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CHucok coKpalneHuu
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OBUH — O6m1as BapuaOenbHasi UMMYHHAasI HEI0CTaTOYHOCTh
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KKT — xenyn0o4yHO-KUIIEYHBIA TPAKT
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V11 - ypOBEHBb IOCTOBEPHOCTHU JI0KA3ATEIHCTB



YVP - ypoBeHb YOSIUTETEHOCTH PEKOMEHAAITHIA

BO3 — BcemupHas opranuzanus 34paBOOXpaHEHUs

BBUI** — uMMyHOTIIOOYIMH YeI0BEKa HOPMAJbHBIN** 1J11 BHYTPUBEHHOTO BBEICHUS
[TKUT** — umMyHOT7100yIMH Y€IOBEKa HOPMATBHBIN ** 1Is1 TIOJIKO’KHOTO BBEACHUS

I — I'paMM
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1 — JUTP

NI'BM - uMMyHOTIOOYJIMH Y€JI0BEKa HOPMAJIbHBIN /111 BHY TPUMBIIIIEYHOTO BBEICHUS
MJI - MAJUTHITUTP

MUH - MUHYTa

KIJI - KJIETKa

MM — MHJIJTUMETDP

cI'KC —xopTHKOCTEpPOUIbI CUCTEMHOTO JECUCTBUS

AJl - ayTOCOMHO-IOMUHAHTHBIN TUIT HACJIEIOBAHUS

AP - ayTOCOMHO-pEIIECCUBHBIN TUI HACIETOBAHUS

LOF — cumxenue ¢pynkuuu (loss-of-function)

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

ME — MexayHapoaHasi equHuLIA

BUUY - Bupyc ummyHOAEUITNTA YETOBEKA

TREC — xombueBsie y4acTku, Bbipe3annbie 3 JIHK B T-nmumdonure npu ero cospeBanmm (7-cell

receptor excision circles)

KREC - xombueBbie ywactkun JIHK, Beipe3aHHble npu co3peBaHun B-kieTtok, wu3 JoKyca,

KOIMPYIOIIETro Kanma-1ens (kappa-deleting recombination excision circle)
KP — knimHnueckne pekoMeHjannm

A®DII — anbda-dperonporenn



TepMuHBI U onIpeaeICHUS

[TepBuunsie ummynoneuiutsl (ITM /1) — 3T0 rpymma BpokaeHHBIX 3a00I€BAaHIN IMMYHHOW CHCTEMBI,
HacuuThiBaromas 6osiee 450 HO30J0TUM, CBSI3aHHBIX C YTPATOM, YMEHBIICHUEM WM HEMPAaBUIbHBIM

(GYHKIITMOHMPOBAHUEM OJTHOTO UM HECKOJIBKHUX €€ 3BeHBEB.[ 1—3]

l'unorammarnoOynunemuss - cHuwkeHue ypoBHA IgG (ummyHornoOynmuH () B KpOBU HHXKE 2-X

CTaHJAPTHBIX OTKJIOHEHUH OT BO3PACTHON HOPMBI y JieTel u Huxe 4,5 r/1 (rpaMM/IuTp) y B3pOCIbIX.

[5]

ArammarnoOynunemust - cHukenue ypoBHs IgG B xpoBu Hike 1,0 r/n1 B couetanuu ¢ yposHem IgM
(mmmynOroOynua M) B kpoBu Hike 0,2 /1 u ypoBHeM IgA (nMmyHor1o0ynuH A) B kpoBu Hike 0,1
r/n ipu ypoBHe niepudepuueckux CD19+ B-knetok ke, uem 2%.[5]

[Iperpancdys3uonnsiit yposenb IgG — ypoBenb ummyHoroOynuHa G, UCCIEAOBAHHBINA B JIEHb MEpes
BBEJCHUEM HMMYHOIVIOOyJIMHA YelloBEKa HOPMajbHOrO (T.€. Hamboiee HU3KUN ero Iokas3areib B

TEUCHHUE MecsIa)**,

[lepexmiouennsie B-mumdonntsr (CD19+CD27+1gD—) — B-numdonuTel, KOTOpble HE IKCIIPECCUPYIOT
IgD (ummyHoroOynun D), skcnpeccupytor 1gG, IgA u IgE (ummynornoOynmun E), sBisiorcs
UHIMKATOpaMU HOPMaJIbHOM aKTUBAallMU U pa3BUTHUA B-1MMQOLIMTOB B IepMUHATUBHBIX ILIEHTpaXx

TUM(}aTHYECKUX Y3JI0B U JPYTHX BTOPUYHBIX JIUM(POUIHBIX TKAHIX.[6]



1. Kparkast nagopmanus 1mo 3a001€BaHNI0 WIH
COCTOSIHUIO (Ipynnbl 3200/ 1eBAHUM UJIHA COCTOSTHUM)



1.1 Onpenenenue 3a00/1eBaHUsA UM COCTOSTHUS
(rpynnbl 32001€BAHUMA UJIA COCTOSTHUI)

[IN]] ¢ nmpeuMyleCTBEHHBIM HApYyIIEHHMEM CHUHTE3a aHTUTEN IMPEACTaBIAIOT COOON TeHEeTUYEeCKU
JNETEPMUHUPOBAHHbBIE 3a0o0JieBaHMs, XapaKTEePU3yIOLIHECS HapyLICHUEM mnporecca
aHTUTEI000pa30BaHUs B OTBET Ha TEPEHECEHHYI0 WH(OEKIMI0 WM BakIMHAIWi0. J[aHHas rpyria
BKJIIOYAET B ce€0s IIMPOKUN CIEKTp HO30JOTMW C BapualOelbHbIMM  W3MEHEHUSAMH IOKa3arenei
TYMOPQJIBHOIO M KJIETOYHOTO 3BEHA: OT BBIPAXXEHHOIO CHMJKEHHUS BCEX KIIACCOB CBHIBOPOTOYHBIX
MMMYHOTJIOOYTUHOB (BIUIOTH JI0 HMX TIOJHOTO OTCYTCTBHsI)) W OTCYTCTBUS B-mumdoruToB 10

CEJIEKTUBHOTO AehuunTa aHTUTEN.[6]

[IMJ] ¢ [npenMylecTBEHHOW HENOCTAaTOYHOCTBIO AHTHUTEN TIE€TEPOreHHbl 10  KIMHUYECKUM
MPOSIBICHUSIM, BO3pacTy [e0l0Ta CHMITOMOB M HM3MEHEHHSM B TIOKAa3aTeNsIX TyMOPaJIbHOTO U
kiaetoyHoro 3BeHa OBUH (OOmasi BapuaOenbHass MMMYyHHas HEIOCTATOYHOCTH), X-CLETJICHHAs
araMmanioOyJTuHeMus1, ayTOCOMHO-PEIECCUBHAs araMMariioOylIMHEeMHUs], CeNeKTUBHbIN IgA nedunur,
HapylIeHue CUHTE3a cnenupuyecKux AHTUTET, TpaH3UTOpHAs MJIaJieHYeCKast

runorammariioOynuuemus, nepuuut noakiaaccos IgG).



1.2 DTHOJIOTHUS U MATOT¢HE3 3a§0J1eBaHnﬂ HJIH _
COCTOSIHUA (TPynnbl 3200/1€BAHUIN UJIM COCTOSHUMN)

B ocnose paszsutus [1M1]] ¢ npeuMylieCTBEHHBIM HAPYLICHUEM CUHTE3a aHTUTEI JICKUT HapyILIEHUE

muddepeHmpoBkr B-mumporuToB Ha pa3HBIX dTanax:
l. aHTUTeH-HE3aBUCHMOM (B KOCTHOM MO3T€);
2. aHTUTeH-3aBUCUMOM (B B-30Hax nepudepudeckux TMMQPOUIHBIX OPTaHOB)

Koneunbim stanom nuddepenunpoBku B-nmumdounroB sBisercs ¢opmupoBanue B-numdponuton

MaMSITH U TJIa3MAaTUYECKUX KIJIETOK, OCYIIECTBIISIIOIINX aHTUTEIONPOAYKIHIO.[6—8]

MyTtauuu B T€Hax, BOBJEUEHHBIX B pa3Butue U JuddepeHuupoBKy B-kieTok Ha paHHUX JTamnax,
npuBoAT K dopmupoBanuio popm I[Nl ¢ pannum aedrotom. i1 HUX XapaKTepHbI BBIPAKEHHOE
CHI)KCHHE BCEX KJIACCOB MMMYHOITIOOYJIMHOB BIUIOTH JO araMMmarioOyJWHEMUU C CYIIECTBEHHBIM
CHIW)KCHMEM WM MpPaKTUYECKU IOJHBIM oOTcyTcTBUEM B-kimetok. Oxono 90 % Bcex ciayuaes
HACJIEICTBEHHON araMMarioOyJIMHEMUU MpeAcTaBieHbl Oojne3nbto  bpyrona (X-cuermsieHHOU
aramMmarnmooynmuaemueit), octaiabHble  10%  mpemcTraBieHBI  HE  CICIUICHHBIMH € TIOJIOM
aramMaroOynuHemusiMu [9]. B ocHoBe X-cuemiieHHONW araMmarioOyJIMHEMHUU JIEKUT HapylleHUe
CUHTE3a THUPO3UHKUHA3bl Btk (Ha3BaHHOW 1O aBTOpy bBpyTOHOBCKOI), MpUHMMAIOIIEH ydacTue B
co3peBanuu B-nmumdonuToB B kocTHOM Mo3re. CleICTBUEM 3TOTO SIBISETCS MPAKTUYECKU IOTHOE
orcyTcTBUe B-nmumdonutoB B nmepudepruyeckoit KpoBu U nepudpepudeckux TUMEPOUIHBIX OpraHax u
TSOKENbIE HAPYIICHUS aHTUTENONPOAYKIMU BCEX M30THUIIOB MMMYHOINIOOYIMHOB. I'eH Btk Haxomutcs
Ha X-xpomocome (Xq21.3), noaTomy AaHHON OOJIE3HBIO CTPAAAIOT TOJIBKO JIMIIA MY>KCKOTO 10J1a, B TO
BpeMsl KaK JKEHIIMHBI SBISIOTCA OECCUMNTOMHBIMH HOCUTENsIMU [6,7]. B ocTranbHbIX cioydasx K
Pa3BUTHIO araMMarioOyJTWHEMUU TPUBOAST MYTallUd B JPYTHX TE€HaX, OONBIIMHCTBO M3 KOTOPBIX
HacJIeJlyeTcsl MO ayTOCOMHO-peliecCUBHOMY Tuily. HacimegoBaHue TOJNBKO OJHOM M3 T€HETUYECKHX

(GopM IPOUCXOAUT IO ayTOCOMHO-ToMUHAHTHOMY Tuly (IIpunoxenue A3.2) [10].

HaunGonee uactoii kmuHHM4ecku 3HaunMoi (opmoii [T1M]] ¢ HapymieHueM cUHTe3a aHTUTEN SBISETCS
OBUH. B 6onbIIMHCTBE ClTy4yaeB YCTAHOBUTh TEHETUUYECKYIO OCHOBY 3a00J1€BaHuUs HE TPECTABISAETCS
BO3MOXHBIM. BeposiTHee Bcero, y MNalMEHTOB MMEET MECTO COYETAaHHE OIpPEeACIEHHBIX
MoMMMOPPU3MOB TE€HOB C YCIOBUAMH BHEImHeW cpeapl.[6] Opnako, Omaromapss pa3BUTHIO
MOJIEKYJIIPHOM TeHeTHKH, y vactu nauueHtoB ¢ OBUH ynanoch BBISSBUTH NMPUYMHHO-3HAYMMBbIE
MyTallMM U YCTAHOBUTb MOHOIEHHBIA THII HACIEAOBAaHUSA, YTO MPUBEJIO K BBIACICHUIO OTIACIbHBIX
HO30JIOTHYECKUX (OpM, HEKOTOpble M3 HUX BbIBeAeHBl W3 auarHoza OBUH B nmpyrue pasznmens
KJaccuPUKalMi  BPOXKICHHBIX OIIMOOK HMMMYHUTETa U Temepb He oTHocsates k [IWJ] ¢
IPEUMYIIECTBEHHOM HEIOCTATOYHOCTBIO CHUHTE3a aHTuren. Hapsgy ¢ 3TuM  onucaH  psn
nommMop(pu3MoB, KOTOphIe TpeapacnoiaratoT kK passutuio OBUH, HO He sBustorcs oOmuraTHo-

naTtoreHHbIMu [5,11].

CenektuBHbld IgA nepuuut - Hanbonee MUPOKO PACHPOCTPAHEHHBIM B MOMYJSIUHU, HO 3a4acTYIO
KJIMHUYECKH He 3Haunmbin [IM/] ¢ mpenmyIiiecTBEHHBIM HAPYLIEHHEM CHUHTE3a aHTHUTEN. MexaHu3m

PasBUTHUA W TUII HACJICAOBAHHA CCIICKTHMBHOIO IgA I[C(i)I/IHI/ITa HEN3BCCTCH. HpezxnonaraeTC;{, qTO K



pa3BuUTHIO AedeKTa MOXKET MPUBOIUTH WM HAPYIICHUE MEePEKIIoYeHUs TUMQPOIMTOB Ha CUHTE3 IgA,
WM HapyluieHue cospeBanust [gA nmponyrupyromnmx auM@onuTo. [Ipu 3ToM CUHTE3 APYyTUX KIIACCOB
MMMYHOTJIOOYJIMHOB ocTaeTcsi B HopMe. Cpeau 4iIeHOB OAHOM ceMbH MOTYT ObITh TanineHTsl ¢ OBUH
1 C CCIICKTUBHBIM IgA nedunmuToM, KpoMe TOTO B TCUSHHE JKM3HU OJHOTO TMAIlMEeHTa CEICKTUBHBIA IgA

nedunut MoxkeT Tpanchopmuposarbes B OBUH [6].

MonekynspHo-reHeTH4YeCcKasi OCHOBa pa3BUTHS jAeduuura mnoakiaaccoB [gG Taxke HEU3BECTHA.
OcHoBHOe KiIuHMUYeckoe 3HaueHue wumeer nepuuut IgG2-nonknacca. J[edpuuur IgGl He
paccmarpuBaercst B jgaHHod rpynne IIWJI, Tak kak, cocTaBisii OCHOBHYIO 4acTh obOmero IgG,
npuBoAUT K runorammarioOymunemun. [ledunur [gG3, kak npaBuio, MUMeeT 3HAYEHUE, €CIH
coyeTaeTcs ¢ Ae(UIUTOM APYTUX moakaaccoB win nedummrom IgA, a nedunur IgG4, B GonbmmHCTBE

CJIy4aeB, SIBJISIETCA CIy4ailHON HaXOAKOM U MPOTEKaeT OECCUMITOMHO. [6]



1.3 Dnuaemuosorus 3a60J1§BaHuﬂ WJIM COCTOSTHUS
(rpynnbl 32001€BAHUMA UJIA COCTOSTHUI)

[INJ] ¢ npeuMyIIECTBEHHBIM HApyLIEHUEM CHHTE3a AaHTUTEN NPEJCTaBIsAI0T COOOH caMylo
pactipoctpanennyto ¢opmy [T1U]] — (6omee 50% ot Bcex maruenToB, ctpagatomux [T1]J]) [7,14-16]. B
Poccuiickom perucrpe mnamuentoB c¢ IIMJ[ 3apeructpupoBano 782 mnaumenrta c¢ TN ¢
IPEUMYIIECTBEHHBIM HAPYIIEHUEM CUHTE3a aHTHUTEIN, 4To cocTaBisieT 30% ob1iero uucia naiueHToB
c [IN/I.

Yacrora BcTpeuaemMocT paznuubix ¢opm [N ¢ HapymieHuem cUHTE3a aHTUTEN BapbUpPYyeT B

HIMPOKUX Tpenienax u 3aBUcUT oT ¢popmbl TTH/I.

OBMUH - nanbonee yacThlii MarHo3 B CIy4asiX BbIsABIECHUS KIUHUYecku-3HaunMoro [T/ y B3pocibix.
Tounas pacnpocTpaneHHOCTb naHHOM Gopmbl ITH /] Hen3BecTHA, IO pa3HBIM OLIEHKAM OHA COCTABIISIET

ot 1:10000 mo 1:50000 [6,12]. My>XuuHBI U KEHILUHBI CTPAJAIOT OT 3a00JI€BaHUs B PABHOU CTENEHU
[13].

PacnipocTpanenHocts arammarioOynuHemun Bapbupyer ot 1:100000 go 1:200000. Tak xak
OOJBIIMHCTBO  CIy4YaeB  HacleAyroTcss — X-CLUEMJIEHO, KIMHUYECKHE  MPOSBICHUS  UMEIOT

MPEUMYIIECTBEHHO MAIlMEHThI MY>KCKOTo Toia [6,8].

CenextuBHblid IgA nepuuut npencrasiser coboit Hanmbonee vactyio gopmy I[IHU]] ¢ HapymieHuem
CHUHTEe3a aHTUTEeN (pacmpocTpaHeHHOCTh oT 1:142 mo 1:18000), ogHako y OOJBITMHCTBA MMAITICHTOB
3a0oJieBaHue NMpoTeKaeT 0eccuMNTOMHO. PacpocTpaHeHHOCTh Cpein JIUI] MY>KCKOTO U 5KEHCKOTO Toja

onuHakoBas [6,12].

WctunHas pacnpocTpaHeHHOCTh AepuIuTa crnenuduyecknx aHTuTen u aedunurta noakiaccoB IgG
HEM3BECTHA, TaK KakK B psAJE CIlydyaeB JaHHbIE M3MEHEHUS HE MPUBOIAT K Pa3BUTHIO KIMHUYECKU-
3HaYMMBIX HHpeKkuuid. KpoMe Toro, B pyTHHHON MpakTUKE aHaJIU3 MOAKIACCOB UMMYHOIIIOOYJIMHOB U

MCCJIeIOBaHNE TUTPOB CIIENU(PUUESCKUX aHTUTEI HE BCETa A0CTYIHBI [6,14].

Ouenutps pacnpoctpaHeHHOCTh Apyrux ¢opm [IN]] ¢ mpeumyliecTBEeHHbIM HapylEHUEM CHUHTE3a

AQHTHUTEJI Ha CETOAHAIIHUN JICHb HEBO3MOXKHO [6].



1.4 Oco0eHHOCTH KOAUPOBAHHUSI 3200/ 1€ BAHUSA UJIH
COCTOSIHUA (IPyNIbI 3200J1€BaHUIl HIH COCTOSIHHA) 110
MexayHapOAHOH CTATHYECKOH KJIACH(PUKALMH
0oJ1e3Hel U NPo0JieM, CBI3aAHHBIX CO 310POBbEM

Knaccuduxamus TT1MJ[ mo MexayHnaponHoit knaccudukamuu Oonesneit 10 mepecmorpa (MKB-10)
ycTapena U HE OTpakaeT COBpPEMEHHbIE naHHble. Hanbonee akTyanbHOH sBieTCs KiaccupuKanus

[T1]I, ocHOBaHHas Ha BBIsABIIEMOM nMMYyHoJoruaeckoM nedekre ([Ipunokenne A3.2) [5,15].
D80 — ImMyHOAE(HUUINTHI C TPEUMYIIECTBEHHON HETOCTATOYHOCTHIO aHTUTEI

D80.0 HacnencrBeHnHas rumoraMmmarioOyTnHEMUs

D80.1 Hecemeitnast runoraMmmarioOyTmHEMUS

D80.2 N3buparensHblil 1euIUT UMMYHOTIIOOyIHHA A

D80.3 N30uparenbHblil 1e@UIUT MOAKIACCOB UMMYHOIOOyInHa G

D80.4 N30uparensHblil 1e@UIIMT UMMYHOTII00ymMHa M

D80.5 UmmyHOMEPUITUT C TTOBBIIIEHHBIM COJIEp)KaHuEM UMMYHOTIToOymruHa M[ 1]

D80.6 HenocraroyHocTh aHTUTEN € OMM3KMM K HOpME YpPOBHEM HMMYHOIJIOOYIMHOB WIH C

TUIEPUMMYHOITIO0YIMHEMUEH

D80.7 IIpexoxasiias runoraMmarioOy THHEMHUSI TeTEH

D80.8 [dpyrue uMMyHOASHUIIUTHI C MPEUMYIIECTBEHHBIM JAe()EKTOM aHTUTEN
D80.9 UmmyHOAEDUIIUT C TPEUMYIIIECTBEHHBIM JAe(EKTOM aHTUTEN HEYTOUHEHHBIH
D83. — O0uuit BapradbenbHbIii UMMYHOAEPUITUT

D83.0 O6muii BaprabeabHbIi UMMYHOIS(DHUIUT ¢ TTPEOOIAAIONIUMU OTKIIOHEHUSIMU B KOJTUYECTBE U

(YHKIIMOHAJIBHON aKTUBHOCTU B-KieTok

D83.1 O6muii BapuabenbHbI HMMYHOACHUITUT C MpeodIagaHueM HapyIICHU UMMYHOPETYISTOPHBIX

T-kneTox

D83.2 O6muii BapnabenbHbIil HMMYHOACHUITUT C ayTOAHTUTENaMu K B- mnn T-xknetkam
D83.8 JIpyrue oOuue BapradeabHble UMMYHOIE(PUIUTHI

D83.9 O6muii BapuabenbHbIi IMMYHOACHUIIUT HEYTOUHEHHBIH [16]

[1] x maHHOW KaTeropuum OTHOCATCS BapuaHThl runep-IgM-cunapomoB 6e3 1e(deKTOB KIETOYHOTO

3BeHa UMMYHHTETA, OCTajJbHbIe GOpMBbI Kilaccuuuupyrorcs kak komOuHupoBaHHble [TM]).



1.5 Knaccudukanust 3a001eBaHusI MM COCTOSTHHSA
(rpynnbl 320071€BAHUMA UJIA COCTOSTHUI)

Cwm. I[Ipunoxenue A3.2.



1.6 Kianmanyeckas KApTHHA 3a§0J1eBaHnﬂ WA _
COCTOSTHUSA (IPyNnbI 3200/ 1€ BAHUM UJIM COCTOSIHUMN)

[IN]] ¢ npeuMylIEeCTBEHHbIM HapyIIEHWEM CHHTE3a AaHTUTE MPEACTABIAECT COO0OM Pa3HOPOIHYIO
rpynmny Ho3ojorui. g xaxmod u3 ¢GopM XapakTepeH CBOW YHUKAIBHBIA CHEKTP KIMHUYECKUX
OPOSIBIIGHUH M PAa3JIMYHBIA  BO3pAcT TMOSIBIEHUS CUMNTOMOB. OObEeIUHSIONICH XapaKTepHOM
OCOOEHHOCTBIO  SIBJISIETCSI HAJIM4YME PEUUAUBUPYIOIIMX HH(EKIU, NTPEUMYIIECTBEHHO CHHO-

MMYJIbMOHAJIIBHOI'O TPpAaKTa C MOBBIIIICHHON BOCIIPUHUMYHNBOCTBIO K MHKAIICYJIMPOBAHHBIM 6aKT€pI/IHM.

Tsokenble  peunauBUpylOmIMEe HHQEKIUH OpPraHoB JeixaHuss y mnamueHtoB ¢ [IHUI ¢
MPEUMYLIECTBEHHBIM HAPYIICHUEM CHHTE3a aHTUTEN MPUBOAAT K Pa3BUTUIO CTPYKTYPHBIX U3MEHEHUMN

JICSTOYHOM TKaHU: OPOHXO0IKTa3bl, THEBMOCKIIEPO3, THEBMOGHOpo3. [17-19]

BroppiMm 1o wyactoTe HH(EKIIMOHHBIM TPOSIBIEHUEM TIOCIE CHHO-MYIbMOHAIBHBIX HHQEKIU
ABIIAIOTCS HMH(EKIMOHHBIE TOpaxeHus kemynouHo-kumeuHoro tpakra (OKKT). Hudexnuonnas
SHTEPOMATUSI MOXKET OBbITh BbI3BAaHA CHHAPOMOM HU30BITOYHOTO OaKTEPHAIBHOTO pOCTa HIIU
cnenu@uueckuM Bo30yauTeneM. B KIMHUYECKOW KapTUHE OHM MOTYT COYETaThCsl C KOKHBIMU

nHpeKIuAMU, UHEKITMOHHBIMU apTPUTAMHU U APYTUMHU UH(PEKIUOHHBIMU MPOSIBICHUSIMHU.

XapakTepHoii 0COOCHHOCThIO MH(EKIIMOHHBIX TMPOIIECCOB SABISETCS (Kak U B clydae Apyrux (opm
M) TOpHmMIHOCTH K CTAaHAAPTHBIM CXeMaM AaHTHOMOTHUKOTEpaluu, a TaKXKe OTCYTCTBHE
npenpacnojiaralonux (GakTopoB Uil Pa3BUTHUS TSDKENbIX MHQPEKUUNA (HampuMmep, KypeHus,

HEOMaronpusATHBIX YCI0BUM Tpyaa) [8].

C KIMHMYECKOW TOUKHM 3peHusi, HauOonbllyio akrtyaibHOCTh u3 [IM]], mepeuncieHHBIX BbILIE, Y

B3pOCIBIX U AETENU UMEIOT:

- AramMmMarnoOyTMHeMus1, BKIItodas X-CIeTUICHHYI0 aramMmmarioOyinaeMmuro (0ose3ns bpyTona);
- Obmras BapuadenpHas UMMYHHAs HenocTatogHocTh (OBIH):

- CenextuBHbI [gA nedunut:

- Jlebunut moaknaccos 1gG;

- CeNeKTUBHBIN 1ePUIUT ceUPUIECKUX aHTUTE,

- Tpan3uTopHas MaaJeHUECKas TUIIOTraMMarIo0yIMHEMHUS

X-cuemienHas arammarnooynunemus (bonesns bpyrona)

K xapakrepubiM ocobenHocTsM 3T0il dopmbl [11]], kpome mpeapacronokeHHOCTH K HH(EKIHIM,

OTHOCATCA:

- CuMrnTombl 3a00JIeBaHMS, KaK IPABHIJIO, BO3HHUKAIOT B MEPHOJ OT 6 MecsameB a0 1 roga >KW3HU

pe6éHKa, Koraa MpOMCXOAUT HCTOIICHHUC ITOJTYYCHHBIX TPAHCINIAOCHTAPHO OT MAarcpu aHTUTCI, a



CHHTE3 COOCTBEHHBIX HE OCYHICCTBIIAACTCA B aJACKBATHOM KOJIMYCCTBE. OJIH&KO, B Ooiiee PEAKUX

ciiyyasix 3a001€eBaHUE MOXKET MaHU(pECTUPOBaTh U nocie 1 rona xu3nu; [6,7,20]
- B HEKOTOPBIX ciyyasx MOXKET HaOIIOaThCSl OTCTaBaHKUE B (PU3UUYECKOM Pa3BUTHH; [6]

- HenopasButue nepudepuyeckux IUMEGOUIHBIX OPraHoB (THMOIJIA3Us MHMHJAIUH, JUM(OY3I0B);

[20]

- XpOHMUYECKOE TEUEHUE CUHYCHUTOB C YaCTHIMU 00OCTPEHUSIMH;

* BpOHX03KTa3bl, KaKk CIEACTBUE HEOAHOKPATHO MEPEHECEHHBIX THEBMOHUI;

- HelipoceHcopHasi TYyroyxoCTh, KaK CIEICTBUE TEPEHECEHHBIX THOMHBIX CPEIHUX OTUTOB; [6]

- Hedopmarms cycTaBoB, Kak CJEACTBHE IEPEHECEHHBIX HH(DEKIMOHHBIX M HEMH(PEKIMOHHBIX

apTpUTOB; [6]
- Helirporienus B ne0roTe 3a00I€BaHUS;

B wmenpmeit cremenu, yem s apyrux ¢opm I[IMJ, nns bonesnn bpyrona xapakrepHsl
COIYTCTBYIOIIME HEUH(MEKIIMOHHbIE OCJOXKHEHUS, TaKhue Kak ayTOMMMYHHbIE MPOSIBICHUS,
BOCIaMTeNnbHOe 3a0oneBanne kumedHuka (B3K). Tem He MeHee, Mo CpaBHEHHIO CO 310pOBOMU
HOMYJIALMEN, PUCK YKa3aHHBIX OCJIOXHEHUM 3HauuTenbHO BbIe. Hanmpumep, Moxxer HabOmronarbes
pa3BUTHE TaKUX OCJIOXKHEHHIM KAK FOBEHWIbHBIM PEBMATOMAHBIM apTPUT, KOJIOPEKTAIBHBIA pak,

KpoHno-nomo6HO€ BocmanuTeapHOe 3a001eBaHne Kulieunrka, caxapasiid quadet (CH) I tuma. [7,8,20]

Knnnnueckast kaptuHa Ipyrux (GopMm aramMmmanioOyJInHEMUN (ayTOCOMHO-PELECCUBHBIX U ayTOCOMHO-

JIOMHUHAHTHOM ) CXOJTHA C TAKOBBIMH MPU X-CIETUICHHOW araMmmarioOyauHeMud. [5,8,14]
O6mias BapuabenbHas UMMYyHHast HegoctarouHocTh (OBUH)

- [lepBble KIMHUYECKUE CUMITTOMBI 3a00JIEBaHMSI MOTYT MOSBUTHCS KaK B JETCKOM, TaK U BO B3POCIOM
BO3pacTe. MHOTruMe aBTOpHI BBIACISAIOT JIBa MHKa JeOr0Ta CUMITOMOB, xapakTepHbix ans OBUH:

MEeXIy 2 1 5 ronamu, a Takxke Mexay 18 u 25 rogamu; [12,21]

[Tomumo MHQEKIMOHHBIX MPOSBICHUN 3a00JIeBaHMS (CXOKHMX C TEPEYMCICHHBIMU IS OOIEe3HU
bpyrona), nis OBUH xapakTepeH mUpOKUi CHEKTp HEMH(EKIIMOHHBIX MPOSBICHUM, CBSI3aHHBIX C

UMMYHHOUW JUCPETYISLUECH:

- [Taronornueckas mumdonpommdeparus (mumdoaaeHONaTHs, CITICHOMETAIHS U JIp. ):

o JlumdoaneHonaTus pa3IMuHbIX FPpyn JIUM@arudeckux y31aoB (okoso 40% nanueHToB);
o Cnnenomeranus (10 60% naueHToB);

o [l'emaromeranus (0 15 % maruenToB). [22]



OmauM n3 HambOojee THKENIBIX HEMH(EKIIMOHHBIX BOCHAJUTEIBHBIX OCIOKHEHUH CO CTOPOHBI
OpOHXO-JIETOYHOM  CHCTEMBI  SIBJISIETCA ~ MHTepcTHIMaibHas  Oosie3nbp  jerkux  (MBJI).
Pacnpoctpanennocts MBJI B 240 pa3 Beime cpeau namueHToB ¢ OBUH, yem B 00miedt momymsiium.
[23] IposBaenus WBJI odenr BapwabenbHbl. I[lom 3TUM TepMHUHOM OOBEACHBI TaKHE
MaTOTHCTOJIOTHYECKAE  €IWHUIBI  Kak  JUMQOIMTapHas  WHTEPCTHUIMAIbHAS  ITHEBMOHWUS,
GbOJITUKYISIPHBIM OpOHXHOJIMT, TpaHyJIeMaTo3Hasi JierodyHas OOJie3Hb, OPTaHU3YIOIIAsCS IMHEBMOHUS,

rpa”yieMaTo3HO-TUMQoIUTapHas 00J1e3Hb JeTKuxX u Ap. [19,24]

Jina mnaumenroB ¢ OBUH xapaktepHo oOpa3oBaHuME HEKAa3€O03HBIX TIpaHylIéM B JIETKHUX,
TuM(paTHYECKUX Y3JIax, CeNIE3eHKe, pexke APYruX opraHax. ITU TpaHyJIeMbl UMEIOT CXOJIHBIE YEPTHI C
rpa"ynémMaMu mpu capkoujpose. [6] bombpmoe 3HadueHWe TpW TpoBeAcHUW auddepeHInanIbHON
auarHoctuku Mexnay OBUH u capkonmozom umeroT ocoOeHHOCTH rpanysiem, HaOmonaembie Ha KT
(xomnploTepHas Tomorpadusi) opraHoB rpyaHoi kinerku. [Ipy OBUH uame nopakarorcst HUXKHUE
JIONU JIETKUX, Y3€JIKUA 3aMeTHbIe, OOJbIINE, B OOJBIIMHCTBE CIIy4YaeB JIOKAJIU3YIOTCS XAOTUYHO,
XapaKTepHO HaIu4re OpOHX0AKTa30B. [Ipu capkongo3e y3eaku HeOOIBIINX Pa3MEPOB, JIOKATU3YIOTCS
nepuwinM@aruyecku, TUMMYHA JuMdaaeHonaTusi IPUKOPHEBBIX JTUM(paTHYeCKuX y370B. Tak kak A
CapKouJ03a HE XapaKTepHbl TshKeNble WH(EKIuU, OPOHXOAKTA30B B JIETKUX, Kak MPaBWIO, HE
Habmomaercs. [19,25]

[Topaxenue xenynouHo-kuieynoro tpakta (OKKT) nemndexnuonnoro renesa. Juapeinsiii
CUHAPOM (CTOMKHN WIIM TPAH3UTOPHBIN) XapakrepeH Ooisiee, uem it 20% OonbHbIX. [lopaxkenue
KHUIIIEYHUKA MPUBOAUT K CHUHAPOMY MajabaOCOpPOIMH, Pa3BUTHUIO THUIMOMPOTEMHEMUYECKUX OTEKOB,
BBIPQXKEHHBIM JJIEKTPOJIMTHBIM HApYIICHUsM, AucOaiaHCy BUTAMHHOB W MHUKpOIeMeHTOB. K
HenHpexuonusiM popmam nopaxenus: XKKT y manmentoB ¢ OBUH otHocsATes nennakus-nonooHoe
MOpa)KeHNE TOHKOTO KHUIIIEYHHKA, KPOHO-TTOI00HOe nopakeHue kumeunuka, HAK (necnennduaeckuii
SI3BEHHBIN KOJIUT), HOMYyJIsIpHAs JIUMQOUIHAs TUIEpIUia3usi KUIIeYyHHKa, oOpa3oBaHHE TIpaHyJeM B
kumeyHuke. Hepenko cumnromsl nopaxenus: JKKT saBisitores ocHoBHBIM cumntoMoM OBUWH, uro

CYIIECTBEHHO YCIOXKHSET IMarHOCTUKY. [6,26]

[uTtonenun (MMMyHHass TPOMOOIMTOIIEHUS, AYTOMMMYHHAsl TE€MOJIMTUYECKAs AaHEMMs, pexKe
HelTponenus). UMmyHHbIe 1uTonenun xapaxktepubsl mig 10-29% nanumentoB OBUH, 3auacrtyto, onu

SIBJISIFOTCSI TIEPBBIM KJIMHUYECKAM CHMIITOMOM 3a00seBanusl.[6,8]

- 3nmokauecTBeHHble HOBOOOpaszoBaHud. Ilanmentel ¢ OBUH uMeOT MOBBIIEHHBI PUCK Pa3BUTHUSA
3JI0KQUE€CTBEHHBIX HOBOOOpa3zoBaHuii, ocoOeHHO aumdom. IIpu 3TOM puCK pa3BuTUS JTUMDOMBI
CYIIIECTBEHHO YBEJIMYMBACTCS C BO3pacToM TmanueHta. HauOomee xapaKTepHbI HEXOIKKUHCKHE

TUM(GOMBL[6]
CenextuBHbiii IgA gedunut

[IpakTyecku y IBYyX TpeTeH MalMEHTOB CENEKTHBHBIM [gA neguuut nporekaer GeccumnromHo. B
Clly4ae CUMITOMATHYECKOTO TEUCHUsI 3a00JI€BAaHUS XapaKTEPHbI HE CTOJIBKO TSKEIbIE, CKOIBKO YacThIe
nHpeknuu. bonee Tskenoe TeueHwe HaOmromaeTcs npu codeTaHuu aedurmra IgA ¢ aedwummrom
nozakinaccoB IgG. YV manueHToB ¢ ceneKTuBHBIM [gA nedunnToM MOTyT Takke ObITh COIyTCTBYIOLIUE

3a0oneBanus JKKT, ayTouMMyHHBIE U ajuiepruueckue 3a00JIeBaHuUs.



Hedbunutr mnonkmaccoB IgG u aedunut cnenuduyueckux aHTUTE TPH HOPMAIBHOM YpPOBHE

I/IMMyHOF.HO6YJ'II/IHOB U HOPMAJIbHOM KOJIMYCCTBC B-J'II/IM(bOI_[I/ITOB

Hns nedunura moaknaccoB IgG Oomee XapakTepHbl CHUHYCHUTBI, OTHTBI, OpPOHXHUTBHI, TIPH HTOM
NHEBMOHMM M MEHMHIUTBI BCTpeyaroTcs pexe. OTMmedaercss CKIOHHOCTh K aJuIEprU4ecKuM

3aboseBanusM. [6,27]
TpansutopHas miiageH4YecKas rUnoraMMarioOy TMHEMUsI.

[TepepnIB MEX Ty UCTOIIEHUEM MATEPUHCKUX aHTUTEN U HAYaJIOM aJICKBaTHOTO CHHTE3a COOCTBEHHBIX
Yy MIIQJICHIICB TPEICTABISICT CO00M (DU3MONOTHICCKUIN TEPHO THIIOTaMMAarioOyTuHEMHH, KOTOPBIHA
O0OBIYHO TpOMOJDKaeTCs 0 Bo3pacta 3-6 mecsies. [Ipoanenue 31oit pa3pl ¢ yMEHBIIEHHEM YPOBHS
IgG cunTaeTcs TPaH3UTOPHOM THIOraMMarioOyJIMHEMUEH JETCKOro Bo3pacTa. 3a00JieBaHUS MOXKET
MpoTeKaTh OeccMMNTOMHO. B psiie ciydaeB HaOmomaroTcs — Oojiee dYacThle WHMEKIIMOHHBIE

3a00JIeBaHMs BEPXHUN U HIDKHUX JBIXaTEIbHBIX MyTei.[6,7]



2. lnarHocTHKAa 3a00/1eBaHUSA HJIH COCTOSTHUSA
(rpynnsl 3a00/1eBAHUM WM COCTOSIHUI) MeAUIIMHCKHUE
MMOKA3aHUSA U MPOTUBONMOKA3AHUA K IPUMEHECHUIO

s kaoscoou  u3

METOAOB ITNAI'HOCTUKHU

Ggopm IIH]] ¢ npeumywecmeeHubiM HApYUWIEHUEM CUHMeE3d  AHMUMmer

chopmynuposanvl omoenvHvle Kpumepuu nocmanoéku ouacuosa. (labnuya 1, Ilpunoowcenue bl,
Ipunooicenue b2). 28]

Tabmuma 1. Jduarnoctuueckue kputepun ESID pasmuunsix ¢opm TN ¢ mpenmyliiecTBeHHON

HEJIOCTAaTOYHOCTHIO CUHTE3a aHTUTEN.[28]

dopma NNA

Kputepumn

OBUH

. 21 13 cneayWMX KpUTEpUeEBs:
MoBblWeHHasA NOABEPXKEHHOCTb NHEKLUNAM;
AYTOVMMMYHHbIE NPOSIBIEHUS;
Ob6pasoBaHue rpaHynem;
HeobbscHMMas nonuknoHanbHas numdonponudepauns;
MNA c HapyweHWeM CUHTE3a aHTUTEN Y YJIEHOB CEMbMU.
. BblpaXX€HHOe CHWxXeHne ypoBHA IgG (B 2-X NOBTOPHbIX MCCNefoBaHUsaX Ha 2 SD oT Bo3pacTHoW
OpMbl, A58 B3pOC/bIX — MeHee 4,5 r/n) n IgA c/6e3 cHuxeHnsa ypoBHs IgM;
. 21 13 cneayoWMX KpuTEepues:
HeapekBaTHbIV OTBET Ha BakuMHaumMioo (M/MNn OTCYTCTBME U30remMarriioTUHUHOB);
Manoe KONMyecTBO NepekItoveHHbIX B-knetok namsatn (<70% OT BO3pacTHOW HOPMbI);
. NckntoueHne BTOpUYHOro reHesa runorammariobynmHeMmn;
. Bozpact >4 net (cuMmnTOMbI MOryT AebOTUPOBAaTb pPaHbLUe);
. OTcyTCcTBME NpU3HAKOB rnyboKoro HapyweHus T-KNeTo4YyHOoro 3BeHa (Hanuume He 6onee oAHOroO U3
Tpex Kputepues):
- CD4+/mkn: 2-6net < 300, 6-12net < 250, ctapwe 12net < 200.
* % HamBHbIX CD4+: 2-6neT < 25%, 6-16 net < 20%, ctapwe 16 net < 10%;
§ T-knetoyHas nponudepaumns oTcyTcTeyeT. [29]

Q) U1 AU W I NUDOUWDOUDNUOIWD =

X-cuenneHHasn
arammarno6ynmemus

AdnarHo3 oKoHYaTeneH:

MauneHT My>XXCKOro nona, y kotoporo < 2% CD19+ B-knetok

+ MUHUMYM 1 13 cneayoWnX KpUTEpPUEB:

- MyTauusa B reHe Btk;

- OtcyTcTtBme MPHK Btk B HenTpodunax nam moHouuTax;

- OTcyTCTBME aKCnpeccuun Btk B MOHoUMTax unm TpomboumnTax;

- O848, NNeMSHHUKN, Ky3€eHbl MO MaTePUHCKON NnMHMKM ¢ CD19+ B-knetkammn < 2%.
[OwvarHo3 BeposiTeH:

[MaumeHT My>XCKOro nosa, y Kotoporo, y Kotoporo < 2% CD19+ B-knetok

+ BCE cnegytowmne kputepum:

e Havano peunaunsupytowmx baktepmanbHbix MHGeKUNn go 5 net;

e CHuxeHue IgG, IgM n IgA 6onee, yeM Ha 2 SD HUXe HOpPMbI ANS BO3pacTa;

e OTCYTCTBME N30reMarritoTUHUHOB U/WUK NJIOXOM OTBET Ha BaKLUMHAUMIO;

e /ickntoueHbl apyrme npuYnHbl rMnoraMmmariobynmHeMmn.

[JvarHo3 BO3MOXEH:

MauneHT My>XCKOro nona, y Kotoporo < 2% CD19+ B-KkNeTtok W UCKKYEHbl APYyrue MpUYmnHbI
runoramMmarnobynnHemMmm

+ MUHUMYM 1 13 cneayoWmnx KpUTeEpUEB:

e Hayano peunaunsupytowmx baktepmanbHbiXx MHdeKUnn go 5 net;

e CHmxeHune IgG, IgM n IgA 6onee yem Ha 2SD HuXXe HOpMbI ANS BO3pacTa;

e OTCYTCTBME N30remMarritoTUHUHOB U/WUK NIOXOM OTBET Ha BakuMHauuio. [28]

npeuMMyLLecTBEHHOMN

aHTUTEen

=1 13 cneayoLWNX KpUTEpPUEB:

§ MoBbilleHHas NOABEP>XXEHHOCTb MH(EKUUNAM;

8§ MWmmyHHasa aucperynsauma (ayTOMMMYHHble nposiBeHus, nuMmdponponudepauyus,
CKJIEPO3UPYIOLLMIA XOJTAHIUT)

8§ LutoneHun (HEATPONEHUA UM aYyTOMMMYHHbIE LIUTONEHUM);

8§ OHkosnoruna (numdoma);

§ NN c HapyweHUeM CUHTEe3a aHTUTEJ1 Y YIEHOB CEMbM.

f'mnep IgM - cuHApOM C M BbIipaxxeHHOe cHM)xeHue ypoBHA IgG npu HOpMaJibHOM WM NOBbLILWWIEHHOM YpPOBHE

IgM (B 2-X NOBTOPHbIX UCC/IeA0BaHUNAX)

HeAOCTAaTO4YHOCTbIO CHUHTE3a N apyrue npuymnHbl runoraMMarnOSVnuHeMuu 6b1/IN UCKJTHOYEHDI

U oTcyTCcTBYIOT NpU3HaKM ry6okKkoro HapyweHusa T-K/eTO4YHOro 3seHa (Haauuume He
60s1ee ogHOro U3 Tpex KpuTepmes):

CD4+/mkn: 0-6 mecsaueB < 1000, 6 mecsauyeB -1 rogq < 800, 1-2 roga < 500, 2-6
ner < 300, 6-12 net <250, crapwel2ner < 200;
8§ % HauBHbIX CD4+: 2-6 net < 30%, 2-6 net < 25%, 6-16 net < 20%, crapwe 16
ner < 10%;
8§ T-knertouyHas nponudcdepaunsa oTCyTCTBYET.
M HeT AaHHbIX 3a aTaKCUIO-TesleaHrnakKkTasur (nNATHa «kode C MOJIOKOM>», aTaKCcus,
TeNeaHrMaKTasum, NoBbilWeHHbI AD).

HapyweHue CUHTEe3a NHdeKkunoHHble 3aboneBaHns (peunamBmpytoimne un Tsxxenble 6akTepuanbHble)
cneynpuryecKknx aHTuTen WM ypoeeHb IgG, A, M n nogknaccos IgG B npegenax pedepeHCHbIX 3Ha4YeHUNn

WU rnybokoe HapylleHWe CUMHTEe3a aHTUTeNn NMbo nocne UMMyHM3auMM BaKLMHOW, coaepallei
MHEBMOKOKKOBbI OYMLLEHHbIA MNONMUCaxapuaHblil  aHTUreH (MW Apyron nonvcaxapuaHon
BakUMHOM), nmnbo nocne nepeHeceHHOro  3aJ0KYMEHTMPOBAHHOIO  MHMEKLMOHHOro
3abonesaHus

W vckntoveH gedekT T-KNeToYHOro 3BeHa MMMyHUTETa.




'mnep IgM - cuHAapoM C
npeMMmyLiecTBeHHOW
HeAOoCTaTOYHOCTbIO CHHTE3a
aHTuTen

=1 u3 cneayroOLWNX KpUTEpPUEB:

§ MoBblWeHHas NoABEPXXEeHHOCTb MH(EKLUAM;

8§ MWmmyHHasa aucperynsauma (ayTOMMMYHHble nposiBeHus, nuMmdponponundepauus,
CKJIEpPO3UPYIOLMIA XOJTAHTUT)

8§ LUutoneHun (HEATPONEHUA UM aYyTOMMMYHHbIE LIUTONEHUM);

8§ Onkonorusa (numdcpoma);

§ MU c HapyweHUeM CMHTEe3a aHTUTEN Y YIeHOB CEMbM.

U Bbipa)xxeHHOe CHWkeHue ypoBHsA IgG npu HOpMaJsibHOM WJ/IM NOBbILLEHHOM YPOBHE
IgM (B 2-X NOBTOPHbIX UCCNEefOoBaHUNAX)

WU ppyrme npuvymnHbl runoraMmMmarnobynmHemMmm 6bisiu UCKJIHOYEHDI

M oTcyTcTBYIOT Npu3sHaku rny6okoro HapyweHus T-kieTo4yHOro 3seHa (Hanuuue He
6051ee oaHOro U3 Tpex Kputepmes):

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

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

8§ T-knertouyHas nponudepaunsa oTCyTCTBYET.

U HeT AaHHbIX 3a aTaKCUIO-TeNlIeaHrMaKTasu (nNATHa «kode C MOJIOKOM>», aTaKCus,
Te/sleaHrMaKTasum, NoBbileHHbi AD).

CouyetaHue pecdpuumta IgA c
aecbunToM noaksiaccos
IgG

NHbeKUnoHHbIe 3a6oneBaHns (peunamBmpytolwmne un Tsxenble 6akTepuanbHbie)

WU otcyTtcTBme IgA, ypoBHu IgG, M npeaenax pedepeHCHbIX 3HAaYEHUA UAN Cllierka CHUXEHbI

WU cHMXeHne 04HOro Mnn HeCKoNbKMX noaknaccos IgG (Npu ABYKpaTHOM U3MepeHun)

MU coxpaHeHa crnocobHoCTb K (OPMMPOBaHUIO afeKBaTHOro MOCTBAaKLMHANBLHOIO MMMYHHOIO
oTBETa

WU ncknioveH gedekT T-KNETOYHOro 3BeHa MMMYHUTETA.

AeduunTt nogknaccos IgG

NHbeKUnoHHbIe 3aboneBaHns (peunamBmpytowmne 1 Tsxenble 6akTepuanbHbie)

WU yposeHb Ig A, G, M npegenax pedepeHCHbIX 3Ha4YeHuM

W cHMXXeHne 04HOro Mnn HeCcKoNbKMX noaknaccos IgG (Npu ABYKpaTHOM U3MepeHun)

MU coxpaHeHa crnocobHoCTb K (OPMMPOBaHUIO afeKBaTHOro MOCTBAKLMHANBLHOIO MMMYHHOIO
oTBeTa

WU ncknoveH gedekT T-KNeTOYHOro 3BeHa MMMYHUTETA.

TpaH3uTOpHaa runoramMmma-

rnobynunemus

IgG HuMxxe BO3pacTHOM HOPMbI B NepBble 3 rofa Xu3sHu (Npu ABYKPaTHOM U3MEPEHUN)

W 66111 nckNroYeHbl Apyrue npuymHel runoraMMmarnobynmHeMmmm

W cnoHTaHHOe pa3pelleHune npnbnnsntenbHo nocne 4-x ner.

NB! MauueHTbl cHavana AO/MKHbI ObiITb 3aperucTpMpoBaHbl Kak Heknaccuguumpyembii MUL ¢
NnpeMMyLecTBEHHOM HeAOCTaTOYHOCTbID CUHTE3a aHTUTEeN W MNepeHeceHbl B KaTeropwuio
TpaH3UTOpPHOM rMnoramMmarnobyMHEMUM TOSIbKO MOC/e CMOHTAHHOIO pa3pelleHus B Bo3pacTe
4-x nert.

CenekTuBHbIN IgA pecdbnunr

1. =21 3 cneayoWNX KpUTEPUEB:

e[TOBbILEHHAsA NOABEPXKEHHOCTb MHMEKLMAM;

e AYyTOMMMYHHbIE MPOSBIEHUS;

e [IN[ Cc HapylWeHMeM CUHTE3a aHTUTEN Y YJIEHOB CEMbMU.

2. Bospact > 4 ner.

3. IgA meHee 0,07 r/n, IgG v IgM B npenenax pedepeHCHbIX 3HaYEeHWN.

4. NckntoyeHne BTOPUYHOIO reHesa runorammariobynmHemMmmu.

5. CoxpaHeHa cnocobHOCTb K (POPMMPOBAHUIO aAEKBATHOIO MOCTBAaKLMHANBHOMO WMMYHHOIO
oTBeTa.

6. VickntoueH gedekT T-KNeTOYHOro 3BeHa MMMyHUTETa

Heknaccupuumpyembiii
NMUA c npenMyLlecTBEH-HOMN
HeAOoCTaTOYHOCTbIO CHHTE3a
aHTUTen

1. 1 n3 cneayowmx Kputepmes:

e[TOBbILLEHHAs NOABEPXEHHOCTb MHMEKLMAM;

e AYyTOMMMYHHbIE MPOSIBEHUS;

eHeobbsACHUMaa nonnknoHanbHas nuMmdonponmdepauus;

e [TN[ C HapyLleHMeM CUHTE3a aHTUTEN Y YJIEHOB CEMbMU.

2. 1 n3 cnepywwmx KpuTepues:

e 3HauMTeNIbHOE CHMXXEHME MUHUMYM OAHOMO U3 nokasaTenen: obwero I1gG, IgG1, 1gG2, IgG3,
IgA vnn IgM;

e HeagekBaTHbI OTBET Ha BakLUHALMIO.

3. WcknoyeHne BTOPUYHOIO reHesa rmnoraMmarnobynmHemumu.

4. OTcyTCcTBME MPU3HAKOB NyboKOro HapyweHus T-kneTodyHoro 3BeHa (Hanuuyme He 6onee
OLHOTO U3 TpeX KpUTEpUEB):

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

* % HauBHbIX CD4+: 2-6 net < 25%, 6-16 net < 20%, crapwe 16 net <10%;

- T-kneTo4Has nponudepaumsi OTCYyTCTBYET.

5. He nop.[x30(,)ujm noa kputepun apyrmux MU ¢ npenMyLecTBeHHOM HeA0CTAaTOYHOCTbIO CMHTE3a
aHTUTen.

o Bcem nanumenram ¢ mogospenueM Ha I[IMJ] ¢ mpeumyliecTBEHHOW HEIOCTAaTOYHOCTBIO CHUHTE3a

aHTUTE]I PEKOMEHJyeTCsl MPOBOAUTH JupdepeHnanbHy0 IUAarHOCTUKY C JAPYrUMH (dopMaMu

[TN]] c uenpro BEIOOpa aaeKBaTHOM Teparud. [3,0]

YpoBeHnnb yoenureabHOCTH pekoMeHAanuil — C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB - 5).

e BceM mnamueHTaM CO CHHJKEHHEM YpPOBHS MMMYHOITIOOYJIMHOB PEKOMEHIYETCSl HCKIIOUYHTH

BTOPUYHOMN XapaKTep TMIOraMMarioOyJIMHEMUH € LIETbI0 YTOUHEHUS quarHosa. [3,31]

YpoBeHb yoeauTeabHOCTH pekoMeHaannii — C (ypoBeHb 10CTOBEPHOCTH JI0KA3aTEJIbCTB - 5).



KommenTapuu: emopuunas ecunocammaenodoyiunemusi ecmpeuaemcs 6 30 paz uawe, wem IIH]] c
NPeuMyujeCmeeHHol Hed0CmamoyHOCmMblo CUHmMe3a anmumen. Bmopuunas eunozammacnooyiunemus
He 6ce20a CONpOoBOAHCOAemcs CKIOHHOCMbIO K MIANCENbIM XPOHUYECKUM UHGEKYUOHHBIM Npoyeccam,
yacmo Hocum mpau3umopHtulil xapakmep. [31]

e V¥V BcexX MAIMEHTOB C THUIOTraMMarioOyJTMHEMUEH PEKOMEHIYeTCS HCKIIOYUTh HAJIHYHME APYTUX
3a0071€BaHU W/WIIM YCJIOBUM, CIMOCOOHBIX IMPUBECTH K HEKOHTPOJIUPYEMOMY HWH()EKIIMOHHOMY
MPOILIECCY C 1IEJIbI0 YTOUYHEHHUSI 1aruo3a. [31]

YposeHnnb yoenureabHOCTH pekoMeHAanuil — C (ypoBeHb J0CTOBEPHOCTH 10KAa3aTeJbCTB - 5).



2.1 /Kaa100bI 1 aHAMHE3

e C 1enpro CBOEBPEMEHHOM MMOCTaHOBKH JIMArHO3a PEKOMEHYETCsl IPOBOINUTh CKPUHUHT HA HAaJU4Ke
[IN]] ¢ npenMylIeCTBEHHONW HEIOCTATOYHOCTBID CHHTE3a AHTUTEN MAalUMEHTaM, Y KOTOpPBIX B

AHAaMHE3C OTMCYACTCA HAINYUC CICAYIOMHNX KIMHUYCCKUX CUMIITOMOB!
o Hanuuue B cembe OTATOICHHOI'O aHAMHE34a IT0 UMMYHOJIOTHUYCCKHUM 3a6OJ'ICBaHI/ISIM;

o Tspkenble XpOHWYECKHE W/WIH PEUUIMBUPYIOIHE WHPEKIINH, TOPIUAHbIE K CTAaHAAPTHBIM CXeMaM
Tepanuu (CUHYCUTBI, OTUTHI, OPOHXMTHI, THEBMOHUHU, apTpUThl, MH(peKnoHHbIEe nopaxeHus JKKT,

MEHHUHTHTBI, CETICUC, KOKHBbIEC MH(DEKIUN);
o Crolikuii TuapeitHblii CUHIPOM (B TOM YHCIIEe C Pa3BUTHEM CHHIpOMa MaibabcopOmm);

o CuMmrtomsl natojoruyeckoit umMmdornponudepanuu (cTorkas TMMQpoaeHOnaTHsi HECKOIbKUX TPYIII
nuM(pOy3NIoB, cIieHOMeranusi, nuMdoruTapHas WHQUIBTpAUsS JErKuX W JIPYyTUX OpraHoB,

HonyJisspHast runepruiazus cauzucton XKKT u ap.);
0 AyTOMMMYHHBIE MTPOSBIICHUS (B IEPBYIO OYEPE/Ib, [IUTONICHUN);

(¢ FpaHy.HeMaTOSHOG BOCIIAJICHHUC B OpraHax (B MCPBYO O4YCPCIb, CapKOI/IIIOHOI[O6HI>Ie U3MCHCHUSA B

JIETKUX);

o BrisiBieHre 6poHX03KTa30B, 0COOCHHO Y MOJIOJBIX MAIIUEHTOB;

0 370KauecTBEHHbBIE 00pa3oBaHus TuMponHON TKaHu. [22,27,32,33]

YpoBennb yoenureabHOCTH pekoMenaanuii — C (ypoBeHb J0CTOBEPHOCTH I0KA3aTeJbCTB - 4).

KOMMCHTapI/II/I: OCO6€HHle HACMOPOIICEHHOCMb OO0JIDICHbL  BbI3LIBANb nayuermsl, y KOmopuslx

ommedaemcst HECKONbKO U3 eblutenepeducil€HHblX CUMNIMOMOG. [6]

e V¥V Bcex nmauMeHToB ¢ nogo3penueM Ha IIMJ] ¢ mpemMyliecTBEHHOM HEAOCTATOYHOCTHIO CHHTE3a
aHTUTE]I PEKOMEHJIyeTCS TIIATeJIbHO COOMpaTh CEMEHHBIM aHaMHe3 JUIsl  TPOBEICHUS

muddepeHnmanb,HON TMarHoCcTuKy. [6,7,12,20]
YpoBeHnb yoeauTeabHOCTH pekoMeHaanuii — C (YpoBeHb 10CTOBEPHOCTH 0KA3aTeJIbCTB - 5).

KoMMmeHTapuu: omsAcoueHnbiM  ceMelunbiM aHAMHEe30M A6AAeMCs CMepmb  POOCMEEHHUKA 6
maaoenvyecmee, cmepms poOOCMEEHHUKA OM UHGDEKYUOHHO20 3a00N1e8aHUs, HAauvyue pooCmeeHHUKd
UMY pOOCMBEHHUKO8 C XPOHUYECKUMU UNU DPeYuoOUSUPYIOWUMU UHDEKYUOHHBIMU NPOSABLEHUAMU
MANCEN020/AMUNUYHO20 MeUeHUsl, YUMONEHUAMU, OPYSUMU CUMIMOMAMU, Xxapakxmephvimu oasa TIH]].
[3] IIpakmuuecku y nonosunvl nayuenmos ¢ X-cyenieHHou a2ammaiodyiuHemMuel npociencusaenmcs

cemetinviil anamues. [20]



2.2 Ou3uKaAJbHOE 00CTeI0BAHUE

o Bcem nanmenram ¢ mopospenueM Ha I[IMJ] ¢ mpeumyIiecTBEHHOW HEIOCTAaTOYHOCTBIO CHUHTE3a
aHTUTE] PEKOMEHAYeTCH TMPOBOJIUTH MOJIHBIN (PU3UKAIBHBIA OCMOTP C LENIbI0 BepUHUKaAUU

JIMarHo3a, OIEHKH TSHKECTU COCTOsIHuA. [22,27,32,33]
YpoBenb yoenurteabHOCTH pekoMeHaannil C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEJIbCTB — 4).
KomMmenTapumn:

o O6wuii ocmomp. H3-3a nepeneceHHbIX YacmblX UHDeKYUull 0emu Mo2ym omcmasams 6 Qu3uyeckom
passumuu (6  Oonbwiell  cmeneHu  OMHOCUMCA K nayueHmam ¢ X-cyenjieHHol
azammaznooynunemuett). Y nayuenmoes ¢ msoicesoi dHmeponamueti Moxcem Oblmv CHUNICEHA MACCa

mena,

o [lanvnayua epynn  nepugepuueckux aum@oyznos. QOyenumsv  pazmepvl,  KOHCUCMEHYUIO,
HOOBUICHOCMY,  OONe3HeHHOCMb — nepughepudeckux  aum@oysnos.  Bosmooxcno — manuuue
JIOKANU308AHHOU UNU 2eHepanu308aHHOU aumpoadeHonamuu (XxapakmepHo 01 NAYUEHMO8 C
OBUH). /ina nayuenmog ¢ azammaznooyiunemuel Xapakmepua 2unoniasus aum@oy3nos (8 mom
yucie omcymcmeue yeenuyeHus pecUOHANbHbIX — IUMGOY3108, HeCMOmMps HA  AKMUBHDILL

UHGeKYUOHHBLI npoyecc)

L Haﬂbnauu}z nevyeHu U CeNe3eHKU: BO03MONCHO HAIUYUe 2enamome2aiuu u/uiu cnieHomeanuu

(xapaxmepno ons nayuenmos ¢ OBUH, cunep-IgM cunopomom).

L FunonpomeuHeMuquKue OMeKUu xapaxknmepHbsl ons nayuernmoes ¢ msicenotn 3Hmep0namued uiu

opyaum 3a001e6aHUAM, NPUBOOAUWUM K nomepe Oeka.

e Hanuuue NPpU3HAKO8 XpOHU4YeCKUx MH¢€KZ4UOHHbZX npoyeccoes. Hanpumep, ((6apa6ClHHle najiodyexk» u

«UACOBBIX CMEKONY, yenuyeHue nepeoHe3adnezo pasmepa epyoHouU KiemKu U op.

e Mocym umemsv mecmo Oeghopmayuu KpynHulX CYCmMaeos, Kak ciedcmeue HeUuH@OeKyuoHHo2o uiu

nepeHecerHnblx MHCZ)QKL}MOHHbl.X apmpumaos.

e OCMOTp KOXKHBIX TIOKPOBOB - BaKHO OOpaTUTh BHUMaHUE Ha HaJM4Ke KOXKHBIX ChIMeH, (hypyHKYIIOB,

KOYKHBIX a0CIIECCOB, a TaKke pyOllOB HA MECTaxX MX MPeAlIeCTBYIOUIEH JIOKaau3aluu. [6]



2.3 J1abopaTopHbIe JMATHOCTHYECKHE MCCIeI0BAHUS

2.3.1 JIabopaTopHble TUATHOCTHYECKHE UCCICAOBAHUA /I BepupuKaAMU 1HATHO3A

e Bcem nmanmeHTaMm ¢ KIMHMYECKMMH NMpPU3HAKaMu, XxapakrepHbiMu 1t 1IN/ ¢ npenmymiecTtBeHHOM
HEJO0CTATOYHOCTBIO CUHTE3a AHTHUTEJ, PEKOMEHAYETCSl IPOBEICHUE UCCIIEIOBAaHUS YPOBHS OOILEro
Oenka B KpPOBU U OIpEAENIEHHE COOTHOIIECHUS OENKOBBIX (ppakiuii Metomom snaexkTpodopesa s

BBISIBIICHHS U3MCHEHUI COIepKaHMs TaMMario0yanHoB. [34,35]
YpoBeHb yoenuTeabHOCTH pekoMeHaannil — C (ypoBeHb 10CTOBEPHOCTH /I0KA3aTeJILCTB - 5).

e Bcem nmanmeHTaMm ¢ KIMHMYECKMMH NpPU3HAKaMu, XapakrepHbiMu 1t 1IN/ ¢ npenmymiecTBeHHOM
HEJOCTaTOYHOCTBIO CHHTE3a AHTUTEI, PEKOMEHIYETCS IIPOBEICHHUE HCCIECAO0BAaHUS ypPOBHS
UMMyHOTII00ynuHOB A, G, M B KpOBH Jisi BBIABICHUS HAPYIIEHUW CO CTOPOHBI T'yMOPaIbHOTO

3BeHAa UMMYHHTeTa (Tabmuna 1, npunoxenue b1). [28,33,36,37]
Yposenb yoenureabHOCTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEeJIbCTB - 5)

KommenTapuu: cunocammacnobynunemueri cuumaemcsi cuudiceHue ypoeus IgG  Huoice 2-x
CMAaHOapmMHubIX OMKIOHEHUN Om B603PACMHOU HOpMbl Yy Oemell U Hudxce 4,5 2/1 Yy 83poCviX.
Aeammaenobynunemuen cuumaemcs cuudiceHue konyenmpayuu IgG nuoce 1,0 2/n, 6 couemanuu c
konyeumpayuamu IgM nuoce 0.2 2o/n u xonyenmpayueu IgA nuxce, uem 0,1 2/n npu Konuwecmee
nepughepuuecxkux CDI19+B-knemox nuoce, wem 2%. [5] Hzmepenue neobxooumo noomeepoums Kax

MUHUMYM 8 2-X uccredoganusix. [29]

o [lamuentaM ¢ rumoraMmarioOynTuHEMUEH M araMMarioOyJIMHEMHUEH PEKOMEHIYeTCs TPOBEICHUE
uccnengoBanus CD19+ nmumdonntoB mnsa yrounenus dhopmsel [IN]] (Tadnuna 1, [punoxenue b1).
[3,6]

YpoBennb yoenureabHOCTH pekoMeHaanuil — C (ypoBeHb J0CTOBEPHOCTH I0KA3aTeJbCTB - 5).

o [lanmentam c¢ mnono3penrem Ha OBHMH pexomeHayercss MOBEAEHUE OJHOTO M3 CIEAYHOLIUX
MCCIIeIOBAaHUM JUISl TOATBEp KaAeHus nuarno3a (Tabmmma 1):

0 MCCJIEIOBAHNE YPOBHS U30T€MArJIFOTHHUHOB B KPOBH;
o uccnenoBanue ypoas CD19+CD27+IgD— numdonuTtoB (mepekatodeHHbIX B- k1eTok);

0 B Clly4yae MOTPaHUYHBIX\HOPMAJbHBIX KOJIMYECTBEHHBIX MOKa3aTreliel MMMYHOITIOOYJIMHOB KPOBH -
ompezenenne TuTpa anturena G K IByM U 0ojiee MHPEKIIMOHHBIM areHTaM JI0 M MOCJe BaKIWHALUU C

HOCJIbKO OLICHKH CHOCO6HOCTI/I (bOpMHpOBaTI) HOCTBaKHI/IHaHLHHﬁ HMMYHHbIﬁ OTBECT (HpI/IHO)KeHI/Ie
A3.3).[3,30]

YpoBennb yoenureabHOCTH pekoMeHaanuil — C (ypoBeHb J0CTOBEPHOCTH I0KA3aTeJbCTB - 5).

KommenTapuu: uzoazeniomununst — 2mo anmumena npomue U30aHmu2eHo8 ()OpMeHHbIX 21eMeHmo8
Kkposu (epynna anmueernos AB0). [3]



[na oyenxu nocmeakyuHanibHO20 UMMYHUMEMAa He8aKYUHUPOBAHHLIM NAYUEHMAM pPEeKOMEeHO08AHA
BaKyuHAYUs UHAKMUBUPOBAHHbIMU aKyuHamu. Oyenka nocmeakyuHaibHO20 UMMYHHO20 Omeema ¢
NOMOWbIO NONUCAXAPUOHBIX BAKYUH OONHCHA NPOBOOUMBCS HE paHee OOCMUNCEHU NaAyueHmom 2-x
nemnezo ospacma. Oyenka noCMEAKYUHAILHO20 UMMYHUMEMA OOINCHA NPOBOOUMbC 00 HAYaAld
3aMecmumenbHot mepanuy UMMYHO2T00YIUHOM 4Yel08eKa HOpManbHuiM™*. Knunuuecku 3Hauumbim
Aenaemcs omcymemeue Hapacmauusi mumpa 6 2-4 pasa uepe3 4-6 nedenv nocie saxyunayuu. Ilpu

COMHUMENbHBIX NOKA3AMEIAX PEKOMEHOYemcsi OUHAMUYEeCKULl KOHmMpOoTb ewe yepe3 4 neoenu. [38]

e [lanmeHTaM c MOAO3pEHHMEM HA HapyIIEHHWE CHHTE3a CHEeIU(PUUECKHX aHTUTEN, PEKOMEHIyeTcCs
omnpezenenue anturen kinacca G (k qudrepuitnomy anatokcuny, Clostridium tetani, k Bo30yauTento
meHuHrokokka (Neisseria meningitidis), k remodunbHoi mamouke (Haemophilus influenzae) B
KPOBH [I0 M TOCJIE€ BAKIIMHALIUHU C 1IeJIbI0 OLIEHKHU CIIOCOOHOCTH (hOPMHUPOBATH MOCTBAKIIMHAIBHBIHI
uMMyHHBIH oTBeT (Tabnuua 1, [Tpunoxenune A3.3). [3,34]

YpoBennb yoenureabHOCTH pekoMeHaanuil — C (ypoBeHb J0CTOBEPHOCTH I0KA3aTeJbCTB - 5).

e [lanmentam ¢ mopo3peHueM Ha aepuuuT noakiaccoB IgG (M30IMPOBAaHHBIN WM B COYETAHUU C
IgA-nedunrom) pekoMeHAyeTCsi TMPOBENECHUE HCCIEAOBAHUS YPOBHS UMMyHornoOynuHa G B

KpPOBH JJIs TOCTaHOBKH nuarHo3a (Tabmuma 1). [27]
YpoBeHnnb yoenureabHOCTH pekoMeHAanuil — C (ypoBeHb J0CTOBEPHOCTH I0KA3aTeJbCTB - 4).

e Bcem manuentam ¢ rumoramMMmManioOyJdMHEMHEW U araMMarioOyJMHEMHEH peKOMeHIyeTcs
npoBeaeHue uccienoanuss CD3+, CD4+, CD8+, CD16+/56+ numdbonuToB mjisi HUCKIOUYCHUS
xoMmOuHupoBaHHbIx ¢popMm [TN]] (Tabnuua 1, [Mpunoxenue b1, [Tpunoxenne b2). [3,6,29]

YpoBeHnb yoenuTeabHOCTH pekoMeHaanni — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB - 5).

2.3.2 MoJjeKyasipHO-TeHeTHYeCKAsl TMATHOCTUKA

o BceM marmenTaM My>KCKOTO 1oJjia ¢ araMmMmariioOyInHeMHeil U CHIKEHUEM YPOBHS B kieTok MeHee
2% peKOMEHIYeTCs TTPOBOUTH MOJIEKYISIPHO-TCHETHICCKOE HMCCIeAOBaHNE MyTalnii B TeHe Btk B
KpOBU IS TOATBEPXKACHUS JAMarHo3a X-CIEIUIeHHOW arammarioOynuaemun (Tabmuma 1,
[Tpunoxenue bl). [3,6,20,39]

YpoBeHb yoeauTeabHOCTH pekoMeHaanuii — C (YpoBeHb 10CTOBEPHOCTH JI0KA3ATEJIbCTB - 4).

e Bcewm nanmeHTam K€HCKOro 1oJjia, a TAaKyKe MalMeHTaM MYKCKOTO M0JIa C HE BBIBIEHHOW MyTalluei
B TeHe Btk ¢ rumorammarioOynuHeMuend W CHMXKEeHHEeM ypoBHS B kietok < 2% pexoMeHyeTcs
MPOBOJIUTh MOJIEKYJSIPHO-TEHETUUYECKOE HCCIICJOBAHUE MYyTallMid B T€HAaX, OTBETCTBEHHBIX 3a

pasBuTHe Apyrux Gopm aramMmaniooyauHeMuil (mpuiokenue A3.2) nis MOATBEPKIACHUS JUarHo3a.
[3,6,40—46]

YpoBennb yoenureabHOCTH pekoMeHaanuil — C (ypoBeHb J0CTOBEPHOCTH I0KA3aTeJbCTB - 4).

e Bcem manmentam ¢ arammamnioOynuHemuen u apyrumu popmamu IIWUJ[ ¢ mpeumyiecTBeHHON

HCAOCTAaTOYHOCTHIO CHUHTC3a aHTHUTCII C HCYCTaHOBHeHHOfI MYTaHHeﬁ PEKOMCHAOYCTCA MPOBCICHUC



MOJICKYJIIPHO-TEHETUYECKOTO HCCJIEIOBAaHUs C TIOMOIIbI0 KAaCTOMH3WPOBAHHBIX IMaHENIEH TEHOB
(MeTon cexBeHupoBaHUsi HOBOro nokosieHus (NGS)) uinu myTeM mpoBeAeHUsI MOJHOTO SK30MHOTO

WU TIOJTHOTO TEHOMHOTO CeKBeHupoBaHus (mipuiokenue A3.4) mis yrounenus dopmer TN
[3,47,48].

YpoBeHb yoenuTeabHOCTH pekoMeHaannil — C (ypoBeHb 10CTOBEPHOCTH /I0KA3aTeJILCTB - 5).

2.3.3. JIaGopaTopHble AUATHOCTHYECCKHE MCCICIOBAHNSA Y NALMECHTOB ¢ YCTAHOBJICHHBIM

auarno3om IIWJ] ¢ HapylmieHneM CHHTe3a aHTUTEJ

e Bcem nammenram ¢ I/ ¢ npenmymecTBEHHOW HEIOCTATOYHOCTHIO CHHTE3a AHTHUTEN JJIs

JUArHOCTUKU BUPYCHBIX M Jpyrux WHGPEKUUH peKoMeHayeTcs ucnoiab3oBarb Merton [ILIP
(monumepasHasi LeMHas peakiusi), TaK KaK CepOJIOTMYECKHEe METOAbl JIMarHOCTUKU HeE

MH(OPMATUBHBI B JAHHOU IpyNIe NalMeHToB. [7]

YpoBeHnsb yoeauteabHocTH pekoMeHaanuil — C (ypoBeHb J0CTOBEPHOCTH 10KA3ATEJbCTB - 5).

KOMMCHTapI/II/I: UCNOJIb30BAHUE CEPOIOCUUECKO2O memooa uUccieoo8anusl CONpAINCEHO C BbICOKUM

PUCKOM NONYYEHUSl HeOOCOBEPHBIX pe3yibmamos. [ 7]

(0]

Bcem manmmentam ¢ IIMJ] ¢ npeuMylmiecTBEHHOM HEAOCTATOYHOCTBIO CUHTE3a AHTUTEN IS
CBOEBPEMEHHOIO BBISIBJICHUS U KOHTPOJS OCIIOKHEHHUM, PEKOMEHAYETCS MPOBEICHUE PETYIISIPHBIX

1a0b0paToOpHBIX MCCIEAOBaHMM HE pexe 1 pa3a B 6 MecsIes:

OO0mmii (KITMHUYECKHUI) aHadu3 KpPOBU PA3BEPHYTHIH C Iu(PEpeHIIMPOBAHHBIM TOACYETOM

JCUKOLUTOB (JIeHKoIuTapHoi hopmyioit) u nuccienoBanueM COD (CKOPOCTh OCENaHUs SPUTPOIIUTOB);

o OOt (KIMHUYECKUI) aHAIU3 MOYH;

(0]

AHanu3 KpoBU OHMOXMMHUYECKHH oOIierepaneBTHUEeCKUi (00muii Oenok, OenKkoBbie (pakiu,

MoueBHHa, kpeatunuH, ACT (acnapraramunorpancdepasa), AJIT (ananunamunorpancdepasa), I'TTII

(ramma-TmrotammniTpancnienTuaasa), JIJAIT (makramermaporenasza), OwmauMpyOWMH OOIMUH, TIIIOKO3a).
[3,6,49,50]

YpoBeHnnb yoenureabHOCTH pekoMeHAanuil — C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB - 5).

e Bcem mamueHtam c FI/IHOFaMMaFJIO6YHI/IHeMI/Ieﬁ n aFaMMaI‘J’IO6YJ'II/IHeMI/Ieﬁ, IMoJIy4aromunm

3aMECTHUTENIbHYI0 TEpanui0 HMMMYHOITIOOYJIMHOM 4YeJIOBEKa HOPMaJIbHBIM™ ¥, peKoMEeH]IyeTcs
eXXEeMEeCSYHOe HccliefioBaHue npeTpancdy3nonHoro ypoBHs [gG B KpoBU 10 JOCTHKEHUS LIETIEBOTO

YPOBHSI JIJ1s1 KOHTPOJIs 3 (HEKTUBHOCTH Tepanuu. 3]

YpoBennb yoenureabHOCTH pekoMeHAanuil — C (ypoBeHb J0CTOBEPHOCTH 10KAa3aTeJbCTB - 5).

Bcem manuenTamM ¢ TrunoraMMarioOylMHEMHEM M aramMManioOyJIHMHEMHEH, MOJy4arouluM
3aMECTHUTENIbHYI0 TEpaNui0 MMMYHOITIOOYJIMHOM YEJIOBEKa HOPMAJIbHBIM™*, MOCie JO0CTUKEHUs
neneBoro ypoBHs 1gG pekomenayercs wuccienoBanue nperpancdysnonHoro yposss IgG B kpoBu

He pexe 1 paza B 6 MecsIeB I KOHTPOJIS 3PGEKTUBHOCTH TePAITUHA U KOPPEKIIUH T0361.[3]



YpoBennb yoenureabHOCTH pekoMenaanuii — C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB - 5).

e Bcem mnammentam ¢ [IM/[ ¢ mpenmyliecTBEHHONW HEIOCTAaTOYHOCTBIO CHUHTE3a AHTUTEN IIPHU
pa3BUTHH HMHQPEKIIMOHHBIX OCIOKHEHUN PEKOMEHIyeTcsl BepU(UKAIMs BO3OYIUTENS C IEIbIO

BBIOOpA ONTUMANILHOM TaKTUKH JeueHus.[3,51]

YpoBeHb yoenuTeabHOCTH pekoMeHaanuii — C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB - 5).



2.4 UucTpyMeHTA/IbHbIC JUATHOCTHYCCKUE
UccJIe0BAHUSA

e Becem mammentam c¢ [IMJ[ ¢ npeuMylmieCTBEHHOM HEAOCTATOYHOCTBIO CHUHTE3a AHTUTEN
pekomenayercss BoINOAHUTH KT OpraHoB rpyaHoi MOJOCTH B MOMEHT IMOCTAHOBKHM JUAarHo3a c

LETbI0 CBOEBPEMEHHOM IMATHOCTUKHU OCIOKHEHU. [49,52,53]
YpoBeHnnb yoenureabHOCTH pekoMeHAanuil — C (ypoBeHb J0CTOBEPHOCTH I0KA3aTeJbCTB - 4).

KomMmenTapuu: 6 OanvHeiiwiem uacmoma npo8edeHuss OaHHO020 00C1e008aHUL ONpeoensencs

KIUHUYECKUMU NOKA3AHUAM.

e Bcem manmentam ¢ OBUH pexomenayercs nposenenue Y3U (yiapTpa3ByKOBOE HCCIIEIOBAHUE)
JOCTYITHBIX OCMOTPY JIUM(PATHUESCKUX y3JI0B, OPTaHOB OPIOIIHOW MOJIOCTH HA MOMEHT ITOCTaHOBKH
JIMarHo3a u He pexke | pasa B Tox i1 CBOEBPEMEHHOTO BBISIBICHUS OCJIOKHEHUHN (MAaTOJIOTHYECKON

auMdonponudepalui, MaJIUTHA3AIMN) U KOHTPOJI A pexkTuBHOCTH Tepanuu. [13]
YpoBeHb yoenuTeabHOCTH pekoMeHaannil — C (ypoBeHb 10CTOBEPHOCTH /I0KA3aTeJILCTB - 5).

KomMeHTapuu: nposedernue Oanublx ucciedosanuti nHeobxooumo, max kax nayuenmsl ¢ OBUH

HAaxo0smcsl 8 2pynne pucka pa3eumusi 310Ka4ecmeeHHulx TUMponponugdepamusnvlx 3a001e6aHULL.

e Bcem nmanmnentam ¢ OBUH pekomenayercs BoionHuTs KT opranoB rpyaHoil mojioctu He pexe |

pasa B IoJl C LIeJIbI0 CBOEBPEMEHHOM TMAarHOCTUKU OciokHeHu .| 3,49,52,53]
YpoBeHnb yoenureabHOCTH pekoMeHAanuil — C (ypoBeHb J0CTOBEPHOCTH 10KAa3aTeJbCTB - 5).

KommenTtapuu: K7 opeanog epyonou nonocmu aénsemcs naubonee 4y8cmeumenbHblM Memooom 0s
0OHapyIHCeHUs, OYEeHKU U XapaKmepucmuku nopasxceHus reekux y nayuenmos ¢ OBUH, max kak ne éce
UBMEHEeHUsl 8 J1ecKUX Mo2ym Oblmb CBOEBPEMEHHO 3A(UKCUPOBAHBL C NOMOWbIO peHmeeHocpapuu.
Yacmoma npoeedenusi KT opeanoe epyoHnoii nonocmu onpeoensemcsi UHOUBUOYALbHO Ol KAHCO020
nayuenma, ucxoos us ¢genomuna OBHUH, msaoscecmu meuenuss 3abonesanusi, mepanuu. Credyem
noMHUmMb, umo Heur@exyuounvie npossnenus [IH/] (MBJI) moeym 6 meuenue OnumenpHo2o epemeHu
npomexamso beccumnmommo. I[lozonee gvisisnenue u nHeaoexeamuas mepanus UBbJI moocem yxyouwams

NnpPOCHO3.

e Bcem nammentam ¢ OBUH npu BbIsIBICHHH MATONOTHYECKA M3MEHEHHBIX TUM(ATUYECKUX Y3II0B
PEKOMEHTyeTCsl TTPOBEICHNE IKCIIM3NOHHOM OMOTICHUU 3TUX TUM(DATHISCKHUX Y3JI0B U JAIbHEHUIIIETO
TUCTOJIOTMYECKOTO U UMMYHOTMCTOXMMHUYECKOTO — HMCCIIEOBAHMSI OMONCUWHOTO (OMepalioOHHOTO)
MaTepuana JuM¢oy3ia Al CBOEBPEMEHHON JMArHOCTUKY MAJIMTHU3ALUN U/ UM BEIOOpA TapreTHOM
tepanuu. [12,21,49]

YpoBeHnnb yoenureabHOCTH pekoMeHAanuil — C (ypoBeHb J0CTOBEPHOCTH I0KA3aTeJbCTB - 5).

e Bcem mammentam ¢ OBUH npu mnomo3peHHMM HAa HWHTEPCTUIMAIBHYIO JIETOUYHYIO OOJIE3Hb

PECKOMCHAYCTCA IIPOBCACHUC OHWoNCHU JIETKHX C I[aJ'IBHeﬁHIHM aToruCTOJIOTHYCCKUM H



UMMYHOTHCTOXUMUYECKUM HCCIEAOBAHUSIMH TOJTYyYEHHOTO0 OuoMarepuayia Jisi CBOSBPEMEHHOMN
JMArHOCTUKY MPOSBICHUI HMMYHHOUN AUCPETYISIIUU U 3]I0KaU€CTBEHHBIX HOBOOOPA30BaHUI W/MIH
BbIOOpa TapreHTHOM Tepanui. [12,21,49]

YpoBennb yoenureabHOCTH pekoMenaanuii — C (ypoBeHb J0CTOBEPHOCTH I0KA3aTeJbCTB - 5).

e [lammentam c mopaxkenueM JKKT u rumoramMmmarioOylMHEMHEW PEKOMEHIOBAHO MPOBEICHUE
OWOICUU TOJCTOM W/WIM TOHKOW KHUIIKA C TOMOIIBIO BHACOIHIOCKONMUYECKUX TEXHOJOTHH U
JAJbHEHMIIEr0 T'UCTOJIOTMYECKOTO HCCIEI0OBaHUsl OMOINCHWHOIO (ONEpaliOHHOI0) Marepuala
TOHKOW KHILIKH W/WIM TOJICTOM KUIIKKA C MPUMEHEHUEM HUMMYHOTHCTOXUMHUYECKUX METOJOB IS
muddepeHnanbHON  TUArHOCTHKU MEXay mnopaxkenneMm kumiedynuka npu OBUH u psgom
3aboneBannii JKKT (nemmakus, HAK, 6one3np Kpona). [54]

YpoBeHb yoenuTeabHOCTH pekoMeHaannili — C (ypoBeHb 10CTOBEPHOCTH /10KA3aTeJILCTB - 4).

Kommentapuu: OBUH uacmo npomexaem noo mackamu paziuurvlx 3aoonesanutt KKT (yeruaxuu,
Hecneyughuuecxkoeo s3eenHo2o koauma, oonesnu Kpowna), npoeedenue ougpepenyuanvroco ouazHo3a
3ampyoHsem cxodcecmov namoaucmonozuyeckoeo kapmunvl npu OBUH ¢ oannvimu 3abonesanusmu.

Mapkepom OBUH saensemca omcymemeue CD20+ naazmamuueckux Kiemox 8 coocmeentou. [12,54]



2.5 Uuple TMArHOCTHYECKHE MCCJIeIOBAHNSA

e Bcem mnammentam c I[IMJl ¢ npeuMylieCTBEHHONM HEIOCTAaTOYHOCTBIO CUHTE3a AHTUTEN IS
KOHTPOJISI TeUCHUs 3a00JIeBaHUs, KOPPEKIIMU TEpParuh, CBOCBPEMEHHOTO BBISIBJICHUS M KOHTPOJIS
OCJIO)KHEHUM PEKOMEHTYETCS TTPOBEJICHUE KOHCYJIBTAIIMI Bpada-aJljIeprojiora-uMMYHOJIOTa HE PEXe
1 pa3a B rox. [3,6,49]

YpoBeHnnb yoenureabHOCTH pekoMeHAanuil — C (ypoBeHb J0CTOBEPHOCTH 10KAa3aTeJbCTB - 5).

e Bcem poacrtBennukam mnanueHtoB ¢ [IM]] ¢ npemMymiecTBEHHOM HENOCTATOYHOCTHIO CHUHTE3A
AQHTUTENT C YCTAHOBJIGHHOW MYyTallMed pEeKOMEHAYyeTCsl mpueM (OCMOTp, KOHCYJbTallus) Bpada-
TEHETUKA [UJI1 OMPEICIICHUS JIWI, HYXIAKOMMUXCS B MPOBEACHUU MOJEKYISIPHO-TEHETHYECKOTO
oOcienoBaHus JUisi CBOCBPEMEHHOW TMOCTaHOBKM sauarHo3a [IMJI wunu BeISBICHUS cTaryca
HocuTels. [3]

YpoBeHb yoeauTeabHOCTH pekoMeHaanuii — C (YpoBeHb J10CTOBEPHOCTH J0KA3ATEJIbCTB - 5).

e Bcem poacrBenHukam nanumeHTtoB ¢ I[IMJ] ¢ mpenmyiiecTBEHHONW HENOCTATOYHOCTBIO CHHTE3A
aHTUTE]I C YCTAHOBJICHHOW MYyTalMel pEeKOMEHAyeTcs mpueM (OCMOTp, KOHCY/IbTallMs) Bpaya-

TE€HETUKA JIJIs TJTAHUPOBAHUS CEMbH. [3]
YpoBeHnnb yoenureabHOCTH pekoMeHAanuil — C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB - 5).

e Bcem mnammentam c I[IMJl ¢ npeuMylieCTBEHHOM HEIOCTATOYHOCTBIO CUHTE3a AHTUTEN IS
CBOCBPEMEHHON  JMarHOCTUKU  OCJIOXKHEHUW ©  1mombopa Tepanmud TpPH  BBIABICHUH
COOTBETCTBYIOIINX KaJl00 W/WIM KIMHUYECKUX MPOSBICHUHN, U/UITU U3MEHEHUH TTpu 00CIe10BaHNuN

PEKOMEHTyeTCs MPOBEACHNE KOHCYIBTAIIMA CMEKHBIX CIIeIIUATNCTOB:
0 Bpava-racTpOIHTEPOIIOra;
0 Bpaya-IyJIbMOHOJIOr'a;
0 Bpa4ya-OTOPUHOJIAPHUHTOJIOTA;
0 Bpaya-cTOMAaTojora;
0 Bpaya-remMaroJiora;
0 Bpaya-oHKOJIOra;
0 Bpaya-peBMaToJIora;
o Bpaua-ptusmarpa. [3,21]

YpoBenb yoenuTeabHOCTH pekoMeHaannii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTEJIbCTB - 5)



3. Jleuenue, BKJIKYAST METUKAMEHTO3HYIO U
HeMeIUKAMEHTO3HYI0 TePalluH, JTUeTOTEPAIHUIO,
00e300/1MBaHNe, MEIUIIMHCKHE NTOKA3aHUA U
IPOTHBONOKA3AHUA K IPMMEHEHUIO METO/I0B JIeYeHHU S

OcHoeHbiMU HanpaejleHusAMU 6 J1e4eHUU O0IbHBIX HHﬂ C npeuMymecmeeHHod Heo0oCmamo4HOCbIO

CuHme3a aumumeil A6JAIMCA.

0 3amecmumenbHAs Mepanus npenapamami. UMMYHO2LO00YIUHA UYelo8eKa HOPMANbHO20** O

sHympueennoco (BBUI™**) u nookoscnoeo esedenus (IIKHUT™**);
0 npounraxmuka u/uny mepanus UHQEKYUOHHLIX NPOAGLEHUU,

0 mepanus NPosAGIeHUll UMMYHHOU oucpe2ynayu. [35]

3.1 3amecTHuTe/IbHAA TEPaNUs UMMYHOIVIOOYJIMHOM Y€JI0BEKA HOPMAJIbHbBIM **

3amecmumenvras mepanus UMMYHOIOOVIUHOM 4el08eKad HOPMAbHLIM **— amo ocHosa mepanuu 01
maxux ¢gopm U] ¢ npeumywecmseennot nedocmamoyHocmvlo cunmesa aumumen, kax: OBUH,
azammaznobynunemuy, eunep-IgM cunopom ¢ npeumyujecmeeHHOU HeOOCMamoyHOCMbl0 CUHmMe3d
aumumen. Ilpu passumuu madxcenvix u/uiu peyuousupyIowux uH@pexyull, 6onpoc 0 HA3HAYeHUU
OaHHOU mepanuu modcem Ovlmb paccmomper u npu opyeux gopmax ITH]] ¢ npeumywecmseennou

Hedocmamounocmuio anmumen. [3]

[Inayebo-konmponupyemvie UCCi1e008aHUs NPERAPAMO8 UMMYHO2N00YIUHA YeN08eKa HOPMANbHO20 **
01 3amecmumenvHou mepanuu y nayuenmos c¢ IIHJ] npuznanvi He803MONCHLIMU NO dMUYECKUM
cooopadicenuam, u ne npogoosimces. [55] Iloomomy Y[/ (yposenv docmoseprocmu dokazamenscme) u

VPP (yposenv yoeoumenbHocmu pekomeHoayutl) 0Jisi 0anHo20 euda mepanuu Huskue. [56]

e PexoMeHlyeTCsi IPOBOAUTH PETYISIPHOE BBEJIEHUE MMMYHOIIIOOYJIMHA YEJIOBEKA HOPMAJIBHOIO™* ¢

LEJIBI0 3aMECTUTEIBHOM TEPANU Cpa3y MOCIE MOCTAHOBKH JIMArHO3a MalMEHTaM C:
0 araMMario0yJIMHEMHUE;
o OBUH;
o rurep-IgM cuApOM ¢ IPEUMyIIECTBEHHON HEAOCTATOYHOCTBIO CUHTE3a aHTUTEN. [S7-62]
VYpoBeHnb yoenutenbHOCTH pekomeHaanuii — C (ypoBEHb JOCTOBEPHOCTH JOKA3aTEILCTB - 4).

Kommentapuu: /lpenapamot ummyHoenobyiuna uenoseka HoOpmMaivHo ** ne a61sa10mcs 0diceHepuKamu,
HO npoyecc npousso0Cmea Npenapamos UMMYHOI00VIUHO8 4Yel08eKa HOpMAalbHo20™** cmpoeco

peznamenmuposar (Ilpunoscernue A3.5). [55,63—66]



OHnu cpagnumbvl no ceoeti dppexmusHocmu, 00HAKO UMEOm pa3iuyus, 00YClo8l1eHHble NPOYeccom
npouzeoocmea (pasHvle NONYIAYUU OOHOPOS, pacnpedeneHue nookiaccoe 1gG, yposenv IgA,
cmabunuzamopsl, yposenv pH, supycbezonacnocmv u opyaue xapaxmepucmuku). Jns 00cmudicenus
Haunyduwe20 pesynvmama nedenus npenapam uUMMYHOL00VIUHA YeN08eKa HOPpMAalbHo20** ciedyem

noooupamo, UCX00s1 U3 UHOUBUOYATLHBIX 0cobenHocmetl nayuenma. [60,67—69]

Ilo cnocoby esedenus npenapamvl UMMYHOI00VIUHA UYel08eKA HOPMANbHO20™** pazodensgiomcs Ha
nookoxcuvle Gopmor  (IIKUT™**) u npenapamovl 01 eHympueennHoeo 6sedenusi (BBUI™¥).
Pexomenoyemass BBUI™* cocmasnsem 0,4-0,8 2/ke (epamm/kunoepamm) maccel mena 1 pas 6 3-4
neoenu. [3,57,58,60,68,70,71] Pexomenoyemasn cymmapuas ooza IIKUI™** na 1 mecay cocmasnsem
0,4-0.8 2/ke maccvl mena (8 cnyuasax Hawuyus Kodpuyuenma nepesooaqa, paccuUMbIBAEmCs 6
coomeemcmeuu ¢ uncmpykyueti). Cymmapuas 003a pazoensnemcs HA HeCKOIbKO NOOKONCHbIX
UHBbEKYUL, KOMOpble OO0NNHCHO OblMb GLINOIHEHbL C PAGHLIMU NPOMENCYMKAMU 6 meuyeHue Mecayd.
Beeoenue npenapamos IIKUI™** moocem ocywecmenamocsi memooom rapid push u ¢ nomowwio

CReyuanrbHo20 ycmpoucmaea 0jis 66edeHus npenapama (nomnwi). [71]

Ilo3a ummyHocn00yIUHA UeNo8eKa HOPMANbHO20*™ U KpamHOCmMb 68€0eHUs OOANCHbL NOOOUPAMbCS
UHOUBUOYANBHO O]l KAXNCO020 NAYUeHma C Y4emom CONymcmeyujel namonocuu (Haiudus
OpOHX02KMA308, Ouapeu ¢ nomepeu Oeika u 0p.), MemabdoIUyeckux ocobeHHocmel, HAIUYUs/
omcymemaus obocmpenus unghekyuonHoeo npoyecca u op. Llenesoe 3nauenue npempancgyzuonnozo
IgG ne nuoice 7 2\n. Haznauenue npenapamoe 6 6onee svicokux oosax (0,6-0,8 e/ke maccer mena)
PEKOMEHO0BAHO NPU UHUYUAYUU MEPAnUl, NOCe Nepepbleos 8 3amecmumelbHou mepanuu bonee 3-x
mecsayes (mepanusi HACLUEHUS), A MAKIHCE B0 8PEMS KIUHULECKU-3HAYUMBIX UHDEKYUOHHBIX dNU30008
U/UU OCJIOJCHEHUT, NPUBOOAWUX K nomepe Oenrka (3umeponamus, Hegppomuueckuil cunopom). Ilpu
HAIU4uy Cconymcmeyowel namonocuu (npu UMMYHHBIX YUMONEHUSAX) B03MONCHO NpOGedeHUe
8bICOKOOO3HOU — mMepanuu UMMYHOIOOVIUHOM Yelo8eKa HOPMalbHbIM™*, 6 coomeemcmeue ¢

KAUHUYECKUMU PEKOMEHOAyUAMU OJis1 OGHHOU Ho301102uyeckoll gopmul. [71,72]

e PexomeHnyercs Ha3HauaTh BBEIEHHE MMMYHOITIOOYJIMHA YEJIOBEKa HOPMAJIbHOTO** ¢ I1ebio
3aMECTUTENBHON Tepanuyu NMpU HAJUYUU TSKETBIX PELUIUBUPYIONINX WH(EKIIMOHHBIX MPOIECCOB
(HEKOHTPOJUPYEMBIX C MOMOUIBIO PAMOHAIBHOW AaHTUOMOTHUKOTEpPANUU) W/WIM ayTOMMMYHHBIX

MIPOSIBJICHUM MTAlIUEHTAM C:

o edunurom cnenupuyeckux aHTUTEN IPU HOPMATBLHOM YPOBHE HMMYHOIIIOOYJIMHOB U HOPMaJIbHOM

kommuecTBe B-nmumdoruTor B 103e 0, 4r/kr Maccel Tena 1 pas3 B 4 Henenu (B3pocibie U AeTh); [73—75]

(¢ TpaHSHTOPHOfI MHaHqueCKOﬁ I‘I/IHOTaMMaI‘J'IO6y.III/IHeMI/IeI‘/JI B 103€ O,4F/KF MacCChI TCJIa CXKECMCCAYHO

(metn), kak npaBmiio 2-3 Mecsna; [76,77]

o Jedumurom monknaccoB IgG (c/umm 6e3 nedunmra IgA) B moze 0,4r/kr maccel Tena 1 pa3 B 4
Heenu (B3pocibie U 1eTh). [78—82]

YpoBenb yoeauTeabHOCTH pekoMeHaannii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB - 4).



KommenTapuu: npooonicumenvHocmes 3amMecmumenvHol —mepanuu  Onpeoensemcs Ucxoos u3

Kkaunuweckou cumyayuu. [73—80,82]

e Bcem mnanmentam c¢ IIMJl ¢ npeumMymecTBEHHOM HENOCTAaTOYHOCTBIO CHUHTE3a aHTUTEN,
MOJYYalOUIMM  3aMECTUTENIbHYIO TEpanui0 HMMYHOIJIOOYJIMHOM 4YellOBeKa HOPMAaJIbHBIM**,
PEKOMEHIyeTCsl O0MPATh /103y Ipernapara TakuM 00pa3oM, YTOObI IPeTpaHCPy3UOHHBIN YPOBEHb

IgG cocramnsin > 7 r/1 11 AOCTUXKEHUST KOHTPOJIS HaJl MH(GEKIITMOHHBIMU 3a005IeBaHUSIMH. |83 ]
YpoBeHnsb yoeauteabHocTH pekoMeHaanuil — C (ypoBeHb J0CTOBEPHOCTH 10KA3ATEJIbCTB - 4).

e Jlnsg Bcex MAIMEHTOB, MOJYYAIOIIUX 3aMECTUTEIBHYIO TEpamui0 UMMYHOTJIOOYIMHOM 4YeIOBEKa
HOpPMAJIBHBIM** | peKOMeH1yeTCsl BRIOUpaTh Mpenapar ¢ y4eToM WHANBUAYAIbHON MepeHOCUMOCTH

JUISI CHYDKEHHUS PUCKA Pa3BUTHSI HEXKENAaTEIbHBIX SIBIEHUN HA (POHE 3aMECTUTEIbHOUN Tepanuu. [84]
YpoBeHb yoenuTeabHOCTH pekoMeHaannii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB - 5).

KommeHnTapuu: puck pazsumus nedceramenvbHuix 3¢hghekmos so3pacmaem npu UHUYUAYUU MepPanu,
a makdice Npu cMeHe Npenapamos UMMYHO2I00YIUHA Yel08eKd HOPMAbHO20 ** 6 npoyecce eyeHus.
Menvuuii puck nobounvix 3¢hghekmos umerom u300CMONAPHbIE NPENnaApamvl, a Maxxice 20Mmosvle K
B8EOCHUIO PACMBOPbL NO CPpasHenuio ¢ auoguiuzamamu. Ilpu ucnonv3osanuu HeCKOIbKUX (PIAKOHOS
TUOPUIUSUPOBAHHO20 Npenapama, puck nobounvix 3¢pgexkmos eo3pacmaem. Taxoce credyem
VUUMbI8AmMb, UMO Y NAYUEHMO8 MOJCen OblMb HENepeHOCUMOCIb  HEKOMOPbIX KOMNOHEHMO8

npenapamos. [84]

e [lammenrtam c [I1]] ¢ npenMyiieCTBEHHOM HEIOCTATOYHOCTHIO CUHTE3a AHTUTEJ, HYKIAIOIIUMCS B
MPOBEICHUN  3aMECTUTEIBPHOM  Tepalmuyd  MpenaparaMd  MMMYHOITIOOylIMHA  4YelloBeKa
HOPMaJILHOTO**, 17151 TOCTHX)EeHUS 2PHEKTUBHOTO KOHTPOJIS HaJ MH(EKIIMOHHBIMU 3a00JIEBaHUSIMU
HE PEKOMEHyeTCsl MCIOJB30BaTh Ipemnaparsl, coaepxkamue meHee 95% IgG B cBoem coctase (u/

WU He JACKIapupyroIIue 3Toro B cBoeit nucrpykuun) ([Ipunoxkenne A3.5). [70,90,91]
YpoBeHb YOeAUTEILHOCTH PeKOMeHAannil — A(YPOBEHb I0CTOBEPHOCTH /I0KA3aTeJILCTB - 2).

e [Tanumentam c [IM/] ¢ npenmyniecTBEHHOW HEIOCTATOYHOCTBIO CUHTE3Aa AHTUTEN, HYKIAFOIMMCS B
MIPOBEJICHNUHU 3aMECTUTENBHON Tepauy IpernapaTaMd UMMYHOIIIOOYIMHA YeJI0BEKa HOPMAJIbHOTO**
PEKOMEHIyeTCsl MCIIONIb30BAaHUE MPENaparoB ¢ pacnpeaesieHneM mnonakiaccoB IgG, Onmu3kuM K
(U3HOTOTHYECKOMY, KOTOpPOE JIOJDKHO JCKIapupOBaThCsli B HWHCTPYKIMU K TMpemnapary, s

JTOCTHKEHHSI KOHTPOJIs Haa nH(eknoHHbIM nporieccoM ([Ipmnoxenne A3.5). [63,68]
YpoBeHb yoenuTeabHOCTH pekoMeHaannili — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJILCTB - 5).

e [lanmenTtam c 1IN/l ¢ npeumMyiiecTBEHHOM HENOCTATOYHOCTBHIO CUHTE3a aHTUTEN, HYKJAIOIIUMCS B
MPOBEJICHUN 3aMECTUTENIbHOM TEepanuu HMMYHOIIIOOYJMHOM 4YeJOBeKa HOpMaldbHBIM™**, He
PEKOMEHYETCSl UCTOIB30BATh Ipenaparbl, He MPOXOASAIIUE MMPU MPOU3BOICTBE ATAIlbl STUMUHALIMU
napBoBupyca B19 u koHTpoib ero Haiuuus B I1a3Me JOHOPOB M KOHEYHOM MpOAyKTe (WM HE

JeKJapupytoume 3Toro B cBoeit uHcTpykuun) (Ipunoxenue A3.5). [87]



YpoBennb yoenureabHocTH pekoMeHaanuii — C (ypoBeHb J0CTOBEPHOCTH I0KA3aTeJbCTB - 5).

Kommentapuu: napsosupyc B19 cnocoben 6vizvigamv mssicenvie HapyuleHus KpOBemeopeHus, umo
MOJCem Ccmamv CMepmelbHO ONACHbIM 0oclodicHeHuem y nayuenmos ¢ IIH]]. [88-90] Tax xax
UMMYHONIOOVIUH 4el08eKa HOPMANbHBIU** a611emcs npenapamom Kposu, ¢ €20 88e0eHUeM CONPIICeH
pUCK nepeoavu mMpaHCMUCCUBHBIX UHGeKyull, MOIbKO MHO20CMYNEHUAMbI NPoYecc SNUMUHAYUU

BUPYCO8 NO36OJIAEN C8ECMU K MUHUMYM) 803MONHCHOCHb NOOOOHBIX OcodxcHeHul. [85].

o ITanmentam c I1M]/] ¢ npenMyIecTBEHHON HEIOCTATOYHOCTBIO CUHTE3a aHTUTEII, HYKIAIOIIMMCS B
MPOBEJICHUN 3aMECTUTENIbHOM TEepanuu HMMYHOIIIOOYJMHOM 4YeJOBeKa HOpMaldbHBIM™**, He
PEKOMEHYETCSl UCIIONIb30BaTh IpenapaThl, HE YKa3bIBAKOIIME coiepkaHue [gA, i cHMXKeHus

pHUCKa pa3BUTUA TOKENBIX aHadmnakTuaeckux peakiuil (IIpunoxenune A3.5). [85,91]
YpoBeHnb yoeauteabHocTH pekoMeHaanuil — C (ypoBeHb J0CTOBEPHOCTH 10KA3ATEJILCTB - 5).

e [lammmentam c¢ IIMJ[ ¢ mpeumMyliecTBEHHON HEAOCTATOYHOCTHIO CHHTE3a AHTHUTEN, C BBICOKHM
PUCKOM  pa3BUTHUsI TOYEYHOM HEJOCTAaTOYHOCTH (Bo3pacT crapuie 65 Jier, mnouyedHas
HEJOCTaTOYHOCTh B AaHAMHE3, CEICUC, MPUEM HE(PPOTOKCUYHBIX MpenaparoB, 00E3BOKMBAHUE
OpraHu3Ma, MapanpoTerHeMus) W/WUiau 3a00JIeBaHUSIMU CEPACYHO-COCYAUCTON CHUCTEMBI W/WIU C
MOBBIIIEHHBIM PUCKOM TPOMOOSMOOIMYECKUX 3a00eBaHUM, HYKIAIOUUMCS B IPOBEJIECHUU
3aMECTUTEJIbHOM  Tepaluyd MpernapataMd  UMMYHOITIOOyJIMHA  4YeJOBeKa HOPMaJIbHOTO™*,
pexoMeHayeTcst ucnonb3oBarb 10% pactBopsl BBUI™**  (ana ymeHbinenus o0béMa BBOAMMOMN

xuakoctr) win [IKUT™** ¢ nenbio CHUKEHMS pa3BUTHS PUCKA HEXKEIaTeIbHBIX SBJICHUM. [92 ]
YpoBensb yoeauteabHocTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3ATEJILCTB - 5).

KOMMCHTapI’II/I: Yy IManuCHTOB C MPCACYIICCTBYIOIIUMUA 3a00JICBAaHUSMH TI0YEK npeanoqmumeﬂbﬁo

ucnonvzosanue BBUI™** co cmabunuzamopom manomosoti. [93]

e [lanmentam c [T1]] ¢ npenmyniecTBEHHONW HEAOCTATOYHOCTHIO CUHTE3a aHTUTEN, HYKIAIOIIUMCS B
IOPOBEACHUM  3aMECTUTEIbHOM  TEpalmuy  [penaparaMd  MMMYHODIOOYIMHAa  YeJIOBEKa
HOPMAaJBHOTO**, ¢ 3aTpyIHEHHBIM BEHO3HBIM JIOCTYNOM (OCOOCHHO JETAM) PEKOMEHIYETCS
ucnoib3oBare [IKUI™** ¢ nenbio obecriedeHHs TEXHUYECKOHM BO3MOKHOCTH PETyJISIPHOTO

MPOBEJICHUS TEPANNU U CHH>)KEHUS HETAaTUBHBIX MTOCIIEICTBUN 11 nanueHTa. [71,94]
YpoBenb yoeauTeabHOCTH pekoMeHaannii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTEJILCTB - 5).

o [Tammentam c 1M/ ¢ npenMyIecTBEHHON HEIOCTATOYHOCTBIO CUHTE3a aHTHUTEIL, HYKIAIOIIUMCS B
MPOBEJICHUM  3aMECTUTEIBHOM  Tepamuu  MpenaparaMd  UMMYHOITOOylIMHA  4YelloBeKa
HOPMaJbHOTO**, ¢ pa3BUTHEM CUCTEMHBIX PEAKIMH TpPU BHYTPUBEHHOM BBEJICHHUU B aHAMHE3E
pekoMeHioBaHa cMeHa npenapara BBUT'™** unu  ucnonb3oBanue [TKUDT ** ¢ nenbio cHmKeHUs

PHUCKa TSHKEIIBIX CUCTEMHBIX peakuuid. [95]

YpoBennb yoenureabHOCTH pekoMenaanuii — C (ypoBeHb J0CTOBEPHOCTH I0KA3aTeJbCTB - 5).



e [Tanmentam c [IM/] ¢ npenmymecTBEHHON HEIOCTATOYHOCTBIO CUHTE3Aa AHTUTEN, HYKIAFOIMMCS B
MPOBEJACHUM  3aMECTUTEIBHOM  Tepanmuu  MpernaparaMd  HUMMYHOIIOOyJMHA  4YeJIOBEKa
HOpPMaJIbHOTO**, ¢ TuI0X0M TepeHocuMocThio BBUI™** B anamHe3e mpu HEBO3MOXKHOCTH CMEHBI
mpenapara MMMYHOTTIOOYIMHA YeJIOBEKa HOPMAJIbHOTO**C Ienbl0 yIydIICHUS TEPEHOCHMOCTH

HH(by3I/II/I PEKOMCHIAOBAHO CO6J'IIOI[GHI/16 CIeayromux mpaBuii:

o cHikeHue ckopoctu undysuu (st BBUI™** 5 u 10 %): naunnats co ckopoctu 0.01 mu/kr/mus (0.5
— 1mr/kr/mMun), mocreneHHo noBbimas (kaxasie 15 - 30 mun) g0 0.02 Ma/kr/mun, 0.04 Mi/Kr/muH,

0.06 mu/kr/mun 1 10 0.08Mmi1/kr/mMuH (4 — 8MI/Kr/MUH),

(0] OpEeMCANKa A C HCITOJIB30BaHUEM HCCTCPOUIHBIX IMPOTUBOBOCIIAJIUTCIbHBIX )51
IMPOTUBOPCBMATHYCCKUX Imperaparos, AHTUTUCTAaMHUHHBIX CpCaACTB CUCTCMHOTI'O HeﬁCTBH}I,

KOpTUKOCTEpOoua0B cucteMHoro aeictaus (cI'’KC)

0 mperuaparanus #HaTpus xJaopuaom** 3a 30 MuHyT A0 BBeAeHus npenapara (500 M B3pocCiabIM U

10-20 mur/kT Macchl Tena aetsm). [71]
YpoBeHnb yoeauteabHocTH pekoMenaanuil — C (ypoBeHb 10CTOBEPHOCTH 10KA3ATEJILCTB - 5).

o [lTamentam c¢ IIMJ] ¢ ©OpeuMyHIECTBEHHOM HENOCTATOYHOCTBIO CHHTE3a AHTUTEN, C
COIYTCTBYIOINIMMH 3a00JICBAaHUSIMHU, COMPOBOXKIAIOIIMMUCA ToTepeil Oenka (HeGpOTUUECKUIA
CHUHPOM, DHTEPOTATHEH), HYKJAIOIUMCS B TIPOBEJCHUU 3aMECTUTEIILHON Tepamnuu MpernapaTaMmu
MMMYHOIIIOOYJIMHA YelloBeKa HOpMallbHOTO** pexoMenayetcst ucnonb3oBath [IKUI™** ¢ nenbio

6onee rddexTuBHOTO MOAEpKaHus 11e1eBoro ypoBHs 1gG.[73,97,98]
YpoBennb yoenureabHOCTH pekoMeHaanuii — C (ypoBeHb J0CTOBEPHOCTH I0KA3aTeJbCTB - 5).

e [larmentam c¢ [IN]] xareropuuecku HE PEKOMEHAYETCS HCIHOJIb30BAHUE WMMYHOIIOOYJIMHA
YyelloBeKa HopMalbHOTO™* mis BHyTpuMbliiiedHoro (MI'BM**) BBemenus s 3aMecTUTENHHOU

Tepanuu.[98,99]
YpoBeHnb yoeauteabHocTH pekoMeHaanuii — C (ypoBeHb J0CTOBEPHOCTH 10KA3ATEJILCTB - 4).

Kommentapuu: /I BM** neaghgpexmusnul uz-3a 8b1coK020 YpOBHs UHAKMUBAYUU NPENAPAMA 8 Mecme

86€0eHUsL U HU3KOU cucmemHou buodocmynnocmu. [68,98,99]

3.2 llpopuiaakTuka u/wiim Tepanus MHPEKUUOHHBIX MPOSIBJICHUH

llayuenmam ¢ I[IH]] ¢ npeumywecmeenHol  HeOOCMAMOYHOCMbIO  CUHME3d  aHmumen

anmubuomukomepanus modicem Oblms HA3HAYEeHA 8 6uoe 3 PedcUMOos:
- Kypcom Ons neuenuss obocmpenus,

- Unmepmummupyrowas npogunaxmuyeckas aumuduomuxomepanusi (KOpoOmxuMu Uiy OniumenbHulmMu

Kypcamit),



llepcucmupyrowas — npogpunakmuueckas  anmudouomuxomepanusi  (NONCUSHEHHLIL  npuem

aHmMubaxKmepuaIbHblX NPenapamos).

Y nayuenmoe c¢ 6onee msacenvimu gopmamu IIHJ] ¢ npeumyuecmeennou HeoOCMAmMOYHOCHbIO
cunmesza anmumen (OBUH, azammaznodynunemus, vipadxcennoe cuudiceHue cvlgopomounvix 1gG u
IgA npu nopmanvnom/nogviuennom yposwe IgM u Hopmanonom konuvecmee B-kxnemok, (cunep-M))
AHMUOAKMepUaNbHas mepanusi HA3HA4Aemcs 6 OONONHeHUe K 3aMecmumenbHOU mepanuu npu
HAIUYUY XPOHUYECKUX 04a208 UH@eKyuu (8 ciyyae HeKOHMpOIUPYemo2o UHGEKYUoOHHO20 npoyecca
credyem pewams  ONpOC 00  yeenudeHuu 003bl  U/UAU  4acmomsl 66e0eHuUs npenapama
UMMYHORTIO0VIUNHA YeNoseKa HOpManvbHo2o). [na nayuenmoe c 6onee neckumu ¢popmamu IIHJ] ¢
npeumyujecmeeHHou Heo0oCmamo4HoCmoio cunmesa anmumern (mpanzumopnas
eunozammaznoodyniunemus, cerekmueuviii 1gA oeguyum, Oegpuyum nooxknaccos IgG, OJeguyum
cneyuguueckux anmumes NPpU HOPMAIbHOM YPOBHE UMMYHO2N00VIUHO8 U HOPMAIbHOM Koauyecmee B-
aumMpoyumos) anmubakmepuaibHas mepanus AeiAemcs mepanueti nepeoul TUHUY U MOIbKO 8 clydae
UHGEKYUOHHO20 npoyeccd, HEeKOHMPOIUPYeMOo20 aHmubaAKmepuaibHou mepanuell (6 mom uucie 8
nepcucmupylouiem pesxcume) modxcem Oblmb paccMompen 80NpoC O HASHAYEHUU 3aMecmumenbHou

mepanuu. [3]

o [lammentam c¢ IIM/] ¢ npeuMyiieCTBEHHOM HEIOCTATOYHOCTBIO CHHTE3a AHTUTENl PEKOMEHIYETCs
paHHee Ha3HAYeHUWE U [POBEICHHE KOMOMHUPOBAHHBIX M IPOJOHTUPOBAHHBIX KypCOB
AaHTUMUKPOOHOM Tepanuu, MPOTUBOBUPYCHON M IPOTUBOTPUOKOBON TE€pAH C LEIbIO JOCTHKECHHUS

s dexTuBHOTO KOHTPOI Haa nHpekusamu (Tabmuma 2). [3,100]
YpoBeHnnb yoenureabHOCTH pekoMeHAanuil — C (ypoBeHb J0CTOBEPHOCTH 10KAa3aTeJbCTB - 5).

KommenTapuu: npogedenue  kypca  aHmubakmepuanvbHou — mepanuu  cO  CMAHOAPMHOLL

NPOOONAHCUMENLHOCTILIO MOJICEM OblmMb HEOOCMAamMOoUHO 011 dnuMuHayuu 6036youmens. [3,100]

e [lamenram ¢ IIM]J] ¢ n1peuMylIECTBEHHOW HENOCTATOYHOCTHID CHHTE3a AHTUTEN IIpU
HEJOCTAaTOYHOM  KOHTpOJ€  HMH(EKUMOHHOTO  Mpolecca  PEKOMEHIYeTCs  Ha3HaYeHUe
pOPUIAKTUUECKOM aHTUOAKTEPUAIBHOW TEepanuy MPOAOIKUTEILHBIMU WM KOPOTKUMHU Kypcamu

JUIs1 KOHTPOJIst mH(pekronHoro nporecca (Tadmuma 2).[3,100]
YpoBenb yoenuTeabHOCTH pekoMeHaanni — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJILCTB - 5).

Kommenrapuu: npu  omux  gopmax  [IHJ] uawe 6ceco  Odocmamouno  nposedeHus
unmepmMummupyouieli  npoguiaxmuieckou  aHmuouomukomepanuu — (npenapam, 003uUpogKa U
NPOOOIIHCUMENILHOCMb Mepanuu onpeoeisilomes aedawum epadom). B cayuae, eciu obocmpenus
UHGEKYUOHHBIX 3a00N1e8AHULL NPOUCXOOAM 6 ONPEOeleHHbIll Ce30H, HA3ZHAUAIOMCS Ce30HHble KYpCbl

aHmu6u0muK0mepanuu.

Tabauua 2. IIpopunakruyeckas anruoOnornkorepanus.[3,100]

AHTMBaKTepmanbHbIn rnpenapart Oetn B3pocnbie
CUCTEMHOIO AencTBus




AHTUHaKTEepmanbHbIN npenapat Oetn B3pocnbie

CUCTEMHOrO AENCTBUSA

# AMokcuunnnmH+[KnaesynaHosas 10-20 mr/kr maccbl Tena 1 nnun 2 pasa / geHb 500-1000 Mr 1 nnn 2 pasa B AeHb

Kncnotal**

# Ko-TpuMokcason 5 Mr/kr maccbl Tena B AeHb Wan 2 pasa B AeHb 5Mr/kr B AeHb uam 3 pasa B

[CynbdameTokcazon+Tpumetonpum]** eXeAHEeBHO unun 3 AHS B HeAesto Heaenwo (no KIIMHUYECKNM

nokasaHusaMm

#A3NTPOMULINH** 10 mr/kr maccel Tena 1 pas B Hegento unm 5 mr/ 500 mr 1 pa3 B Hepeno nnu 250 Mr
KI Macchl Tena yepes AeHb 3 AHA B Heaesto yepes AeHb 3 pasa B HeAesnto

#KnaputpoMuumnH** 7,5 Mr/kr maccbl Tena B AeHb WauM 2 pasa B 500 Mr B AeHb nnu 2 pasa B AeHb
AeHb

# [JOKCULMKNNH** [eTam ctapwe 8 net 100 mr 1 wnm 2 pasa B AeHb
25-50 mr 1 nnan 2 pasa B AeHb

NHransumoHHble popMbl aHTMbakTepuasnbHbIX NpernapaToB CUCTEMHOIO AeNCTBUSA

#TobpammumH** [etam crtapwe 6 net n B3pocnbiM: 300 Mr 2 pasa B AeHb, Kypc 28 aHel, 28 gHen
nepepbIiB U T.A4.

B ciyuae HeappexkTHBHOCTH WM TUIOXOM MEPEHOCUMOCTH JTAHHBIX PEKHUMOB, MOXET OBbITh BbIOpaH

000 Ipyroi aHTHOAKTEpUAIBLHBIN TTpenapar CHCTEMHOTO JACHCTBHS.

3.3 Tepanusi nposiBjieHUA UMMYHHOM QM CPEryIsiliMU

Memoovl  neuenus UMMYHHOU Oucpezyliayuu UMerom O02PAHUYEHHYI0 00Ka3amenvHylo 06a3y (8
coomeemcmeuu co wkaiamu oyenxu Y/[ u YPP) no npuuune omcymcmeusi nNOCEAWEHHbIX UM
KIUHUYeCKux uccieoosanutl. Hee3upas na 3mo, oHu S6ISAI0OMC HEOOXO0OUMbIMU — dNeMeHmamu Oisl
MaKmuKuy JnedeHus, maxk Kax Oonee sphgexmuenvie u O00Ka3aHHblIE MeMOObl He pa3pabomarvl 6
Hacmosawee epems. llpu evibope maxmuxku 6edeHus u mepanuu ciedyem YYumslamv, 4mo Y
nayuenma mo2ym Oblmb HeCmaHOapmuvle NPosGleHUs OOe3HU, a Mmakdce codemanue 00Ne3HU C
Opy2uMu Namolo2UsMu, 4mo Modcem OUKmo8ams HeoOX00UMOCHb UBMEHEHUL 8 aneopumme ebloopa

ONMUMANbHOU MAKMUKU JleYeHUS.



4. MeaquMHCKASA peadUIUTANMA U CAHATOPHO-
KYPOPTHOE JIeYeHH e, MeTUIIUHCKUE TOKA3AHUA U
INPOTUBONOKA3aHNA K IPUMEHEHUI0 METO10B
MEAMIUHCKON peaduIuTanuu, B TOM YU CJIe
OCHOBAHHBIX HA UCIOJIb30BAHUM NPUPOIHBIX
Je4eOHbIX (PAKTOPOB

CaHaropHO-KypOpPTHOE  JICUeHHE TI0  NPOPUII0  OCJIOXKHEHWM  OCHOBHOTO  3a00JICBaHMSI.

[Tcuxomorudeckast peaOUIUTAIMS U COIMAIbHAS aIarTarus



S. IIpoduiaakTuKa ¥ AUCHAHCEPHOE HAOJIIOIEHHE,
MEIUIMHCKHNE NMOKA3AHUSA U POTUBOINOKA3AHUSA K
NMPUMEHEHHUI0 METOA0B NPOPHIAKTUKHA

Memooom  nepunamanbHo20 U paHHe20 — NOCMHAMAILHO20  CKPUHUH2A — HACNEe0CHBEHHbIX
aA2amMmazno0yIuHeMutl, MpaH3UmMopHOU 2un02ammaiooyiuHemMuu 0emcko20 603pacmad, HeKOMOpbIX
Gopm eunep-IgM cunopomos u OBUH c pannum oebromom sensemcs onpedenenue TREC (T-cell
receptor excision circles) u KREC (kappa-deleting recombination excision circle) 6 ma3zxax-
omneuamkax. Jlanuwlii MemooO No380j5em OCYWecmeisimb CKPUHUHS NAyueHmos 0. YeiyOleHHO20

uMMyHonocuyeckozo oociedoganus. [101-103]

e Bcem mammentam c¢ [IMJ[ ¢ npeuMymiecCTBEHHOM HEIOCTAaTOYHOCTBIO CHUHTE3a AHTUTEN
PEKOMEHYETCsl IPOBEJICHUE €KETOHON BaKIIMHAIMK MTPOTUB BUpYcCa rpunma (MHAKTUBUPOBAHHOMN
BaKIIMHOW), HMMYHHU3ALMs BaKIUHOW M MNPOPUIAKTUKA TNHEBMOKOKKOBOM HWH(EKIUU U

uHhekui, Be3biBacMbix Haemophilus influenzae tun b s mpodunakTuku 3apaskeHusi 3TUMU

Bo30ynutensimu. [104—107]
YpoBenb yoenuTeabHOCTH pekoMeHaannil — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB -5).

KOMMeHTapI/ll/I: npednoqmumeﬂbﬂo UCnomb306aHUE KOHBIOCUPOBAHHbIX U aa'biOGCleHle 6UAKYUH.
[104-107]

o [Tammmentam ¢ OBUH, arammarmoOynmumHemuein, rumep-IgM cuHIpOMOM HE PEKOMEHIYETCS
WCTOJIb30BAaHUE JKUBBIX BAKIMH U1l IPEIOTBPAIIECHUS PUCKA PA3BUTHS BaAKIIMH-ACCOLIMMPOBAHHOTO

MH(EKIIMOHHOIO IIpoliecca Ui BUpycoHocuTenbeTBa. [ 104—108]
YpoBenb yoenuTeabHOCTH pekoMenaannii — C (ypoBeHb I0CTOBEPHOCTH I0KA3aTeJIbCTB -5).

KommenTapuu: nposedenue ummynusayuu 6aKyuHou Npomue 6empsHOlU OCHbl, BAKYUHOU O
npourakmuky napomuma, NpPOMUBOKOPEsol GAKYUHOU, 6AKYUHOU NPOMUE KPACHYXU B03MONICHO,
ecu yposerv CD4+ > 500xa/mm3 y e3pocavix, > 1000 kn/mm3 y oemeu om 1 0o 6 nem, > 1500 xu/
mm3 y oemeti 0o 1 eooa.[ 104,108]

e Bcem manmentam ¢ Ae(UIMTOM M30THIIA UMMYHOTJIOOYIMHOB WM ASQUIIMTOM JIETKUX LIETIeH MpU
HOPMAJIbHOM KOJIMYeCTBE B-1MMQOUNTOB pekoMeHIyeTcsl MPOBEACHUE BAKIIMHAILIMYA B COOTBECTBUH

¢ HauuonanpHbpIM KajeHAapeM NOPHUBUBOK JJs1 NPOPUIAKTUKA HHQPEKIHMOHHBIX 3a00JI€BaHUM.
[104,105,108]

YpoBeHb yoenuTeabHOCTH pekoMenaanni — C (YypoOBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB -5).

e PexkoMeHnayercss BakuMHAUMSL OKpyxkeHuss mnamueHtoB ¢ IIMAJ[ ¢ npeumyliecTBeHHOU
HEJIOCTAaTOYHOCTBIO CHHTE3a AaHTUTEN] C LEJIbI0 CHWKEHHUS PHUCKAa 3apaK€HHS BaKIMHO-

ynpasisgeMmbiMu nHpexkusamu. [104,108]

YpoBennb yoeaureabHOCTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB -5).
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KommenTapuu: 6 nian sakyunayuyu KOHmakmuwix auy O0JIHCHO 6X00UMb. NPOBeOeHUe BAKYUHAYUU NO
KaneHoapro (eciu He OblLIO NPOBEOEHO panee), npoedeHuUe excec00HOU BAKYUHAYUU NPOMUE 8UPYCA
epunna  (UHAKMUBUPOBAHHOU 8AKYUHOU), UMMYHU3AyUsi O NPOQDUIAKMUKU NHEBMOKOKKOBOLL
ungexyuu u unghexyuti, svizvieaemvix Haemophilus influenzae mun b. na eaxyunayuu oxkpysicenus
nayuenmos ¢ IIHJ] ¢ npeumywecmeennoli He0OCMamo4HoCmvio CUHmMe3d aHmumesl Npomue 8UpPycos8
2puUnna U NONUOMUETUMA NPenapamamu 6bloopa AGIAIOMC 8AKYUHHbIE NPenapamsl, coOepicaujue
BUPYC  NONUOMUETUMA  MPEXEAICHMHbIL — UHAKMUBUPOBAHHBIU  YEIbHbIL U 6UpPYC  epunnda

uHakxmusuposannslil yenvroli. [104]



6. Opranuszanus oKa3aHusl MeJJUIUHCKON IMTOMOIIH

ITocne mocTaHOBKM Juar"ao3sa:

[Tanment ¢ ycranoBimeHHbIM auarHo3oM [IMJ] ¢ HEIOCTaTOYHOCTBIO CUHTE3a AHTHUTEN JOJDKECH
HAXOJIUTCA MO AUCTIAHCEPHBIM HAOIIONIEHHEM Bpada MO MECTY KHUTEIbCTBA U SBISATHCA I KOHTPOJIS

TCpalmu. KpaTHOCTB Ha6J'IIOI[eHI/IH ONpCACIIICTCS NCXOOA N3 CTCIICHU TSIPKCCTU TCUCHUA 3a00JIeBaHUs.

: Ha]_II/IeHTLI, nojay4dyaromue 3aMCCTHUTCIIbHYIO TCpalnio, AJOJKHBI HE MCHCEC 1 pa3 roa nmpoxoauTb
O6CJ'I€,Z[OBaHI/Ie IJIST KOHTPOJISL Pa3BUTUS OCJI0KHEHUM.

- [TammmenTsr ¢ [Tl ¢ HEMOCTAaTOYHOCTHIO CHHTE3a aHTHUTEIN JOKHBI OBITh 00CCIICUCHBI ITpenaparaMu
0asucHON Tepamuu (MMMYHOITIOOYJIMHOM 4YeJOBeKa HOPMalbHOTO** B HEOOXOOIMMOW J03€ U

npenapaTaMu JJi KOHTPOJISl CAMITOMOB UMMYHHOU JUCPETYIISLINN).

6.1 Iloxa3zanud 1J5 MJIAHOBOW rOCIIUTAJIU3AIUHA

e IEPBUYHOE YCTAHOBJIEHUE IMArHO3a MPHU HATUYUU CUMIITOMOB, XapakTepHbix ma [T /;
e TOCIHUTAJIU3ALINS B CIIELIMAIIU3UPOBAHHBIC LICHTPHI PU HEOOXOIUMOCTH KOPPEKLIUU TEparui;

e JIIOOBIE OCJIOKHEHUS, TpeOyloIHMe CTAIlIOHAPHOTO JieueHus: (ayTOMMMYHHBIC, MaJIMTHHU3AIMS,
SHTEpONATHS U JIp.).

6.2. Iloxka3zanusi 1J1s1 IKCTPEHHON TOCIIUATAIN3 AN MU

CocrostHUS, YTPOXKAIOIIHNE KU3HHU U TPEOYIOIHE IKCTPEHHOTO OKa3aHUS METUITMHCKON TTOMOIIIH.

6.3 Iloka3zanus 1/ BHINUCKHU MAIMEHTA U3 CTAIIMOHAPA

- Crabmim3anys COCTOSHUS;

: I[JII/ITGHBHOCTB CTAaOMOHAPHOTI'O JICUCHUA OIIPCACIIACTCS XAPAKTCPOM H TSHKCCTBIHO KIIMHHYCCKUX

MPOsIBJICHNN MH(EKIIMOHHBIX U HeMH(PEKIMOHHBIX ociiokHenuit [TU/].



7. JlonoiHUTE IbHAA MHpopManus (B TOM YHCJIe
(baKkTOpPBHI, BJUSIONINE HA MCXO0 3200/ 1€ BAHUA UJIH
COCTOSITHHSA )

Huacnoz IIH]] ¢ npeumywecmgennol HeOOCMAMOYHOCMbIO CUHMe3d AHMUmel He 56J1emcs
npomu8onoKazaHuem K oOepemennocmu u poodam. Heobxooumwvl payuonanvHvle noocomoska u
KOHMPOJIb OepeMeHHOCMU, 0COOEHHO 8 CyYde HAIUYUL Y NAYUeHMKU MAHCEN020 HEeKOHMPOIUPYEMO20
UHGEKYUOHHO20 npoyecca Ul CepPbe3sHbIX OCLOMCHeHUl. Bulbop memooda podopaspeuwienus - no

aAKyuepCcKum noKasanusim.

o bepemennbm xeHmuHaMm ¢ [IM]] ¢ mpenMymiecTBEHHONM HEIOCTATOYHOCTBED CHHTE3a AHTUTEN
PEKOMEHIyeTCsl COBMECTHOE BEACHHME OEpeMEHHOCTH II0j] HaOINIOJCHHEM Bpaya-ajuieprosora-

MMMYHOJIOTa U Bpaya-aKyliepa-ruHeKosora JJjisi CHUKEHUsI pUcka ociokHeHuu. [109]
YpoBeHb yoenureabHOCTH pekoMeHAanuil C (YpoBeHb 10CTOBEPHOCTH J0KA3aTENbCTB - 5).

BepeMeHHI:-IM KCHIIIMHaM C HI/II[ C HpeHMYHIeCTBeHHOﬁ HEAOCTATOUYHOCTBIO CHHTC3da AHTUTCII
PECKOMCHAYCTCA THlaTeJILHBIﬁ KOHTPOJIb I/IH(I)GKI_II/IOHHOFO mnmponoecca il CHHMXXCHHA  pPUCKa

MepUHaATaJbHBIX OCIOKHEHH. [109]

o bepemennbimM manuentkam ¢ [IMJ] ¢ mpeuMymiecTBEHHOM HEIOCTATOYHOCTBIO CHUHTE3a AHTUTEN
PEKOMEHIyeTCsl yBEJIMYEHUE J103bl IpernapaTta MMMYHOINIOOYJIMHA YeloBeKa HOPMajbHOTO™* s

3aMECTUTEIIbHON Tepamuu C IeNbl0 TNPO(UIAKTUKH Pa3BUTHUSA HH(PEKIMOHHBIX OCIOKHEHHM.
[71,110-112]

YpoBeHnb yoenureabHOCTH pekoMeHAanuil — C (ypoBeHb J0CTOBEPHOCTH I0KA3aTeJbCTB - 4).

KoMMmeHTapuu: neobxooumocmov yeenuuenus 003bl 00VCI06/eHAd YeeluyeHueM 6ecd NayueHmKu,
eemoounoyuell U nepeoayeli Yacmu UMMYHO2I00YIUHO8 niody mpaucniayenmapuo. [113] Hoza u
unmepean Bedenusi noooupaemcs UHOUBUOYAIbHO C YYemom NPempaHc@hy3uoHHOU KOHYEHMpayuu

[gG, yacmonmisl MH¢€KZ/;MOHHbZX npouyeccos, Hajaudus HeuH¢€KI/ﬂ/l0HHblx OC]ZOOfCHeHMIZ, eeca nayuernikKu.
[71,110-112]

o bepemennpiM manmentkam ¢ [1M]] ¢ nmpemMymecTBEHHOM HENOCTATOYHOCTHEO CHUHTE3a AHTUTEI
B Clly4ae IpOBEICHUS POAOPA3PELICHUs] IIyTEM OIEpaly KecapeBa CEYECHUS PEKOMEHIYETCS
MPOBOAUTH KYpPChl aHTHOAKTEpUANIbHOW TEpanuu JUIMTEIbHOCTBhIO B 2—3 pa3a NpeBbILIAONICH
MPOAODKUTENILHOCTh  CTAaHAAPTHOM aHTHOAKTEPHANIbHOW TEparud y HWMMYHOKOMIETEHTHBIX
OOJIbHBIX C LIEbI0 NPOPUIAKTUKY Pa3BUTUSI MHPEKIIMOHHBIX OCIOKHEHHUM B MOCIIEONEePAIIOHHOM

nepuoze. [109]

YpoBenb yoeauTeabHOCTH pekoMeHaannii — C (ypoBeHb 10CTOBEPHOCTH /I0KA3aTeJIbCTB - 5).



Kpurepun onieHKH KayecTBa MEIUIIUHCKOU MOMOLIH

Kputepumn kauvectsa

OueHka
BbIMOJIHEHUS

MaumMeHTy C  KJAMHMYECKMMW  NpuU3HaKaMu, XxapaktepHbiMu ans WO ¢ npeuMyLwecTBeHHOM
HEeAOCTAaTOYHOCTbIO CMHTE3a aHTUTes, BbIMNOJIHEHO MpOBeAeHMe UCCNefoBaHus YPOBHS MMMYHOr106ynmMHOB
A, G, M B KpoBH

HNa/Het

MaumeHTy c runoramMarnobynuHemmen wn arammarnobynuHemmern nposeaeHo wuccnegosaHne CD19+
numdounTos

HNa/Het

[MaumeHTy C rmunorammarnobynmHemMuen n arammarnobynmHemmen npoBeaeHo nccnegoBaHmnsa yposHsa CD3+,
CD4+, CD8+, CD16+/56+ numdounToB B KpOBMU

Ha/Het

MaumeHTty ¢ MUO C npeuMMyLEecTBEHHOW HeAOCTAaTOYHOCTbIO CUHTE3a aHTUTEeNn AMarHOCTUKa BUPYCHbIX
nHdbekunii nposeaeHa metogom MLUP

HNa/Het

Maunenty ¢ MWL c NpeuMyLlecTBEHHON HeAOCTAaTOYHOCTbIO CUHTE3a aHTUTEN MpPOBOAATCS perynspHble
nabopaTopHble nccnegoBaHua He pexe 1 pasa B 6 MecsiLeB:

0 O6wmin (KNMHMYECKM) aHanM3 KPOBW pasBepHYThbIA C nenkoumtapHon dopmynon n COD (CcKoOpoCTb
ocefaHust 3pUTPOLMTOB);

o O6wmni (KNMHUYECKU) aHaIn3 Mouu;

0 AHanu3 KpoBu bMoxmMmyecknin obetepaneBTuyeckmnin (06wmin 6enok, 6enkosble dpakLnm, MOYEBUHA,
KpeaTnHuH, ACT (acnaptatamumHoTpaHcdepasa), AJIT (anaHuHamumHoTpaHcdepasa), [TTM (ramma-
rniTaMmnTpaHcnenTuaasa), 1A (naktagernaporeHasa), 6unmpybuH obwmii, rnoko3a)

JNa/Het

MaumeHTy C runoraMmarniobynMHemMuen unM arammarniobynMHeMuei, nosyvyaloweMy 3aMecTUTESIbHYHO
Tepanuio  MMMYHOro6y/IMHOM  YefloBeKa HOPMasibHbIM, MPOBOAUTCS  EXEMECAYHOE UCCnefoBaHue
npeTpaHcdy3mMoHHOro ypoBHs IgG B KPOBW [0 AOCTUXKEHUS LLENEBOMO YPOBHS

[Na/Het

MaumeHTy C runorammarnobyiMHeMnen unmM arammarnobyMHeMMen, nonydarolweMy 3aMecTUTENbHYI
Tepanui WMMMYHOrN06Y/JMHOM 4YenoBeKa HOpMasbHbIM, MOCne AOCTMXEHUS LUeneBoro ypoBHa IgG
NpoBOAMTCS WCCnefoBaHue npeTpaHcdy3noHHoOro yposHs IgG B KpoBu He pexe 1 pasa B 6 Mecsiues

HNa/Het

Maunenty ¢ MO c npenMyLleCTBEHHON HeAOCTaTOYHOCTbI CUHTEe3a aHTUTen BbiNosHeHo KT opraHos
rPyAHON MOSIOCTM B MOMEHT MOCTaHOBKM AMarHo3a C Lesiblo CBOEBPEMEHHON ANArHOCTUKN OCNIOXHEHUI

HNa/Het

MaumeHTy ¢ OBUH nposeaeHo Y3U (ynbTpa3ByKoOBOe MCCNefoBaHWE) AOCTYMHbIX OCMOTPY AMM@aTUyYecKmnx
Yy3710B, OpraHoB 6pIOLIHON MONOCTM HA MOMEHT MOCTAaHOBKW AMarHosa 1 He pexe 1 pasa B roa

Na/Het

10

MauneHty ¢ MWL ¢ NpenMyLeCTBEHHON HEAOCTaTOYHOCTLIO CUHTE3a aHTWUTES MPOBOAUTCA KOHCY/bTaums
Bpayva-asifieprosiora-MMMyHOJIOra He pexe 1 pasa B rog

HNa/Het

11

MaumveHty ¢ arammarnobynuHemmen / OBWH / runep-IgM cuHApOM C  npeuMyLecCTBEHHOM
HeA0CTaTOYHOCTbIO CMHTE3a aHTUTeN NPOBOAUTCS BBeAeHWE MMMYHOrnobynanHa yenoBeka HopManbHOro**

Ha/Het
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AbpamoBa Hpuna HukomaeBHa — ajieprojor-uMMYHOJIOT, K.M.H., OTJEJIE€HHE WMMYHOJIOTUU
OI'bY «<HMUIL IT'OU um. mutpust PoraueBa» Munszapasa Poccun

. BaXJ’IﬂpCKa}I Csemnana CepreeBHa — aJUICPTrOJIOr-UMMYHOJIOI, K.M.H., Bpad OTACJICHHA

KimHn4eckoil nMmyHosoruu U peemarosoru OCII PIIKb ®T'AOY PHUMY um. H.M. IIuporosa
Munsznapaa Poccun, accucteHT kadenpsl KIMHUYECKONM MMMYHOJIOTHMH MEIUKO-OMOIOTUYECKOTO
¢dakynerera DTAOY PHUMY um. H.!.ITuporosa Munsapasa Poccun

. Unbnna Haranes lBanoBHa — Buue-npe3suaeHT PoccuiickoM acconuanuy  ajlieprojoroB M

kimHnYecknXx uMMmyHonoroB (PAAKW), a.m.H., mpodeccop, 3amectutens aupektopa DPI'BY

«'HII UuctutyT nmmynonorun» ®MBA Poccun o kimHu4Yeckol padoTe — I1aBHbIN Bpay

. Konnparenko Upuna BagumoBHa — 1.M.H., podeccop, 3aBeAyrolas OTAEICHUEM KIMHUYECKOM

ummyHosoruu u pesmaroniorun OCII PIIKB ®TAOY PHUMY um. H.U. ITuporoBa Munzapasa
Poccun, mpodeccop kabeapsl  KIMHUYECKOM  HMMYHOJOTHU  MEIUKO-OMOJIOTHYECKOTO
¢dakynereta DTAOY PHUMY um. H.U. ITuporosa Munszapasa Poccuu

. KYBBMGHKO Haranbs BOpHCOBHa — 3aB. OTA. SIIMACMHUOJIOTM U MOHUTOPHHTA I/IMMYHOI[G(l)I/IHI/ITOB

OI'bY «HMULL AI'OU um. Imutpusa PoraueBa» MunsapaBa Poccuu, K.M.H., Bpad ajuieprosior-

MMMYHOJIOT, IEUaTp

. JlatrpimeBa  Enena  AnekcaHIpoBHAa  —  BEAYUIMM  HAYYHBIM  COTPYAHUK  OTJIEJICHUS

nMmmyHormarosioruu B3pocibix @PI'BY «I'HII UuctutyT mmmyHonorun»y ®MBA Poccun, 1.M.H.,
noueHt kadeapsl Knumnuueckas ummynonoruun ¢akyasrera MbO T'OY BIIO PHUMY wuwm.

[Tuporosa

. JlarpriieBa Tathsina BacunbeBHa — A.M.H., npodeccop kadeapbl KIMHUYECKONW ajuIeproJioruu u

nvmmyHosiorun OITJIO MI'MCY, 3aBenyromuii OTAeI€HUEM UMMYHOIATOJIOTUU B3pocibix OI'BY
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. Manto MpuHa AnexkcaHIpoBHA — HAyYHBIM COTPYIHUK OTIEJIECHHUS UMMYHOIIATOJOTHH B3POCIIBIX

OI'BY «I'HII UuctutyT nmmyHonorun» ®MBA Poccnn

. [Tamnypa Anekcanap HukomaeBHY — pPYKOBOAMTENb OTAENA AJUIEPrOJOTMM M KIMHUYECKON
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®omuna [lapes CepreeBHa — K.M.H., JOIICHT, JIOIEHT Kadeapbl KIMHUYECKOH WMMYHOJOTUU U
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CHELHAINCT  AJUIEProJIor-UMMYyHoOJIOr  JlemapraMeHTa  3ApaBOOXpAaHEHUs Tropona MOCKBHI,
pykoBoIuTENb MOCKOBCKOTO TOpPOJICKOTO Hay4HO-IpakTHdeckoro ILleHTpa amrepronornuu
umMmyHosoruu I'BY3 «I'KBb Ne 52 JI3M»

lepbuna Anna IOpseBHa — a.M.H., npodeccop, 3amectuTenb aupektopa MHcTUTyTa
re€MaToJIOTUH, UMMYHOJIOTUU U KJIETOYHBIX TEXHOJIOTUM, 3aBEAYIOIIAs OT/ICICHUEM WMMYHOJIOTUHU
OI'BY «HMUL AI'OU um. Imutpusi PoraueBa» Munznpasa Poccuun

UysupoB [lenuc ['eHHanneBny — K.M.H, 3aB. oTAeaeHueM uMmmyHonaronoruu aered OI'bY «['HI]

WNuctutyT nmmyHonorun» @PMBA Poccun

SApueB Muxann HuxonaeBud — a.M.H., npodeccop Kadeapbl KIMHUUECKON aIeprojiorTuu u
uvmmyHosiorun OITIO MI'MCY, B.H.c. oraenenuss ummyHonarojoruu paered ®I'BY «['HIJ

HNuctutyt nmmynonorun» ®MBA Poccnn



IIpunoxkenne A2. MeronoJiorusi pa3padoTKku
KJINHUYECKHUX PeKOMEHIAIMT

Hpunoxenue A2.1 lleneBass aynuropusi JaHHbIX KIMHUYECKUX
pPeKOMEeHIAlMIA:

1. Bpau-akyiep-ruHeKoIor;

2. Bpay-aJjuieprojaor-uMMyHOJIOT;

3. Bpau-racTpo3HTEPOIIOT;

4. Bpau-TeHETHK;

5. Bpa4-/1epMaTOBEHEPOJIOT;

6. Bpa4-JI€TCKUI XUPYPT;

7. Bpau-1a00paTOPHbII IT'€HETHUK;

8. Bpau-HEOHATOJIOT;

9. Bpau o0111eli pakTUKU (CEMEWHbIN Bpay);
10. Bpau-0TOPUHOIAPUHTOJIOT;

11. Bpau-neauarp;

12. Bpau-nienuarp ropoJckoi (pailoOHHbIN);
13. Bpau-nenuarp y4acTKOBBIN;

14. Bpad o rurueHe AeTel U NOIPOCTKOB;
15. Bpau 110 TUTHUEHE TPY/IA;

16. Bpau no o0111el TUTUEHE;

1'7. Bpau npuemMHOroO OTAEIEHNUS;

18. Bpau-cromaroJior;

19. Bpau-cromarosior AETCKU;

20. Bpau-cTOMAaTOJIOT-OPTOIIE]I;

21. Bpau-cTOMaToJIOr-TEPAIICBT;



22. Bpa4-CTOMATOJIOT-XUPYPT;

23. Bpa4-TepariesT;

24. Bpa4-TeparneBT MOAPOCTKOBBIN;

25. Bpa4y-TeparneBT YYaCTKOBBIN;

26. Bpau-TepareBT y4aCTKOBBIN 11€XOBOTO BPauye€OHOI0 y4acTKa;
27. Bpad GyHKIIMOHAILHOW JTUATHOCTHKH;

28. Bpa4-Xupypr;

29. Bpa4-4eIIOCTHO-JIULIEBON XUPYPT;

IIpuioxkenue A2.2 MeTom0/10rusi pa3padoTKu KINHUYECKUX PEeKOMEeHIAUil

2 unena paboueit rpynmnbsl (JlateimeBa Enena AnekcannpoBHa u Manto Mpuna AnekcanapoBHA)
HE3aBUCUMO JAPYT OT APYyTa BBIMOIHIA CUCTEMATUYECKUM MOUCK U OTOOp MyONMKaIMii HE3aBHCHUMO

apyr ot apyra ¢ 01.08.2019 mo 23.09.2019. Ilouck mpoBoawmiics B mouckoBoil cucteme PubMed

(http://www.ncbi.nlm.nih.gov/pubmed/), KokpanoBckoi oubnnoreke
(http://www.cochranelibrary.com/), Hay4YHOU ANIEKTPOHHOU oubnmoreke eLIBRARY.1ru
(http://elibrary.ru/defaultx.asp), Oaze JTAHHBIX EMBASE

(https://www.elsevier.com/solutions/embasebiomedicalresearch), a Takxe Mo perucTpaMm KJIMHUYECKUX

ucnbeiTanuit: https://clinicaltrials.gov/ u https://www.clinicaltrialsregister.eu/ctrsearch/search. bpuio
HaiigeHo 250 myOnukanuii, 1 U3 HUX Obulo otoOpano 118 myOmukarmii. B ciydae BO3HUKHOBEHUS
pasHoracuii mpu orbope MyONUKAaMU TMPUBJIEKAINCh OCTalbHblEe 4JeHbl paboueil rpymmbl. Ha
OCHOBaHMM OTOOpPAHHBIX MyOMMKalMii 00a SKCIepTa HE3aBUCUMO JAPYT OT Apyra chopMyIupoBaliv
TE3UC-PEKOMEH/IAllMU, KOTOPhIE OBLIM OLICHEHBI C MOMOIIBIO KAl OICHKH YPOBHS JIOCTOBEPHOCTHU
JI0KA3aTeyIbCTB U METOAOB JIMATHOCTHUKH, OLICHKU YPOBHEHN NOCTOBEpHOCTH Joka3zarenbcTB (Y1) mos
METO/IOB  MPO(PWIAKTUKH, JeueHuss u  peabwiuraruu  (MpodUIAKTUUECKUX,  JICYCOHBIX,
peabMINTALIMOHHBIX BMEIIATENbCTB), OLEHKH YpOBHEH yOeautenbHOcTH pekoMmennauuit (YVYP) s
METOJI0OB  MPOUIAKTUKHA, JAUATHOCTUKH, JIEYCHUS © peadbmnutanuu  (MpodUIaKTUYECKUX,
JIMAarHOCTHYECKHX, JeYeOHbIX, peabuIuTalMoHHbIX BMemarenascTB). ([Ipunoxenue 1, [punoxenue 2,
[Ipunoxenue 3) B ganbHeiiieM Kaxxaas Te3UC-peKOMEH 1alus Obla TIIATEILHO 00CYyXAeHa Ha 0011IeM

cobpanuu pabodel TPyMIIbL, IO BCEM CIIydasM pa3HOTIIACHH OB JOCTUTHYT KOHCEHCYC.

IIpunoxennel. Illkamna olleHKH YpOBHEW J0OCTOBEpHOCTH JokazaresnbcTB (YIIJI) s meronos

JTUATHOCTUKH (JIMarHOCTUYECKUX BMEIIATEIHCTB)

yan PacwundpoBka

1 CuctemaTtnyeckne 0630pbl  McCnenoBaHWi C  KOHTponeMm pedepeHCHbIM MeTOAOM WAW  CUCTeMaTuyeckuin  0630p
pPaHAOMU3NPOBAHHbBIX KIIMHUYECKUX UCCNef0BaHUIA C NPUMEHEHWEM MeTa-aHanusa



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

yaa PacwudcdpoBka

2 OTaenbHble MCCNefoBaHUs C KOHTPOJIEM pedepeHCHbIM MEeTOAOM WM OTAeNIbHble PaHAOMU3MPOBAHHbIE KJIMHUYECKME
nccnefoBaHUs U CUCTEMATMUYECKMe 0630pbl MccneaoBaHuii noboro AusaliHa, 3@ MWCKIYEHWMEM PaHAOMU3MPOBAHHbLIX
KJIMHUYECKNX UCCNeaoBaHuii, C NpUMEHEHUEM MeTa-aHanmsa

3 NccnenoBaHusa 6e3 nocneaoBaTesibHOro KOHTPonsa pedepeHCcHbIM METOAOM UMW UCCNeaoBaHus ¢ pedepeHCHbIM METOAO0M,
He ABNSIOWNMCSA HE3aBMCUMbIM OT MCC/IeAyeMOro MeToAa WM HepaHAOMU3UPOBAHHbIE CPpaBHUTENbHbIE UCC/IeA0BaHUS, B
TOM YMC/Ie KOFOPTHbIE UCCeA0BaHMUs

4 HeCpaBHVITEJ'IbeIe nccneaoBaHus, onncaHne KJIIMHNMYeCKoro cnyyasa

5 MmeeTca nuuwb O6OCHOBaHVIe MexXaHn3Ma ﬂEVICTBVIH NN MHEHNE SKCNEPTOB

Hpunoxenne2. I[llkana oOlEHKH YpPOBHEW HOCTOBEpHOCTH nokazarenbcTB (Y/IJ) mna mertonoB

npodUIaKTUKH, JieueHuss W peabunuranuu (MpoUIAKTHUECKHX, JIe4eOHBbIX, PeaOUIMTAlMOHHBIX

BMEIIIATENbCTB)
vaa PacwudcdpoBka
1 CuctemaTtnyeckuii 063op PKW ¢ npuMeHeHnem MeTa-aHanmsa

2 OTpenbHble PKU 1 cuctematmdeckme 0630pbl nccnenosaHuii noboro aAmsarnHa, 3a uckntoveHveMm PKU, ¢ npuMeHeHuem
MeTa-aHanusa

3 HepaHAOMU3NPOBaHHbIE CPABHUTENbHbIE UCCNEA0BAHNS, B T.4. KOFOPTHbIE UCCIeA0BaHUS

4 HecpaBHuUTeNbHblE MCCNeoBaHUSA, OMNUCaHWE KIAWMHUYECKOro Cc/lydas WAuM cepuu CiyvyaeB, WCCNeAOBaHWUs <«Ciydan-
KOHTpO/b>»

5 NmeeTca nuwb o60CHOBaHWE MexaHu3Ma [eWCTBUSA BMellaTenbCTBa (AOKIMHUYECKME WCCNeAOoBaHus) WAW MHeHue

3KCNepTOoB

IIpunoxkenned. Ilkana oneHku ypoBHeHl yOeautenbHOCTH pexoMeHmanui (YYP) ana meronos

NpO(UIAKTUKY, AUATHOCTUKU, JeUeHUs W peabunurtanuu (MpodUIakKTUYECKHX, AUArHOCTUYECKHUX,

JIC‘IC6HI)IX, pea6I/IHI/ITaI_II/IOHHI>IX BMGHI&TGJII)CTB)

YYP PacwudpoBka

A CunbHas pekoMmeHgaumsa (Bce paccMaTpuBaemble Kputepun 3PHEKTUBHOCTU (MCXOAbI) SBASKOTCA BaXKHbIMU, BCe
WCCrefoBaHMs MMEKT BbICOKOE WM YAOBSIETBOPUTENbHOE MEeTOA0JIOMMYeckoe KayecTBO, UX BbIBOAbl MO WUHTEPECYHLNM
ncxoaam SABASKOTCS COrnacoBaHHbIMM)

B YcnoBHas pekoMeHgauus (He BCe paccMaTpuBaeMble Kputepuun 3D@PeKTUBHOCTM (MCXOAbl) ABASKOTCS BaXKHbIMW, HE BCe
WCCNefoBaHMs MMEKT BbICOKOE WM YAOBJIETBOPUTENIbHOE METOAO0JIONMYeckoe KayecTBo W/uianm ux BbIBOAbI MO
MHTEpEeCYIOLWMM NCX04aM He ABASIOTCA COrlacoBaHHbIMM)

C Cnabasa pekomeHgaumsa (OTCYTCTBME [oOKasaTesbCTB Haanexallero KayectBa (BCe paccMaTpuBaeMble KpuUTepuu
3 PEeKTUBHOCTM (MCXOAbI) SABMAAKOTCS HEBaXKHbIMU, BCE UCCNEAOBaHUS MMEKT HU3KOE MEeTOAOSI0rMYecKoe KavecTBO M WX
BbIBOAbI MO MHTEPECYIOLWMM UCXOAAM He SABJISIOTCA COrlacoBaHHbIMM)

Hpuaoxenue A2.3 [lopsaaok 00HOBJICHUS KIMHUYECKUX PEKOMEHIAIM M.

Mexanu3M OOHOBJICHHS KIIMHUYECKUX peKOMeHI[aI_[I/Iﬁ npeaycMarpuBactT HMX CHCTECMATHYCCKYIO

AKTyaJIu3allui0 — HE PCXKEC YCM OJIMH pa3 B TPU I'0Jad, a4 TAKKC IIPHU IOABJICHUHW HOBBIX HJAaHHBIX C

IMO3UINHN HOK&S&TGHBHOﬁ MCIWIIMHBI II0 BOIIpOCaM JWATrHOCTHKH, JICUCHMU, HpO(I)I/IJ'IaKTI/IKI/I nu

peadbmIUTaly KOHKPETHBIX 3a00J€BaHUM, HAIMYUU O0OOCHOBAHHBIX JIOMOJHEHUM/3aMeuaHuil K paHee

yTBepxAEHHBIM KP, HO He vamie 1 pa3a B 6 mecsues.



IIpunoxkenune A3. CnpaBo4yHbIe MaTEPHAJIbI,
BKJIIOYasl COOTBETCTBHE NOKA3AHUI K IPUMEHEHUIO H
MPOTUBOIOKA3AHUI, CIOCO00B MPUMEHEHHUA U 103
JIEKAPCTBEHHBIX MPENaparoB, MHCTPYKIIMH 110
MPUMEHECHHIO JIEKAPCTBEHHOIO npenapara

Hpunoxenue A3.1 cBA3aHHbIE JOKYMEHTHI

1. IIpukaz MunHCTEpCTBA TpyAa U conuainbHOU 3ammThl PO "O ximaccupukamusax u KPUTSPHUSX,
UCTIONB3YEMBIX TPU OCYIIECTBICHUU MEIUKO-COIMATIBLHON AKCIEPTU3bl TpaxaaH (enepanbHbIMU
rOCYAapCTBEHHBIMU YUPEXKACHUIMU MEIUKO-COUUAIBHOM 3KcniepTtu3bl” oT 27 aBrycra 2019 . N 585H

(BcT. B cuity ¢ 1 siHB. 2020r)

2. ®enepanbhblii 3akoH oT 25.12.2018 No 489 489-d3 «O BHeceHMH H3MEHEHHH B cTaThio 40
®enepanbHOro 3akoHa "O0 00s3aTeIbHOM MEIUIMHCKOM cTpaxoBaHuu B Poccuiickoit denepanuun” u
OenepanbHblii 3akoH "OO OCHOBax OXpaHbl 310poBbs Tpaxaan B Poccuiickoit ®deneparuu” mno

BOIMpOCaM KIIMHUYCCKHX peKOMeHHaHHﬁ)> .

3. Ilpuka3 MunzgpaBa Poccun No 103nor 28.02.2019 1. «O0 yTBEpKIEHHUU MOpPsAKA U CPOKOB
pa3pabOTKH KIMHUYECKUX PEKOMEHAAIMM, WX TMepecMOTpa, THIOBOM (OPMBI KIMHUYECKUX
pexoMeHAalui 1 TpeOOBaHUM K UX CTPYKTYpe, COCTaBY U HayYHOM OOOCHOBAHHOCTH BKJIFOYAEMOU B

KJIMHUYECKHE PEKOMEHJAlluU UH(OPMALIUN.

4. Tlpuxaz MumnszapaBa Poccum ot 13.10.2017 N 804 "OO yTBEpKIEHUU HOMEHKIATYPHI

MEIULIMHCKUX yCIyr".

5. Ilpukaz MunucrepctBa 3apaBooxpanenus Poccuiickoit denepanuun (Munznpas Poccun) ot 20
nekabpst 2012 . N 1183u . MockBa "OO6 yTBepkaeHnn HoMeHKIIaTyphl HOKHOCTEH METUITMHCKHIX

pabOTHUKOB U (hapMalleBTUUECKUX PAOOTHUKOB".

6. ITpuka3 MuHUCTEpPCTBA 3APABOOXPAHEHUSI U COLMAIBHOTO pa3Butus PO or 16 anpens 2012 . N

366H "O06 ytBepxkaenuu lopsnka okazanus neguaTpudeckor momouu"

7. Ilpuka3z MunuctepctBa 3npaBooxpanenusi PO "O06 yrBepxkaennu [lopsaka okazaHusS MEIUITUHCKON
IOMOIITM OOJIBHBIM C BPOXKACHHBIMU U (WJIM) HACJIEICTBEHHBIMU 3a00neBanussMu" ot 15 HosiOps 2012 1.
Ne 917m.

8. ['ocynapcTBeHHBIN peecTp JEKapCTBEHHBIX cpencTB: https:/grls.rosminzdrav.ru

9. Ilocranosnenue IlpaBurensctBa PO ot 29 mapra 2018 . Ne 339 “O BHeceHMM U3MEHEHUN B

[IpaBuna npu3HaHUs JULA UHBATUIOM


https://grls.rosminzdrav.ru/

Hpunoxenue A3.2. Mexnynapoanas kiaaccupurkauus [T (IUIS),
OCHOBAHHAsI HA BbIABJISIEMOM reHeTH4ecKoM Jedexre. [10]

®opma NUA, zzgaee-rl:queCK"ﬁ :ggnenosauuﬂ 5?{!‘5-10
Bbipa)>keHHOe CHMXXEHUE BCeX KJ/1aCCOB UMMYHOI/I06Y/IMHOB C CYyLLleCTBEHHbIM CHUXKEHUEM WM NPaKTUYECKU MOJIHbIM
oTcyTcTBUEM B-knerok, araMmmarnobynmHemusn
Oednunt BTK, X-cuenneHHas arammarnobynmHemums BTK X-cuenneHHbIN D80.0
Oedununt p-TsHxenon uenu IGHM AP D80.0
A5 pedumumt IGLL1 AP D80.0
Iga pedunumnt CD79A AP D80.0
IgB nedunumnt CD79B AP D80.0
BLNK pedunumnt BLNK AP D80.0
pl10daedunumnt PIK3CD AP D80.0
p85 pnedunumnt PIK3R1 AP D80.0
Aednunt dakTopa TpaHcKkpunummn E47 TCF3 AL D80.0
TCF3 AP D80.0
SLC39A7 (ZIP7) pedunumt SLC39A7 AP D80.0
Cunapom Hoffman/ TOP2Baedpununt TOP2B Al D80.0

Bbipa>keHHOe CHM>XeHue 2-X U 6onee knaccos MMMyHOFﬂOGyﬂMHOB C HOpMaJibHbIM WJIN CHUXXEHHbIM KOJIM4YecTBoM B-

nnmdoumutoB (peHotnn OBUH)

OBWH HewnssecTteH BapuabeneH D83
CnHAapoM akTuBmpoBaHHom p110d PIK3CDGOF AL D83

PIK3R1 AL D83
PTEN (LOF) pnecdunumnt PTEN AL D83
CD19 peduumt CD19 AP D83
CD81 peduumt CD81 AP D83
CD20 geduunt CD20 AP D83
CD21 pecdunumt CD21 AP D83
TACI pednumt TNFRSF13B(TACI) AP vnn A D83
BAFF peuenTtopa geduunt TNFRSF13C AP D83
TWEAK pedunumt TNFSF12 AL D83
TRNT1 aecdumumt TRNT1 AP D83
NFKB1 aedpununt NFKB1 A D83
NFKB2 geduunt NFKB2 AL D83
IKAROS pedwnumt IKZF1 AL D83
IRF2BP2 pedwnumnt IRF2BP2 AL D83




®opma NUA ;:g)eg::ecxuﬁ -II-I-:IIEHGAOBEIHMSI 5?55-10
ATP6AP1 pedunumnt ATP6AP1 X-cuenneHHbIn D83
ARHGEF1 geduunt ARHGEF1 AP D83
SH3KBP1 (CIN85) pedbvunt SH3KBP1 X-cuenneHHbIn D83
SEC61A1 pedumunt SEC61A1 A D83
RAC2 pedpuunt RAC2 AP D83
AednunT MaHHO3MN-onurocaxapua rniokosumaassl (MOGS) MOGS AP D83

Bbipa>keHHOE€ CHMXKeHMe CbiBOpPOTO4YHbIX IgG m IgA npu HOpMasibHOM/MNOBbIWEHHOM ypoBHe IgM M HOpMasibHOM

Konunyectse B-knertok, (runep-IgM cMHAPOM C NpeMMyLLeCTBEHHOW HeAO0CTaTOUYHOCTbIO CH

HTe3a aHTuTen)

AID pedvunt AICDA AP D80.5
UNG pedvunt UNG AP D80.5
INO80 INO8O AP D80.5
MSH6 MSH6 AP D80.5

AeduumT M3oTMNA WAKM JNIerkux uenei MMMYHOr/Io6y/IMHOB MAM CHMKeHue GYHKLMOHAJIbHOW aKTUBHOCTU MpU

HOpMaAJZiIbHOM KoJin4yectBee B-HMMCIJOLIMTOB

MyTaumun n geneummn TsHKenbiX Luenem MMMyHornobynmHos myTayms na AP D80.8
XPOMOCOMHas aeneuus
14q32
Oednunt kanna-uenun IGKC AP D80.3
Oedvunt noagknaccos IgG HewnseecTteH HewnssecTteH D80.8
CouyeTaHue gedununta IgAc gedpununtom noaknaccos IgG HensgecTteH HensgecTteH D80.8
CenekTuBHbIN IgA aeduumnT HensgecTteH HensgecTteH D80.2
aepuumt  cneumduyecknx aHTUTesn Mnpu  HOPManbHOM  YpPOBHE HewnseecTteH HewnssecTteH D80.6
WMMYHOr106y/IMHOB Y HOPManbHOM Konu4yecTse B-numdpountos
TpaH3UTOpHasa rmnorammarnobynnHeMmsa AeTCKoro Bospacrta HenspecTteH HenspecTeH D80.7
CARD11 GOF CARD11 AD GOF D80.8
cenekTuBHbIN aedununt IgM HensgecTteH HensgecTteH D80.4

Hpunoxenue A3.3. Bakuunsl, 1octynubie B P@® qus nuarnocruxku ITUJL ¢
NPeMMYIIeCTBEHHON HEeJ0CTATOYHOCTHIO CHHTEe3a aHTUTe . [38,114]

MukoBbINA
BakuumHa AHTUTreH :g:uqecmo YPOBEHb

aHTUTen
BakuuHa ans npodusiakTUKU MEHUHIOKOKKOBOW MH(ekuun cepotuna A, [Monwucaxapua 1 2-4
nonucaxapuaHas** Hepenu
BakuuMHa AnAa npohusakTMKU MEHUHIOKOKKOBbIX MHdeKuuii ceporpynn Benok 1 2-4
A, C, W, Y, nonmcaxapugHasi, KOHblOrmposaHHasa* * Hepenun
AHATOKCUH ANPTEPUNHO-CTONIGHAUYHDbIN* * Benok 2-3

Heaenu




Hpunoxenue A3.4. npumep taprerHoii nanejau NGS sl IMArHOCTUKHU
IlepBu4HbIX HMMYHOAeGUUUTOB. [47,48]

ACP5, ACTB, ADA, ADAMTS13, ADAR, AGA, AICDA, AIRE, AK2, ALG13, AMN, ANKI,
ANKRD26, AP3B1, APOL1, ATM, BLM, BLNK, BLOC1S3, BLOC1S6, BRCA2, BRIP1, BTK,
C1QA, C1QB, C1QC, CIR, C1S, C2, C3, C4A, C4B, C5, C6, C7, C8A, C8B, C9, CARD14, CARDY,
CASP10, CASP8, CCDC103, CCDC39, CCDC40, CD19, CD247, CD27, CD3D, CD3E, CD3G,
CD40, CD40LG, CD46, CD55, CD59, CD79A, CD79B, CD81, CD8A, CDAN1, CEBPA, CEBPE,
CFB, CFD, CFH, CFHRI, CFHR3, CFHR5, CFI, CFP, CHD7, CIITA, CLEC7A, COLECII,
CORO1A, COX4I2, CR2, CREBBP, CSF3R, CTC1, CTSC, CUBN, CXCR4, CYBA, CYBB, CYCS,
DCLREIC, DHFR, DKC1, DNAAF1, DNAAF2, DNAAF3, DNAH11, DNAHS5, DNAII, DNAI2,
DNALI1, DNM2, DNMT3B, DOCKS, DSG1, DTNBP1, EGLN1, ELANE, ENTPD1, EPAS1, EPB42,
EPOR, ERCC2, ERCC3, F10, F11, F12, F13A1, F2, F5, F8, FADD, FANCA, FANCB, FANCC,
FANCD2, FANCE, FANCF, FANCG, FANCI, FANCL, FAS, FASLG, FCGR2B, FCGR3A, FCGR3B,
FCN3, FERMT3, FGA, FGB, FGF10, FGFR2, FGG, FOXN1, FOXP3, G6PC, G6PC3, G6PD,
GATA1, GATA2, GFI1, GIF, GJC2, GP1BA, GP1BB, GP9, GTF2H5, HAX1, HBA1, HBA2, HBB,
HBD, HFE, HPS1, HPS3, HPS4, HPS5, HPS6, HYDIN, ICOS, IFNG, IFNGR1, IFNGR2, IGLLI,
IKBKG, IL10, ILI0RA, IL10RB, IL12B, IL12RBI1, IL17F, IL17RA, ILIRN, IL2, IL21, IL2IR,
IL2RA, IL2RG, IL36RN, IL7R, INSR, IRAK4, IRFS, ITCH, ITGA2B, ITGB2, ITGB3, ITK, JAK2,
JAK3, KLF1, KMT2D, KRAS, LAMTOR?2, LIG1, LIG4, LPIN2, LRRC6, LRRC8A, LYST, MAGTI,
MAN2B1, MANBA, MASP1, MASP2, MASTL, MBL2, MC2R, MCM4, MEFV, MLPH, MPL,
MPO, MRE11A, MS4A1, MTHFD1, MVK, MYDS88, MYH9, MYOS5A, NBN, NCF1, NCF2, NCF4,
NCSTN, NFKBIA, NHEJ1, NHP2, NKX2-5, NLRP12, NLRP3, NMES, NOD2, NOP10, NRAS,
ORAII, PALB2, PCCA, PCCB, PDGFRA, PEPD, PIGA, PIK3CD, PIK3R1, PLCG2, PLG, PMM2,
PMS2, PNP, PRF1, PRKDC, PRPSI, PSENEN, PSMBS8, PSTPIPI, PTPN11, PTPRC, PTREF,
RAB27A, RAC2, RAD51C, RAGI, RAG2, RASGRP2, RBMS8A, RECQL4, RFX5, RFXANK,
RFXAP, RMRP, RNASEH2A, RNASEH2B, RNASEH2C, RNF168, RPL11, RPL35A, RPLS, RPS10,
RPS17, RPS19, RPS24, RPS26, RPS7, RSPH4A, RSPH9, RUNX1, RUNX2, SAMHDI, SBDS,
SEC23B, SEMA3E, SERPINCI, SERPINE1, SERPING1, SH2B3, SH2D1A, SH3BP2, SKIV2L,
SLC29A3, SLC35A1, SLC35C1, SLC37A4, SLC39A4, SLC46A1, SLC4A1, SLX4, SMARCALI,
SP110, SPINKS5, SPTA1, SPTB, SRP72, STAT1, STAT3, STAT5B, STIM1, STK4, STX11, STXBP2,
TAP1, TAP2, TAPBP, TAZ, TBK1, TBX1, TCF4, TCIRG1, TCN2, TERC, TERT, THBD, TICAMI,
TINF2, TIRAP, TLR3, TMC6, TMC8, TNFRSF11A, TNFRSF13B, TNFRSF13C, TNFRSFIA,
TNFRSF4, TRAF3, TRAF3IP2, TREX1, TTC37, TYK2, UNC119, UNC13D, UNC93B1, UNG,
USBI, VHL, VPS13B, VWF, WAS, WIPF1, WRAP53, XIAP, ZAP70, ZBTB24

Hpunoxenue A3.5 TpedboBanus, npeabsiBisieMble BceMupHoi opranusaunmeit
3apaBooxpaHenus u EBponeiickoit papmakoneeid, FDA Kk coBpeMeHHBIM
npenaparaM UMMYHOIVIO0OYJIMHA Y€JI0BEK HOPMAJILHOIO.

TpeGoBanus k mpoueccy Npou3BOACTBA:



- Hu Ha sTtane (QpaknuonupoBaHusi, HM Ha (UHAIBLHON CTaJUU PacTBOpa B MPOIECC MPOU3BOJCTBA

BBUI™** He nomkHbI 100aBASTHCS AHTUMUKPOOHBIE KOHCEPBAHTHI;

- Crabunsnocts BBUI™* nomkHa OBITH JOKa3aHa COOTBETCTBYIOIIMMH HMCCIEAOBAHUSIMH BO BPEMs

pa3paloTKH npenapara;
- [Ipenapar He JOMKEH MPOSIBISTH TPOMOOT€HHYIO (ITPOKOATYJIIHTHYIO) aKTUBHOCTD;

- Meron nmpou3BOJICTBA JOJIKEH COAEPKATh HECKOJIBKO CTaJMM YIAJCHUS U MHAKTUBALIMM U3BECTHBIX
BO30ynuTenel nHPEeKuuid ¢ 1enplo odecredeHnsi 0€30MacHOCTH Mpernapara B OTHOLIEHUHU Tepeaadn

nHDEKInY;

- BBUI'™** nomxen uzroraBiauBaThes u3 miazMbl 6omee 1000 10HOPOB;

TpeOoBaHus K cofep:KaHNIO Mpenapara:

- Yposens pH npenapara 0JKeH COOTBETCTBOBATH 3asBIICHHOMY U COCTaBIIATH 4-7,4;

- OcmonstmbHOCTE He MeHee 240 MOCMOJIB/KT;

- YpoBeHb raMmariiooyauHoB He MeHee 95 %o;

- Coneprxkanue nuMepoB 1 MOHOMepOB IgG nomxHo ObITh HE MeHee 90% oOuiero coaepxkanus [gG;

pactipenenenue moxakiaccoB IgG BBUI™**  nmomkHO OBITH yKa3aHO W COOTBETCTBOBATH
(duznonoruyecKkomys;

- ConmeprkaHue arperaroB JIOJDKHO OBITh He Oosee 3 % oOmiero coxeprkanus 1gG;
- Tutp anTH-A/B M30TeMarrmrOTHHUHOB JIOJKEH OBITh MeHee 1:64;

- Conmeprxanue IgA momKHO OBITH YKa3aHO U OBITH HE OOJIBIIE 3asIBJICHHOTO;

- AKTUBATOp MpeKaTTUKpEnHa J0JDKEeH ObITh He Oomnee 35 ME/mu;

- AHTUKOMILIEMEHTapHasl aKTUBHOCTH: CBsI3bIBaHUE KoMIUieMeHTa He Oonee 50 % (1 remonurnueckas

equaniia CHS50 Ha 1 Mr ummyHormo0yInHa);
- [Ipenapar nomxeH UMETh (PYHKIIMOHAIIbHO HenoBpexaeHHbINH Fc-pparment;

- [Ipenapar qomkeH coaepKaTb MUHUMYM 2 THUIIAa aHTUTeN (K BUpycaMm U OaKTepusiM) —, U KOTOPBIX
MMEIOTCSI MEKyHApOJIHbIE 3TAJIOHBI, KOHIIEHTPALlMs aHTUTEN JOJKHA ObITh B 3 pas3a BBILIE, YEM B

HCXOOHOM ITYJIC IIJIa3MBbI;

- Ilpenapara He nomxeH coxepkath: HBsAg, antutena x Bupycy BUY (Bupyc mmmyHoneduuurta
YeJIoBeKa), aHTUTeNa K BUpycy renarura C;

- CTEepUIILHOCTh B OTHOLIEHUU OaKTepUid;



- Aaturena k HBsAg — ne menee 0,5 ME Ha 1 T uMMyHOTIIOOYIMHA;

- YpoBeHb SHIO0TOKCUHOB J0KeH ObITh He Oosiee S ME/mn nnst 5%-x npenaparos, u He 6o1ee 10 ME/

MJI JUTSI TIpEeTaparoB ¢ conuepxannemM oenka 5-10%.[55,63—66]



Ipuaoxkenue b. AJropurMbl JeiicCTBUA Bpaya

Hpunoxenue b.1 Auropurm nuarnocruxku U/ ¢ nepexrom rymopaabHoro
3BeHa MMMYHHMTETA



Hudeximonnsle 3ad01eBaHns (pPelHIHBHPYIOINIHE H TSAKeIble OaKTepHaTbHbIE)

I

IgA, IgG, IgM, B xi1eTki B HOpMe B ABYX IMOBTOPHBIX H3MEPEHHIX

}

Ounennts T-KI€TOYHOE 3BEHO HMMYHHTETA

i

Ecth npusHaku
[Ty O0KOro HapyineHusa T-
K/JI€TOYHOTI'O 3BeHa?

TKMH/KMH ]

Bee xmacesl MI B
npejienax HOpMbI?

Ja
Ja
Hcxmounts aeduuuT ] OneHHTh CIOCOOHOCTE (POPMHPOBATH
noaknaccos IgG MOCTBAaKIIHHATBHHBIIT HMMYHHEIH OTBET

Ha BaKIIHHALIHIO

4 I
apyIIeHa crnoco0HOCTh GOPpMHPOBATE TTHHAMITYECKOe
MOCTEAKITHHATEHBIH HMMYHHEIH OTBET HaGTIOIeHHEe
Ha MOIHCaXapH/IHYIO BaKLHHY ?
- J/
4 N
apyIeHa crnocodHocTh GopMHPOB Tla
MO CTBAKITHHATBHEIH HMMYHHBIH OTBET Jpyroii ITA]T
Ha ﬁe:mony}o HIH KOHBHOTHPOBAHHY IO
BaKLHHY? N
)

Het l

Hapymenne cHHTe3a crieluduyecKii aHTHTe







Ipuwioxenue B. Unpopmanus 1 manmeHTa

[TepBuunbnii ummyHonedunut (I1MJl) mpencraBnser co0oil BpOKIEHHBIE HApYUICHUS HUMMYHHOU
cucteMbl. 3a00yieBaHME MPUBOIUT K Pa3BUTUIO TSKENbIX XPOHUYECKUX HMH(PEKUUNA, a TaKkke K
ayTOUMMYHHOMY M BOCIHAJUTEIBHOMY TMOPAKEHUIO OpPraHoB M TKaHeW. Ha ceromHsmHuii J1eHb
BBISIBJICHO MHOTO pasHbix ¢opm [IM]I, camoii pacmpocTpanenHoi Qopmoii (0coOeHHO cpean
B3pocibix) sBiserca [IW]] ¢ HapylieHreM CHUHTE3a aHTUTEN, CPEIu KOTOPBIX OCHOBHOE 3HAu€HHUE
uMeeT oOmias BapuabenbHass MMMyHHass HenocratouHocTh (OBUH). B ocHoBe pa3Butusi 3Tux
3a00JIeBaHUI JIEKUT HECIIOCOOHOCTh MMMYHHOUM cHCTeMbl (OPMHUpPOBATh aHTUTENA. AHTHUTENa (WIH
UMMYHOTJIOOYIMHBI) 3TO 0COOBIe O€IKH, KOTOPBIE MPOAYIUPYIOTCS OPTaHU3MOM B OTBET HA KOHTAKT C
qy)KEpOoAHbIMU areHTamu (uHpexuusMu). IIpoTuB Kaxaoro MHEGEKIIMOHHOTO areHTa, ¢ KOTOPBIM
BCTpEYAETCsl YEJIOBEK, CUHTE3UPYETCsl 0COObII MMMYHOITIOOYJIUH, O3TOMY pa3HOOOpa3ne UX OYEHb

BEJIUKO.
Ectp 4 OCHOBHBIX THIIAa UMMYHOTTIOOYJIMHOB:

- Ummynorno6ynun G (IgG) - sBisiercst caMbIM CHEIU(pUYHBIM U UMEET CaMO€ BBICOKOE CPOJICTBO K
BO30yuTeNsIM MHGEKIU. DTOT UMMYHOITIOOYJIMH COCTaBJIsieT OCHOBHYIO YaCTh AHTUTEN ILJIa3Mbl
310pOBOTro YesoBeka. IMEHHO 3TOT MMMYHOITIOOYJIMH UTPaeT OCHOBHYIO POJIb B 3allIUTE OpraHu3Ma OT

HH(i)eKHI/IOHHI)IX Ar€HTOB.

- UmmynornoOynun A (IgA) — urpaer kiodeByr0 pojib B MECTHOM HMMYyHHTETe. BceTpedaercs B

KpOBH, CIIOHE, CJIIC3aX.

Nvmynornnobynun M (IgM) — urpaer OCHOBHYIO poiib IpHU NEpBOM BCTpede ¢ HH(peKuuew, B
OOJbIIeH CTENMEHW CHUHTE3UPYIOTCS HAa paHHUX ATamax MMMYHHOTO OTBETa, MEHee creuuduueH u

MeHee ¢ dextuBeH B cpaBHeHUH ¢ [gG. MmeeT Oonee kopoTKuid iepro moiaypacnazia, yem IgG

- UmmynornoOynun E (IgE) — urpaer pons B ¢hopMuUpOBaHUM aJIEPTUYECKUX PEAKIUHU, a TAKXKE B

3aIKTe OT Mapa3uTapHbIX BO30ynuTesneil. Ero ypoBeHb B HOpME O4€Hb HU3KU.

VYV mnauumenroB ¢ OBUH 3HauntenbHo cHuxkeH ypoBHU IgG u IgA (uHOrma BIIIOTH JO MOJIHOTO
OTCYTCTBHUS), TaKXKe MOXET ObITh CHIDKEH YypoBeHb IgM. DT0 mnpuBOAUT K MOBBIIICHHOU

MPEAPACTIONOKCHHOCTH K MH(PEKITHAM.
IIpuunnbl pazBuTHs 3200/1€BaAHMSI.

B OonbmimHCTBE ciayyaeB BBIABUTH NPUYUHY pa3BUTHS 3a0ojeBaHUS He ynaercs. TolbKo Yy
HEOOJIBIIOTO  YHCJa MAUEHTOB YNAeTCA BBIABUTH MYTALUIO (KTEHETHYECKYIO IIOJIOMKY»),
OTBETCTBEHHYIO 3a Pa3BUTHE 3a0osieBaHMs. Takike OueHb PEIKO B CEMbE €CTh TOT, KTO ele OOoJeH

OBUH wnmu apyrumu dpopmamu [T1JI. OBUH B paBHOI cTeleHn CTpagarOT MY>KIHUHBI M )KCHIIUHBI.
Cumnromslt OBUH

Bompekn pacnpocTtpaHeHHOMY 3a0NyXICHHIO TepBble CcUMOTOMBI 3a0oineBanuss OBUWH woryt

IMOABUTLHCA HC TOJIBKO B ACTCKOM, HO M1 BO B3POCJIOM M AK€ ITOKUJIOM BO3PACTC.



Knunnueckue mposiBnenusi 3aboseBaHusl o4deHb BapuabenbHbl. Hambonee THUMMYHBIE KIMHUYECKUE
nposineHuss OBUH — 310 uHQexuun BepXHUX M HMXKHMX JbIXaTeNbHbIX MyTed, a Takxe JIOP-
OpraHoOB: OTUTHI, TOH3WIJIUTHI, PUHUTHI, CHHYCUTBI, JTAPUHTUTHI, TPAXEUThI, OPOHXUTHI, THEBMOHUHU.
Ha crnenyromeM mecte Mo 4acToTe HaXOASATCS MHPEKUMOHHbIE 3a00J€BaHUS KETYI0UHO-KUILIEYHOTO
tpakta (OKKT). Takke B KIMHWYECKOM KapTHHE MOTYT MPHUCYTCTBOBAaTh KOXKHBIE HH(EKINH,
UH(EKIIMOHHbIE apTPUThl U JApyrue MHQEKIMOHHbIE MPOSBICHUS. XapaKTePHBIMH OCOOEHHOCTAMU
ATUX UHQPEKIMH SBISICTCS 3aTSHKHOE TEUEHHUE, YacThle PEIUINBBI, OTCYTCTBUE OXKUIaeMOro >(dekra
OT MpHEMa CTaHJIAPTHBIX KyPCOB aHTUOMOTUKOB MIPH OTCYTCTBUU MpEAPACIIONararomux GakTopoB s

Pa3BUTHS TAKUX MPOSBICHUN (HapUMep, KypeHUsl, TSHKENbIX YCIOBUH Tpyaa).
[Tomumo nnexinit MOTyT OBITH U HEMH(PEKIIMOHHBIE MPOSBICHHUS:
e VYBenuueHue B pazMepax JUM(paTHUECKUX Y3JI0B, CEJIE3€HKH, IEYEHHU;

o Bocmnanenue nerouHol TKaHU HEMH(PEKIIMOHHON MPUPOABI - UHTEPCTUIIMATIbHAS JIeTOYHast 00Ie3Hb
(1J1B);

o Hexkaseo3Hbible TpaHynéMbl (BOCHAIUTEIbHBIC y3€JIKU HEWH(EKIIMOHHOTO XapakTepa) B JIETKHX,

IUMQpaTUYECKUX y3J1aX, Cele3eHKe. DTU IpaHyIeMbl OY€Hb MTOX0XKU Ha TPaHyIEMBI IIPH CapKOUI03¢€;

e YacTelil XUIKUM CTyd - Jauapes, K KOTOPOH NPHUBOAUT HE TOJIBKO HaIMuue WHEOEKIIMOHHBIX
BO30ynuTeNne, HO M pa3lIuyHble HEHMH(PEKIMOHHBIE (BOCHAIUTEIbHBIE M ayTOMMMYHHBIC)

IMpOHICCChI;

o CHmKeHue ypOBHSI OJJHOTO WJIM HECKOJBKHX MOKa3aTelield O0IIero aHanu3a KpoBU (SPUTPOIIMTOB,
TPOMOOITUTOB, HEUTPODHUIIOB): MMMYHHAs TPOMOOIIMTOTICHUS, AyTOMMMYHHAs TE€MOJIUTHYECKAs

AHCMU, PCIKE HefITPOHCHI/IH;

e 3nokauecTBeHHbIE HOBOOOpa3oBaHus. [lamuents ¢ [IM]] ¢ HapylieHrneM CHHTE3a aHTUTEN UMEIOT
MOBBIIICHHBIN PUCK Pa3BUTHUS 3JI0KaUY€CTBEHHBIX HOBOOOpa3zoBaHMii, ocobenHo mumdom. [Tpu sTom

PHUCK pa3BUTHSI JIUMGPOMBI CYIIIECTBEHHO YBEJIMUUBACTCS C BO3PACTOM TMAIMCHTA.
IlocTanoBKka 1uarnosa

Huarno3 I[IN]] ¢ HapylmieHMeM CHUHTE3a aHTUTEN YCTAHABIMBACTCA HAa OCHOBAaHUMU JAHHBIX UCTOPUU

00J1€3H1, OCMOTpPA U JAHHBIX JIA0OPATOPHOTO 0OCIICIOBAHUS.

[Ipn nmopo3penun Ha IIM]] ¢ HapylieHHEM CHHTE3a aHTUTEN B MEPBYIO OYEPENb IIPOBOAUTCS OLICHKA
ypoBHeil IgA, IgG, IgM. IlonyueHHble MOKa3aTeln CPaBHUBAIOT C BO3PACTHBIMM HOpMamu. Jlis
MOCTAHOBKU JMAarHo3a HEOOXOAMMO BBISIBUTH 3HauuTeNbHOE cHWkeHue IgA, IgG mpu aByKpaTHOM

N3MCPCHUU.

Ha crnenyromem »sTame HCKIIOYAIOTCS Pa3sHOOOpA3HbIE MPUYUHBI, KOTOPHIE MOTIMA MPUBECTU K
CHIDKEHHIO JTHX KJIacCOB HMMMYHOINIOOYIMHOB (NMpuUeM MpenaparoB, HAJIUYUE HEKOTOPBIX

3a00sieBaHMM, B TOM 4Mclie 3a00J€BaHUI, COMPOBOXKIAIOIIUXCA MOTEpeil Oelika, OHKOJIOTMYECKUX



3aboneBannii, BUWY). Ecam Bce mNpUUMHBI HWCKIIOYEHBI, IPOBOAUTCS JOOOCIIECIOBAaHHWE IS

OKOHYAaTEIbHON MOCTAHOBKH JUarHo3a (ero o0beM OnpeaessieTcs JJeUalluM BPauoMm).
JleueHnue

B ocnoBe gneuennss OBUH nexuT 3amecturenbHas Tepanus HMMYHOINIOOYJIMHOM 4eJIOBEKa
HopMmanbHeIM (UI7), ocHOBHOM 3amadeil KOTOPOM SIBIISETCS BOCIIOJHEHHE HEAOCTaTKa COOCTBEHHBIX
IgG y mammeHToB. DTa Tepamusi MO3BOJSET MPUONH3UTh KA4eCTBO W MPOAODKUTEIBHOCTh KU3HU

nanueHTa K JHuIamM SHOpOBOﬁ IMOMYJIAIU.

NI — 510 IpOAYKT KPOBH, MPEUMYIIIECTBEHHO cocTosamuid u3 IgG, momyyaemsplil U3 1m1a3Mbl OOJIBIIIOTO
qucia 3I0pOBBIX TOHOPOB. DJTO obecreunBaeT pazHooOpasue WIT u 3ammury OT OONBIIMHCTBA
UH(EKIHI, KOTOpble MOTEHIMAIbHO MOXKHO BCTPETUTh B 00bIYHOM ku3HHU. [losTomy tepanus UIT

MIPUBOJUT K TOMY, UTO MalueHT, crpagaronuii [I1], mepectaer yacto u Ts5xe10 60NIETh.

NI moryt ObITh IpeaHa3Hadensl 1 BHyTpuBeHHOTO (BBUIY) M monkoxxknoro (ITKUT) BBenenwms. [{o3y
rpernapara onpelesseT JeJallnii Bpad, UCXOAd M3 Beca NAlMEHTa, a TAKKE TSKECTH KIMHUYECKHUX

nposiBrieHui. Jlo3a He nomxHa ObITh MeHbIIe, yeM 0.4 T/KT Beca.

NMMyHOIIOOYIMHBI 1711 BHYTPUBEHHOTO BBEIECHUS, KaK MpPaBWiIo, BBOIAT 1 pa3 B 3-4 Hexenu, a i
oAKOKHOTO — 1 pa3 B 1-2 Henenu. [Iponycku Tepanuu U yJUIMHEHUE HHTEPBAJIOB MEXy BBEICHUIMU
KpaiiHe He)KeJNlaTeIbHbl, TAK KaK IMpenapaTr BIBOJUTCS U3 OpraHu3Ma B cpeaHeM uepe3 21 nens. Ecnu
BBEJICHHUE Mpernapara ObUIO MPOMYLIEHO, CIeIyeT OOCYIUTh C JIEYAIUM BpadyoM YBEJIUYECHHE J103bI
BBOJIMMOIO HMMYHOIIIOOyAuHA. PelleHne mNpuHUMAaeTcs ¢ Y4YeTOM JUIMTENIbHOCTU MEepephIBa,

COCTOSIHUSA TALMEHTa, ypoBHs npeTpancdy3nonnoro IgG (yposens IgG nepen BBeeHneM mnpemnapara).

MHoroe 3aBUCHUT OT CBOEBPEMEHHOCTH Ha3HAYEHUS TEPANUU (HAUMHATh TEPAIUIO CIEAYET Cpas3y Mocie
MOCTAHOBKM Juarto3a). OT MOMEHTa Hayajga CMMIITOMOB JJO MOMEHTa MOCTAHOBKHM JMarHo3a 4acTo
MIPOXOMAT TOABI U Jaxe AecsaTuieTus. HekonTponupyembie HHPEKIMU 10 Havala IpaBUIbHON TEPauu
OPUBOIAT K HEOOpaTMMBbIM H3MEHEHHUSIM B opraHax (Hampumep, OpoHXOdKTazaM - Aedopmaruu
OpOHXOB ¢ 00pa30BaHUEM PACIIUPEHUM, B KOTOPBIX MOCTOSIHHO MPUCYTCTBYET OakTepuasibHas (iopa,

TaK KaK yaaJInTb MOKPOTY U3 3THUX MOJIOCTEH MOTHOCTHIO MMPaKTHYCCKHU HGBOSMO)KHO).

Tak xak Hanbonee vactele KiauHHUYeckue nposiBienus: [IN]] ¢ HapynieHneM CHHTE3a aHTUTEN - 3TO
nH(pEeKIMOHHbIE 3a00JIeBaHMsI, JOBOJBHO YacTO TpelyeTcs Ha3HAYeHHe aHTHOAKTepUaIbHBIX
npenaparoB. HyHO y4UTBIBaTh, UTO MPOBEJACHUE CTAaHAAPTHBIX KypCOB KaK MPaBUIIO HEAOCTATOYHO,
MOTOMY aHTHOMOTHKM Ha3HaA4YaroTcsi Oojee UIMTENbHBIM KypcamH, 4eM OOBbIYHO. B HEKOTOpbIX
Clly4asiXx aHTHOAKTEpUAJbHYIO TEPAlUI0 Bpad MOXKET HA3HAYUTh Ha JUIMTEIIbHOE BpPEMs: MECALbl U

JaXXC roaknl.

Takke NMpu HAJTUYUK BOCHAJIUTEIBHBIX W/WIA ayTOUMMYHHBIX OCJIO)KHEHHI MOXET ObITh Ha3HAaYeHa
MMMYHOCYTIpECCUBHAs Tepanus. JlaHHbIN BHUI JICUEHUS MOXKET ObITh MPOBEJEH TOJIBKO MO KOHTPOJIEM
JIeYaInero Bpaya W MPU YCIOBHH IPOJOJDKAIOIICHCS aJCKBaTHON 3aMECTHTEIBHOW Tepanuu (Ipu

HCO6XOI[I/IMOCTI/I J03a W/WIIK YacToTa BBCICHMU I/IMMYHOFJ'IO6YJ'II/IHOB MOJKET OBITh YBGJ'II/I‘IGHa).



Baknunanus

Pexomennyercsa. B Hacrosimee Bpemsi, BceM nauveHtam ¢ [IM][ ¢ HapylmieHneM CHHTE3a aHTUTEN
PEKOMEHyeTCsl BaKIMHAIMS MPOTHB BHpyca Tpumma (eXeromHas), IPOTUB TeMO(DMIHLHON TMaJ0uKH,
IPOTUB MHEBMOKOKKAa. HecMmoTpst Ha To, TO pasHOOOpa3ne aHTHTEN MPOTUB MH(EKIUN B Mpernaparax
NI" Benuko, MaHHBIE MpENaparbl HE COAEPKAT 3AIIUTHBIX aHTUTEN MPOTUB BUpPyCa T'PUIIIA, IIITAMMBI
KOTOPOTO0 MEHSIIoTCs U3 rojga B rofa. Kpome Toro, B HUX HE COAEpKaTcs 3alllUTHBIE AHTUTENA B
JOCTATOYHOM KOJIMYECTBE MPOTHUB TaKMX MH(PEKINH KaK TeMopHIbHAS MaJI09YKa WU IMTHEeBMOKOKK. [Ipu
9TOM HMEHHO 3TH HMH(EKIIMM MOTYT MPUBECTH K PA3BUTHUIO >KU3HEYTPOXKAIOUIUX OCIOKHEHUH Yy

ManyeHTa.

Baxno BAKOUMHUPOBATL OKPYKCHUC IIAIIUCHTA [JII MHUHHUMH3AIIUKU BO3MOXKHOI'O KOHTAKTa C

UH(EKIUSAMU.
3anpenieHo. Mcrnonb30BaHme )KUBBIX BaKIIMH TPOTUBOIOKA3aHO.
Hao0maronenue y Bpaua 1 MOHUTOPUHT TOCJIe MOCTAHOBKH JIUATHO32

[TanmenTsl, MoNyyaromMe 3aMeCTUTENBbHYI0 MMMyHOoTepanuio BBUI, npuxonmsat Ha mpuem K Bpauy
nepe/ BBEJACHUEM IIpernapara Juisi 3aMEeCTUTENbHOM Tepanuu, To ecTh | pa3 B 21-28 guei. Cnenyer
COOOIIUTH Bpady O JIFOOBIX M3MEHEHHUSX COCTOSIHHS, YTOObI HE MPOMYCTUTh Pa3BUTHE OCIOKHEHUU

3a0051eBaHmsl, TPEOYIONTUX KOPPEKITHH.
OBUH u cembst

Eciu wu3BecreH renernyeckuid nedext, kotopeld mpuBen K passutuio [IM]J], Heobxomumo

O6CJ'IGI[OBaTB BCCX POACTBCHHUKOB Ha HAJIUIHC 3TOI'O ,[[e(i)CKTa.

Baxno BakumHupoBath  OkpykeHue nauumeHrta ¢ IIMJI ¢ HapymeHunem cuHTE3a aHTUTEN B
COOTBETCTBUM ¢ HanmoHabHBIM KaJleH1apeM (C LEIbI0 BaKIMHALMU MPEATOYTUTENBHO UCIIOJIb30BATh

WHAKTUBUPOBAHHBIC BAKIIMHBI)
- OBHMH nacnexyercst 0O4eHb PEAKO, TOATOMY PUCK POXKJICHHS OOJIBHOTO PeOCHKA HEBEIIUK.

- Iuarno3 OBUH y >xeHIIMH He SBISIETCS MPOTUBOINOKAa3aHUEM K OepeMeHHOCTH. J[Jii MUHUMU3aluu
PHUCKOB JJIs1 MaTe€pH U 102 He0OXOIUMO:

o IlpoBenenue anexkBaTHOW 3aMECTHTENILHOM (B JOCTaTOYHOM J103€ M C JOCTAaTOYHOM YacTOTOM)

TEparuu.
o Kontpons ocnoxHenuii 3a001eBaHuUsl.

Bo Bpemsi 6epeMeHHOCTH /1032 U 4acTOTa BBEICHUS Ipemnapara JOHKHBI KOPPEKTUPOBATHCS JIHAIIUM

BpavdoM MCXOJs U3 MOTPEOHOCTEN M COCTOSHUS MAlMeHTKH (Habop Beca).



Ipuaoxkenue I'l-I'N. IlIkajabl OLleHKH, BONPOCHUKHU U
JApyrue OueHOYHbIC HHCTPYMEHTHI COCTOSIHUS
MANUCHTA, IPUBEJACHHbIC B KINHUYCCKUX
pPeKoOMEeHIalusX

He paspaboTanbl



