH KOHBKOTHPOBAHHY KO
BaKIHHY?

Hpyroit ITH]]

Het l

[ Hapymenne cuHTe3a crielubIIecKHil aHTHTET ]
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Hpuiaoxenue B. Undopmauus A4 namueHra

[TepBuunbiii  ummynoaehunutr (ITMI) mpeacraBiasier co0o0i BpOXKICHHBIC HapyIICHUS
UMMYHHOH cHCTeMbl. 3a00J€BaHNE IPUBOAUT K PA3BUTHIO TSKEIBIX XPOHUUECKUX HMHPEKIUH, a
TaKkK€ K ayTOMMMYHHOMY U BOCHAQJUTEIbHOMY IIOPAKEHUIO OpraHoB M TkaHed. Ha
CETOJIHSIIHUN JE€Hb BBISBIEHO MHOTO pasHbix ¢opm [T/, camoii pactipocTpaneHHoU (hopmoii
(ocobenHo cpenu B3pocnbix) sBisgercs [1M]] ¢ HapylieHueM cuHTe3a aHTUTEN, Cpeld KOTOPhIX
OCHOBHO€ 3HaueHHWE HMMeeT o00Imas BapuabenbHas WMMyHHas HexocrarodHocth (OBUH). B
OCHOBE Pa3BUTHA 3THUX 3a00JEBAHUN JICKUT HECIOCOOHOCTh UMMYHHOW CHCTEMBI ()OPMHPOBATH
anTuTena. AHTUTENa (MM MMMYHOTJIOOYJIMHBI) 3TO 0COObIe O€NKH, KOTOpbIe MPOAYLHUPYIOTCS
OpPraHU3MOM B OTBET Ha KOHTAaKT C YyXXepoJHbIMU areHTamu (MHpekuusmu). I[Ipotus kaxxgoro
UHQEKIMOHHOIO areHra, C KOTOPbIM BCTPEYaeTCsl 4YEJIOBEK, CHUHTE3UPYeTCs OCOObI
UMMYHOTJIOOYITMH, TO3TOMY pa3HO00pa3ne UX OYCHb BEJHKO.

Ectb 4 OCHOBHBIX THIIa UMMYHOIJIOOYJINHOB:

o UmmynornoOynun G (IgG) - sBisiercst caMbIM CHIEHU(PUYHBIM U UMEET CaMOE€ BBICOKOE
CPOJCTBO K BO30ymuTensM HH(EKIHuiA. ITOT MMMYHOTIOOYIHH COCTaBJISIET OCHOBHYIO
YacTh AHTUTEJ IUIa3Mbl 370pPOBOro yeioBeka. VIMEHHO 3TOT MMMYHOIJIOOYJIMH WIpaeT
OCHOBHYIO POJIb B 3aIlUTE OpPraHU3Ma 0T HH(PEKIIMOHHBIX ar€HTOB.

e lmmynornoOymun A (IgA) — wurpaer KIOUYEBYIO pOJIb B MECTHOM HMMMYHHUTETE.
BcerpeuaeTcs B KpoBH, CIIOHE, ClIe3aX.

o UmmynornoOymun M (IgM) — wurpaer OCHOBHYH pONIb NpH MEPBOil BCTpede C
UHQEKIel, B 00JIbIIeil CTENeHN CUHTE3UPYIOTCS HAa paHHUX dTarnax MMMYHHOTO OTBETa,
meHee cnenuduueH u MeHee dp¢dextuBeH B cpaBHeHnn ¢ 1gG. Mmeer 6omee KOpOTKHiA
nepuo moiypacmana, yem 1gG

e UmmynornoOynun E (IgE) — urpaer posb B GopMUpOBaHHH aJUIEPrHUSCKUX PEAKIIUH, a
TaKXe B 3allUTe OT Mapa3uTapHbIX Bo30yauTeneid. Ero ypoBeHb B HOpMe OUEHb HU3KHM.

V¥ nauuentoB ¢ OBUH 3naunrtensHo cHmxkeH ypoBHH 1gG u IgA (MHOTI@ BIUIOTH IO MOJIHOTO
OTCYTCTBHSI), TakK€ MOKET ObITh CHUXEH ypoBeHb IgM. DTo mpHBOIUT K MOBBILIEHHOW
MIPEAPACTIONOKEHHOCTH K HHDEKITHSM.

IIpuunHbI pasBuTHS 3200/ 1€BAHUS.

B OGonpmmHCTBE CilyyaeB BBISABUTH NPUUMHY DPa3BUTHUA 3a00seBaHus He ynaerca. ToJbKo y
HEeOOJBIIOr0 4YKCIa TAlUCHTOB YIAaeTCsl BBISBUTh MYTAIUIO («TCHETHYECKYIO IOJIOMKYY),
OTBETCTBEHHYIO 3a pa3BUTHe 3abojieBaHus. Takke O4YeHb PEIKO B CEMbE €CTh TOT, KTO eIl
6osmen OBUH wm npyrumu dopmamu [1TM]JI. OBUH B paBHO# cTeneHu CTpanalOT MY>KYUHBI U

JKCHIIIUHBEI.
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Cumnromslt OBUH

Borpeku pacrpoctpaneHHOMY 3a01yKJIEHUIO MepBble cuMITOMbI 3a0oseBanusi OBUH moryr
MOSIBUTHCSI HE TOJIBKO B JIETCKOM, HO U BO B3POCJIOM M JIaXKe TOKUIIOM BO3pacTe.

Knunuueckne mnposiBneHust 3a0oiieBaHus Od4eHb BapualenbHbl. Haubonee TunuyHbIe
kinuHuueckue npossieHuss OBUH — 310 nndeknuy BepXHUX U HIDKHUX JbIXaTeNbHBIX MyTeil, a
takke JIOP-opraHoB: OTUTHI, TOH3WUIMTHI, PUHUTHI, CUHYCHUTBI, JAPUHTUTHI, TPAXEUTHI,
OpOHXUTBI, MHEBMOHMU. Ha cremyromeM MecTe IO YacTOTe HaXOIATCS HWH(EKIMOHHbBIE
3aboneBanus xenynodHo-kumeyHoro tpakra (JKKT). Takke B KIMHMYECKOW KapTHHE MOTYT
MPUCYTCTBOBATh KOXXHbIE HMH(EKIUH, WH(MEKIHOHHBIE apTPUTHl U Apyrue HHQPEKIHUOHHbIE
MPOSIBJICHUS. XapakTePHbIMU OCOOCHHOCTSAMH 3TUX WH(MEKIUN SBISICTCS 3aTSHXKHOE TEUCHHE,
4acThle PELUJIMBBI, OTCYTCTBHE OXHaaeMoro 3¢@dexkra OT IpHeMa CTaHIAPTHBIX KYpCOB
AHTUOMOTHKOB TIPU OTCYTCTBUHU IMpeapacrnojaraiomux (akTopoB JUis pa3BUTHUS TaKHUX
NPOSIBJIICHUH (HAIpUMeEp, KypeHHUs, TSDKENBIX YCIIOBUN TPY/Ia).

[Momumo nH(peKnit MOTyT OBITH M HEMH(EKIIMOHHBIE TPOSIBIICHUS:
O VYBenuyeHue B pazMepax JIMM(AaTHUECKUX Y3JI0B, CEJIE3EHKH, 1€YEHU,;

o Bocnanenune JeroyHoil TKaHM HEMH()EKLUMOHHOM MPUPOJBI - HMHTEPCTULHATIbHAS
nerounas 6onesns (UJIB);

o Hexkazeo3Hbible rpaHynéMbl (BOCHAINTENBHBIE Y3€IKH HEMH(PEKIMOHHOTO XapakTepa) B
NETKUX, TMM(ATHUECKUX y3J1axX, CEelIe3eHKe. TH IPaHyJIeMbl OU€Hb MIOX0KU Ha TPaHyIEMBI
IIPU CapKOUI03€;

o YacTslil )KUAKHUHA CTYI - 1uapesi, K KOTOPOi MPUBOAUT HE TOJIBKO HATMYME UH(PEKIIMOHHBIX
BO30yAUTENEN, HO U Pa3JInYHble HEMH(EKIMOHHbIE (BOCTIAIUTENbHbIE U AyTOUMMYHHBIE)
IIPOLIECCHI;

o CHuXeHue YpOBHS OJHOTO WJIM HECKOJIbKHMX TIIOKa3zaresed oOIlero aHajau3a KpOBU
(OpUTPOLIUTOB,  TPOMOOLIUTOB,  HEHUTPO(UIOB): HUMMyHHass  TPOMOOIUTONECHHMS,
ayTOMMMYHHasl TeMOJIMTHYECKas aHEMUSI, pexKe HEUTPOIIeHNUS

o 3nokayecTBeHHble HOBooOpazoBanus. [lanmentsl ¢ [IM]J] ¢ HapymeHuem cuHTe3a
AQHTUTEJI HMMEIOT TOBBIIICHHBIH PUCK Pa3BUTHs 3J0KaYECTBEHHBIX HOBOOOpPA30BaHMIA,
ocobenHo muMdom. [Ipu 3TOM prck pazBUTHs JTUMPOMBI CYILIECTBEHHO YBEINYUBACTCS C
BO3pPacTOM MAlMEHTA.

IlocranoBka AuarHo3a
Hwnarno3z IIM]/] ¢ HapylleHMEM CHHTE3a aHTUTENl YCTAHABIMBACTCS HAa OCHOBAHUM JaHHBIX

UCTOpUHU OOJIE3HU, OCMOTpPA U TaHHBIX J1a00paTOPHOTO 0OCIIEIOBAHMUS.
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[Tpu mopo3penuun Ha IIM]] ¢ HapylmieHneM cUHTE3a aHTHTEN B MEPBYIO O4Yepeab MPOBOJIUTCS
ouenka yposuer IgA, 1gG, IgM. IlomyueHHble mNOKa3aTelnd CPaBHUBAIOT C BO3PACTHBIMHU
HOpMaMu. J1Jis MOCTaHOBKH JAMAarHo3a HeoOXOAMMO BBIABUTH 3HauUTENbHOE cHIDKeHHE IgA, 1gG
IIPYU IBYKPATHOM MU3MEPECHUH.

Ha crnenyromem sTtane MCKIIOYAIOTCS pa3HOOOpa3Hble MPUYMHBI, KOTOPHIE MOIUIM MPUBECTH K
CHIDKEHHIO O3THX KJIaCCOB HMMYHOIJIOOYJIMHOB (IIpUEM IMIpenapaTroB, HAIWYHE HEKOTOPBIX
3a0oneBaHuii, B TOM 4YHciae 3a00JeBaHMiA, CONPOBOXKAAIOIIMXCS MOTepeil  Oelnka,
OHKoJlornueckux 3aboneBanuii, BWY). Ecim Bce mnNpuuMHBI MCKIIOYEHBI, MPOBOJUTCA
n0o0cie0BaHne /ISl OKOHYATEeNbHOW IIOCTAHOBKM JMarHoza (ero o0beM OIpenenseTcs
JIeYAlIMM BPAvuOM).

Jleyenue

B ocnoBe neuenuss OBUH nexur 3amecTurenbHas Tepanuss UMMYHOITIOOYJIMHOM 4elIOBEKa
HopMmanbHbIM  (MI'), oOCHOBHOWM 3ajaueil KOTOpOM SIBJII€TCSI BOCIIOJIHEHHE HEAOCTaTKa
coocrBenHpix 1gG y mammeHToB. OJTa Tepanus TO3BOJSMET MPHONIM3UTH KAadecTBO U

MMPOAOJIDKUTCIIbBHOCTD JKU3HU IMAlMCHTA K JIMIIaM 3l[0p0BOﬁ MOIyJIAIHrH.

HUI' — 5T0 mpOIyKT KPOBH, MPEUMYIIECTBEHHO cocrosumil u3 IgG, momydaemblii U3 TU1a3MbI
OOJBIIOTO YHCIIA 370POBBIX JOHOPOB. DTO obecrneunBaeT pazHooOpasme WI u 3amuty oT
OonbpIIMHCTBA HMH(EKIUI, KOTOpbIE MOTEHIIMAIbHO MOXHO BCTPETUTh B OOBIYHOW >KU3HU.
IToaromy Tepanus MU' mpuBOIUT K TOMY, 4TO MamueHT, ctpagatrommii [IN]], nepecraer yacto u

TSHKE0 00JIETh.

UI' moryr ObITh npenHazHaudeHsl aiisg BHyTpuBeHHoro (BBUIY) u mogkoxsoro (ITKHUI)
BBeZicHUs. Jlo3y mpemapara omnpenenser jedalluil Bpad, UCXOJsS M3 Beca MalMeHTa, a TakkKe

TAXKCCTH KIMHUYCCKHUX HpOﬂBHeHHﬁ. I[03a HC JOJI>KHA OBITh MCHBIIC, YEM 0.4 r/kr Beca.

NMMyHOTIOOYHHBI TSI BHYTPUBEHHOTO BBEJICHUS, KaK MPaBHIIO, BBOAAT 1 pa3 B 3-4 Henenu, a
JU1sl ToAKOXKHOTro — 1 pa3 B 1-2 Hepenu. [Iponycku Tepanuu M yAJMHEHUE UHTEPBAIOB MEKIY
BBCJICHUSIMU KpaﬁHe HCXKEIATCIbHBI, TaK KaK IIpCriapaT BBIBOAUTCA W3 OpraHW3Ma B CPCIHEM
yepe3 21 nens. Ecnu BBeneHue mpemnapara ObUIO TPOIYIICHO, CIEIYET OOCYAHUTH C JIeHaIluM
BpauoOM YyBEIMYEHHE JI03bl BBOAMMOIO MMMYHOTJIOOYJIMHA. PemieHne mpuHHMAaeTcs ¢ y4eTOM
JUTUTETILHOCTU TIepephiBa, COCTOSIHUS MAlMEeHTa, YpoBHS mperpaHcdys3nonHoro 1gG (ypoBeHb

IgG nepen BBeeHUEM TIpemnapara).

MHoroe 3aBUCHT OT CBOCBPCMCHHOCTH HA3HAUCHUS TCpaIllUA (Ha‘-II/IHaTL TECpaInro CICAYCT Cpady
IIOCJIE ITOCTaHOBKH I[I/IaFHO?:a). OT MoMeHTa Hadaja CHMIITOMOB J0 MOMCHTa ITOCTaHOBKHU

JMarHo3a 4acTo MPOXOAAT TOAbl M Jaxe AecaTuieTus. HexkoHTpomupyemble HHGEKIHH 10
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Hayaja MpaBWIbHOW Tepanmuu NMPUBOAAT K HEOOpPAaTUMBIM M3MEHEHUSAM B OpraHax (Hampumep,
OpoHxodKTazaM - Aedopmaru OPOHXOB ¢ 00pa30BaHUEM PACHIMPEHUA, B KOTOPBIX MOCTOSHHO
NPUCYTCTBYET OakTepuanbHas (iopa, Tak KaK yAaIUTh MOKPOTY M3 3THX IOJOCTEH IMOJTHOCTHIO

MMPAKTUYICCKU HGBOBMO)KHO).

Tak kak Hanbonee yacTble KiInHUYeckue npossiaeHus [IU]] ¢ HapyleHneM cUHTE3a aHTUTEN -
9TO MH(pEKUUOHHBIE 3a00JI€BaHUs, TOBOJIBHO 4acTO TpeOyeTcsl Ha3HauUeHHe aHTUOAKTEPHATIbHbBIX
npenapatoB. HyXHO y4MTBIBaTh, 4YTO IPOBEJEHHE CTAHIAPTHBIX KypCOB KakK IIPABHUIIO
HEI0CTaTOYHO, MIOATOMY aHTUOMOTUKHU Ha3HAYAIOTCA 00Jiee JITUTEIbHBIM KypcaMu, YeM OOBIYHO.
B HekoTOpbIX ciydasx aHTUOAKTEpUAIbHYIO TEPAIMIO Bpady MOXKET HA3HAYUTh HA JUIUTEIIBHOE
BpEMsi: MECSIIbI M JJasKe TOJIbI.

Taxke NMpH HAIMYUK BOCHAIUTEIBHBIX H/MIM AayTOMMMYHHBIX OCJIO)KHEHHH MOXET OBITh
Ha3HaueHa MMMYHOCYNpecCUBHas Tepanus. [laHHBIH BUJ JIEYEHHS] MOXKET OBITh IPOBENEH
TOJIbKO IO/ KOHTPOJIEM JICHaIlero Bpaya M IPH YCIOBHM IPOIOJDKAIOIIEHCS aJeKBaTHOU
3aMECTUTENIbHOM  Tepamuu  (IpM  HEOOXOOUMOCTH  J103a W/MIM  4acTOTa  BBEIEHUS
MMMYHOTIJIOOYJINHOB MOKET ObITh YBEIMUEHA).

Bakunnauus

Pekomennyercsa. B HacTosIiee BpEMs, BCEM ITAIUCHTAM C HI/II[ C HApYHICHUEM CUHTEC3a aHTUTCII

peKOMeH/yeTcs BaKIMHALMs TMPOTUB BHpyca TpUIa (€XKerofHas), MPOTHB TIeMOpHIbHON
NaJI0YKHU, IPOTUB MHEBMOKOKKa. HecMoTps Ha To, TO pazHOOOpa3sue aHTUTEN NMPOTUB MHPEKIUN
B npenaparax NI’ Benuko, TaHHBIE ITpenapaTsl HE COAEPKAT 3alUTHBIX aHTUTEI IPOTUB BUpPYCa
TPHUIINA, ITaMMbl KOTOPOTO MEHSIOTCA M3 roja B roa. Kpome Toro, B HMX HE conepkarcs
3alUTHbIE aHTUTENIA B JOCTATOUYHOM KOJMYECTBE MPOTHB TakuX MH(EKUud kak remoduibHas
Najo4yKa WM MHEBMOKOKK. [Ipy 3TOM MMEHHO 3TH MH(EKIUU MOTYT NPUBECTHU K PA3BUTHIO

KU3HCYTPOKAIOIMIUX OCIIOKHCHUM Yy nagveHTa.

Baxxno BAKIIUHHUPOBATHE OKPYXKCHHUE IMAIMCHTA ]I MWUHHMU3AIMKM BO3MOXHOI'O KOHTAKTa C

UH(DEKIHUSIMHU.
3anperieHo. Mcnonb3oBaHue KUBBIX BaKIIMH TPOTHBOIOKA3aHO.

Hao0Juironenne y Bpaya 1 MOHMTOPHHTI MOCJIE IOCTAHOBKH IMAarHO3a

[TanreHTHI, MOTyYarOIIUE 3aMECTUTENbHYI0 MMMyHoTepanuto BBUI', mpuxonmar Ha mpuem kK
Bpauy IepeJl BBEICHUEM Ipernapara i 3aMECTUTENIbHOM Tepanuu, To €cTh 1 pa3 B 21-28 nHeil.
CrnenyeTr cooOmUTh Bpauy O JIFOOBIX W3MEHEHUSX COCTOSHUS, YTOOBI HE MPOIMYCTUTh Pa3BUTHE
OCJIOXKHEHUH 3a00J1eBaHMs, TPEOYIOIIMX KOPPEKIINH.

OBHH u cembs
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e Ecnu u3BecteH reHeTndyeckuii nedexT, KOTopbIil mpusen Kk pazpurtuio [TN/]], Heo6xonumo
o0crenoBaTh BCEX POJCTBEHHUKOB Ha HAJIMYKE ITOTO Ae(eKTa.

e BaxxHO BakIIMHUPOBaTh OKpyxeHue nauuenta ¢ [1M]/] ¢ HapyuieHneM cuHTe3a aHTUTEN B
COOTBETCTBUM ¢ HaluoHanbHBIM KajleHAapeM (C LEeNbI0 BaKIUHAIIMK MPEANOYTUTEIHHO
MCI0JIb30BaTh HHAKTUBUPOBAHHBIE BAKIIUHbI)

e OBHH mHacnegyercs O4YEHb pEIKO, TO3TOMY PHCK POXACHHS OOJBHOrO peOeHKa
HEBEJHK.

e Jlmarno3 OBUH y keHIMH HE SIBJISETCS MPOTHBOIOKA3aHWEM K OepeMeHHocTH. Jlis
MUHHMH3ALUU PUCKOB JUI MAaTE€PH U 1012 HEOOXOIUMO:

o IlIpoBenenue ajiekBaTHON 3aMECTUTENBLHOM (B OCTATOYHOM /103€ U C JOCTATOYHOM
4acTOTON) Tepanuu.
o Kontpons ocnoxxHenuii 3a0071eBaHUs.
Bo Bpemss OepeMEHHOCTM J103a UM 4YacTOTa BBEJIEHUS IIpernapara  JOJIKHBI
KOPPEKTUPOBATHCS JICUAIIMM BPauOM UCXOJS U3 MOTPEOHOCTEN U COCTOSIHUS MAIUEHTKU

(Habop Beca).

IIpunoxenne I'l-I'N. HIkanbl oneHKH, BONPOCHUKH W JAPyrue OLEHOYHbIE
HHCTPYMEHTbI COCTOSIHMS NAIMeHTa, MpPHUBEACHHbIE B KJIMHUYECKHUX

PEKOMECHIAIINAX.

He pa3paboransl
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