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TepMuHbI U onpeaeIeHUs

[Tepuunbie ummynoaebunutsl (ITMJ]) — 3TO Tpynma BpOXACHHBIX 3a00JICBaHHI
WMMYHHOH CHCTEMBbI, HacuuThiBawoIias Oosee 350 HO30J0THIA, CBS3aHHBIX C YTPaTOH,
YMCHBIIIEHUEM WM HENPAaBUIBHBIM (YHKIIMOHHPOBAHWEM OJIHOTO WIIM HECKOJIbKUX €e
3BeHbeB. [1-4]

I'umorammarioOynuHemust - cHkeHre ypoBHs 10G (ummyHormo6ynua G) B KpOBU HUKE
2-X CTaHJAPTHBIX OTKJIIOHEHWH OT BO3PACTHOM HOPMBI Yy AeTeil u Hibke 450 Mr/mn y B3pOCIbIX.
[5]

AramMarnoOynuemuss - cHWwkeHue ypoBHs I1gG B kpoBu Hmwke 100 wmr/mn
(MU paMM/ICIIMIATP) B coueTanuu ¢ ypoBHeM IgM (ummyHornoOyaua M) B kpoBu Hike 20
mr/nn u ypoBHeM IQA (ummyHornmoOynuH A) B kpoBu Hmxke 10 Mr/an mpu ypoBHE
nepudepuueckux CD19+B-knerok ke yem 2%.[5]

[Iperpancdy3uonnsiii ypoBeHb 1gG — ypoBerb mMMyHOrIoOynuHa G 110 BBEACHHS
UMMYHOTTIO0YJIMHA YeTI0OBEeKa HOPMAJIbHOTO* ™.

Iepexmouennble B-mumdormter (CD19°CD2771gD )— B-nuMdomTel, KOTOphIE HE
skcnpeccupyrot IgD (mmMmynornoOynun D), skcnpeccupytot 19G, 1gA u IgE (uMMmyHOTI00yTHH
E), sBISIOTCS WHIMKATOpAaMH HOPMAaJbHOW AaKTUBAallMM W pa3BUTHS B-muMdornuToB B
TePMUHATUBHBIX IIEHTpax JIMM(ATHISCKUX VY3J0B M JPYTUX BTOPUYHBIX JTUMGOHIHBIX

TKaHsX.[6]
1.Kparkas wuHpopmanuss 1o 3a00/IeBAHUI0 WM COCTOSHUIO (TpyIie
3a00J1eBAHUIT UJIM COCTOSIHUI)

1.1 Onpenesenue 3a00JeBaHUA UJIH COCTOAHNUSA (FPYNIbI 3200JJ¢BAHUN MJIU COCTOSTHU)

[MN]] ¢ mpeuMyIIeCTBEHHBIM HapyIIEHHWEM CHHTE3a aHTHUTEN IpPEACTaBISIOT coOoi
TeHETUYECKU JIeTEPMUHUPOBAHHbIE 3a00JIeBaHUS, XapaKTepU3YIOIIMecss HapylIeHHEM Ipolecca
AHTUTEN000Pa30BaHMs B OTBET HA MEPEHECEHHYIO MH(EKINIO WM BaKIMHAIMIO. J[aHHas rpynmna
BKJIIOUAeT B ce0s MIMPOKUN CIEKTP HO30JO0THM ¢ BapuabenbHBIMU H3MEHEHUSIMHU IOKa3aTesei
T'yMOPAJIbHOTO M KJIETOYHOI'O 3BEHA: OT BBIPAKEHHOI'O CHUIKEHUS BCEX KJIACCOB CHIBOPOTOYHBIX
UMMYHOTJIOOYJTMHOB (BIIOTH JI0 MX IIOJIHOTO OTCYTCTBHMS) M OTCYTCTBHS B-nmumdonuron o
CeNIeKTUBHOTO AeduiuTa anTHTeN.[7]

[IN/] ¢ npenMynIeCTBEHHON HETOCTATOYHOCTBIO AHTUTEI T€TEPOTrE€HHBI 110 KIIMHUYECKUM
MPOSIBIICHUSIM, BO3PACTy /1€0I0Ta CUMITOMOB M M3MEHEHHSIM B IOKa3aTeNsiX T'yMOPaJIbHOIO U
kieroynoro 3seHa (OBHH (O0mas BapuabensHasi MIMMYHHAs! HEZIOCTaTOYHOCTS), X-CIETUICHHAS

aramMmmarjo0yinueMusi, ayTOCOMHO-PEIIECCUBHAS araMMarjoOyJMHEMHsi, CEJIeKTUBHBIA [gA



nedunuT, HapylmieHHe CHHTe3a CHenUUYSCKUX AaHTUTEN, TPAH3UTOpHAas  MJaJcHYeCKas
rurnorammariao0ynuemus, nepunut noakiaaccos IgG).
1.2 DTHoJOrNsI U NATOreHe3 3200JeBaHNsA WJIH COCTOAHHA (rpvonbl 3a00JeBAHHUNA HUJIH

COCTOSTHMI)

B ocnHoBe Pa3BUTUA HI/IZ[ C MPCUMYIICCTBEHHBIM HAPYIICHUEM CHHTE3a aHTHUTE JIC)KUT

Hapymenne auddepeHunpoBkr B-muM(ouToB Ha pa3HBIX dTanax:

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

2. aHTUTEH-3aBHUCUMOM (B B-30Hax nepudepuueckux TuMEGOUIHBIX OPTraHOB)
KoneunsiM stanom auddepenuupoku B-mumponuro sBisercs (opmupoBanue B-
AUM(POLUTOB MAMSTH U IUTA3MAaTHYECKUX KIIETOK, OCYLICCTBISIONIMX aHTHTEIONPOAYKIHIO.[7—9]

MyTanuu B reHax, BOBJIICUEHHBIX B pa3BUTHE U Au(epeHnnpoBKy B-kieTok Ha paHHUX
JTanax, npuBoAiT K ¢opmuposanuto ¢opm [N ¢ panHum nedrorom. s HUX XapaKTEpHBI
BBIPQ)KEHHOE CHI)KEHHE BCEX KJIACCOB MMMYHOIJIOOYJIHMHOB BIUIOTH /10 araMMIJO00yJIMHEMUH C
CYILIECTBEHHBIM CHUXEHHEM WJIM MPaKTUYECKHU MOJHBIM OTCyTCTBHEM B-kiierox. Oxoso 90 %
BCEX CIIy4aeB HACJIECJICTBEHHOH araMMarjioOyJIMHEMHUH TpeacTaBieHbl Oone3npio bpyrona (X-
CLeMJICHHON arammarinoOynuHemueit), ocranbHble 10% npencTaBieHbl HE CLEMJIEHHBIMU C
nosioMm arammarinoOyiauHemusivu [10]. B ocHoBe X-clemieHHOH araMMarioOyJIHHEMUHU JICKUT
HapyIICHWE CHUHTE3a TUPO3WHKWHA3el Btk (Ha3BamHoit mo aBTOopy bBpyTOHOBCKOIN),
NPUHUMAOIIEH yJacTHe B co3peBaHHH B-muMdornuToB B kocTHOM mosre. ClencTBHEM STOTO
SBJISICTCA TPAKTUYECKU IIOJIHOE OTCYTCTBHE B-nmuM¢pounutoB B mnepudepudeckoil KpoBH H
nepugepuyeckux JUM(POUTHBIX OpraHax M TOKEIbIe HapyLIIEeHHs AaHTHTEIONPOAYKIMH BCEX
U30THUIIOB MMMYHOTI00yMHOB. ['en Btk nHaxomurcs na X-xpomocome (Xq21.3), mosaromy
JTAHHOU 0OJIE3HBIO CTPAAIOT TOJIBKO JIMIA MYKCKOTO TI0J1a, B TO BPeMs KaK >KEHIIUHBI SBIISIOTCS
OeccuMnTOMHBIMU HocuTensimu [7,8]. B ocTanbHBIX cilydasx K pa3BUTHIO araMMario0yTHHEMHU
OPUBOJAAT MYTAallMU B JPYTUX I'€HaxX, OOJBLUIMHCTBO M3 KOTOPBIX HACIETYeTCs MO ayTOCOMHO-
perieccuBHOMY THITy. HaciemoBaHue TOJNBKO ONHOW M3 TEHETHYECKHX (POPM TPOUCXOAMT IO
ayTrocoMHO-noMuHanTHOMY Tuny ([Tpunoxenue A3.2)[11].

Haubonee wacroil kmuHMuyecku 3HaunMoil ¢opmoii IIMJ[ ¢ HapymeHueM cuHTe3a
anturen sieiasiercs OBHH. B GoibIIMHCTBE CilydyaeB YCTaHOBUTh TEHETUYECKYIO OCHOBY
3a00JIeBaHUsI HE TIPEACTABISICTCS BO3MOXHBIM. BeposiTHee Bcero, y MaldeHTOB WMEET MECTO
COYETaHUE OMPEICIEHHBIX MOIUMOPPHU3MOB IeHOB C YCIOBHSIMHU BHeUHEH cpensl. [7] Omnaxo,
Onarosapsi pa3BUTHIO MOJIEKYJIIPHON MeHETUKH, y yacTH nanuentoB ¢ OBUH ynanoch BBISIBUTH
NPUYMHHO-3HAYMMBbIE MYTAllMU M YCTAHOBUTH MOHOTEHHBIN THUI HACJIEJOBAHUS, YTO MPHUBEJO K
BBIJICJICHUIO OTJIEJBbHBIX HO30JOIMYECKUX (OPM, HEKOTOPBIE M3 HUX BBIBEJCHBI U3 JUAarHo3a

OBUH B papyrue paszaensl u Tenepb He oTHocsaTca kK [IAJl ¢ mpeumymiecTBeHHOM
7



HEIOCTaTOYHOCThIO CHHTE3a AaHTUTEeN B Kiaccupukauuu. Hapsgy ¢ »TuM  onucaH psf
noJIMMOP(HU3MOB, KOTOpBIE Mpeapacnonarat K passutuio OBUH, Ho He sBisitoTcs 00nMUraTHo-
naroreHHbiMu [12,13].

CenextuBHbli jeguuut IgA - Hanbosee MMPOKO PacpOCTPAHEHHBIH B MOMYJIALUU, HO
3a4acTyl0 KJIMHWYeCKH He 3HauuMblii [IMJ] ¢ nmpeuMylecTBEHHbIM HapyIIEHHEM CHHTE3a
aHTuTeN. MexaHu3M pa3BUTHS W THUII HacleloBaHMs celekTuBHOro IgA nedunmTa HEM3BECTEH.
[Ipeamonaraercs, YTO K pa3BUTHIO JeeKTa MOKET MPUBOJUTH MJIM HAPYIICHUE MEPEKIIOYCHUS
auMdonuToB Ha cuHTe3 IgA, wim HapynieHue co3peBanus IgA npoaynupyrmux IMMEGOITUTOB.
ITpu 3TOM CHMHTE3 Opyrux Ki1accoB MMMYHOINIOOYJIMHOB ocTaercss B HopMe. Cpeau dieHOB
0/1HO# cembH MoryT ObITh nanueHTsl ¢ OBUH u ¢ cenektuBHbiM IgA neduumrom, Kpome TOro B
TEYEHHUE JKU3HU OJIHOTO TMAIMeHTa ceNeKTUBHBIN IgA neduuut Moxer TpaHchOpMHpPOBATHCS B
OBUH[7].

MornekyssipHO-TeHeTUYeCKass OCHOBa pa3BUTHS Jeuuura mnoxakiaaccoB 1gG Taxke
Hen3BecTHa. OCHOBHOE KiIMHHMYEeCKoe 3HadeHue nmeeT nepunur 1gG2-monknacca. Jlepunur
IgG1-ne paccmarpuBaercs B nanHo# rpynne [TM ], Tak kak, cocTaisisi OCHOBHYIO YacTb 00OIIETo
19G, npuBoguT k runorammarnoOynunemuu. Jleumur 1gG3, kak nmpaBuiio, UMeeT 3HAYCHHE,
eciu coderaercs ¢ AedUIUTOM JIPYrux mnoakiaccoB win aedpumuroM IgA, a nebunur 1gG4, B
OOJIBIIIMHCTBE CIYYaeB, SBISCTCS CIIy4aiiHON HAXOIKOW U MPOTEeKaeT OECCUMIITOMHO [7].

1.3 DnugemMmuo10rus 3a001eBaHUA WM COCTOSHUSA (TPpyHNbI 3200 1€eBAHUM UJIN COCTOSTHMI)

[N ¢ npeuMyIIECTBEHHbIM HApyLUIEHHEM CHHTE3a AaHTUTENl MpPeJCTaBISIOT COOOoMH
camyio pacrpoctpaneHnyio ¢opmy ITUJ (6omee 50% oT Bcex MAIMEHTOB, CTPAIAIONIMX
M1 )[7,14-16]. B Poccuiickom peructpe narueHtoB ¢ [T1]] komuuectBo nmanueHtos ¢ [TU]] ¢
MPEUMYIIIECTBEHHBIM HapyIIEHHEM CHHTE3a aHTUTeN cocTaBiseT 782, urto cocraBiser 30%
obmero yucia nmarueHToB ¢ [TA/T.

Yactora BcTpedaeMocTd paznuuHblx ¢opm [IM]Jl ¢ HapylieHHeM cuUHTe3a aHTUTEIN
BapbUPYET B IIUPOKUX Mpefenax v 3aBUCUT oT Gpopmbl [TH /L.

OBUH - naubonee dacThlii nuarHo3 B ciy4asx KiIMHMYecKu-3Hauumoro [IN]I y
B3pocibIX. To4Hasg pacrnpocTpaHeHHOCTh JaHHOM (opmbl [IMJl HemsBecTHa, MO pa3HBIM
oueHkaMm oHa coctasisier oT 1:10000 mo 1:50000[7,14]. My>K4nHBI U KEHIIWHBI CTPAJAIOT OT
3aboJieBaHus B paBHO# cTeneHu[17].

PacnipoctpanenHocTs arammarnoOynuaemuu Bapbupyer ot 1:100000 mo 1:200000. Tak
KaKk OOJIbIIMHCTBO CIIy4aeB HacleayroTcs X-CLEIUIEHO, KIMHUYECKHUE IPOSBICHHUS HMEIOT
NPEUMYIECTBEHHO MAIlEeHThl MYy>KCKoro mosna [7,9].

CenextuBHblil IgA nebunmr npeacrariser coboit Hambonee dactyio (opmy [TUJ ¢

HapylieHneM CHHTe3a aHThTeln (pacmpoctpaHeHHOCTh oT 1:142 mo 1:18000), omnako y
8



OOJILIITMHCTBA MAIMEHTOB 3a00J€BaHNEe MPOTEKaeT 0€CCUMIITOMHO. PactpocTpaHeHHOCTh Cpein
JIMIL MY>KCKOTO M JKEHCKOT0 T0J1a oJ{uHaKoBasi[7,14].

VctuHHas pacnpoCTpaHEHHOCTh JAeuuuTa crnenu(uyecKux aHTUTed U JIeduiuTa
nozakiaccoB 1gG HewsBecTHa, Tak Kak B pAJE CIy4aeB JaHHbIE M3MEHEHHS HE INPHBOJAT K
Pa3BUTHIO KIMHUYECKH-3HAUMMBIX HMHpekiumii. Kpome Toro, B pyTMHHOW IpaKTUKE aHAIH3
MOJKJIACCOB MMMYHOTTIOOYJIMHOB U HCCIIEZIOBAaHHE TUTPOB CHENM(PUYECKUX aHTHTEN HE BCErIa
noctynssl [7,18].

Ouenuts pacnpoctpaHeHHOCTh Apyrux ¢opm [TU]] ¢ mpenMyiiecTBeHHBIM HapyIIeHUEM
CHHTE3a aHTHTEJ Ha CETOAHSIIHUN JIeHh HEBO3MOXHO [7].

1.4 Oco0eHHOCTH KOJIHPOBAHUS 3200J1€BAHNS WJIH COCTOSIHHMSA (TPYNIbI 3200J€BAHNH HJIH

COCTOsIHUI) 110 MekIYHAPOJHOH CTATHCTHYECKOH kiaaccudukanuu 6oJie3Heil u npodaem,

CBA3AHHBIX CO CO 310POBLEM

Knaccudukanusa [T1M]] no MexaynapoaHoii kinaccudukanuu 6onesneir 10 mepecmotpa
(MKB-10) ycrapena u He OTpakaeT COBpEMEHHbIC JaHHbIe . Hanbosee akTyalbHON SIBIISETCS
knaccudukanus [1N]] ocHoBaHHas Ha BBISBIsieMOM HMMYyHoJorndeckoMm nedekre ([Ipumoxkenue
A3.2). [13,19]

D80 — UMMyHOIEDUIMTEI ¢ TPEUMYIIECTBEHHON HEJOCTATOYHOCTHIO aHTHTEI
D80.0 HacnencrBeHHasi THIIOraMMario0yInHEMUS
D80.1 Hecemeiinas rurnoraMMaryio0y IMHEMHUSI
D80.2 N3bupatenbHblil 1epuuuT UMMYHOTI00yIMHa A
D80.3 N36uparenbHbIil IePHUIHT TOIKIACCOB UMMYHOTIIO0ymnHa G
D80.4 N36uparenbHblil [epUIUT IMMYHOTI00yarMHa M
D80.5 MMMyHOZE(HIIHT C MOBBIIICHHBIM COAEPKAHHEM HMMyHOrTo6ymHa M

D80.6 HenoctaTouHOCTH aHTUTEIN € OJU3KUM K HOPME YPOBHEM UMMYHOITIOOYJIMHOB WIIH
C TUIIEPUMMYHOTTIO0 y THHEMUEH

D80.7 Ipexoasmiast THOraMMarjio0yJIMHEMHUS TeTeH
D80.8 Ipyrue nMmmyHO1e(DUIIUTHI C TPEUMYIIIECTBEHHBIM J1e()eKTOM aHTHTEI
D80.9 UMmMyHOIEDUIIUT C MPEUMYIIIECTBEHHBIM J1E(EKTOM aHTUTEN HEYTOYHEHHBIH

D83. — O0mmii BaprabenbHblii MIMMYHOAE(DUIIUT

! x namHO#t KaTeropuu OTHOCATCS BapuanThI rumep-IgM-cHEIPOMOB Ge3 Ie)eKTOB KIETOUHOro 3BeHA MMMYHHTETA,
ocTralibHbIe OPMBI KJIAaCCUPHULUPYIOTCS Kak KomOuHupoBanusie [TA]T).
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D83.0 O6mmit BaprabenbHbI UMMYHOIS(PHUITUT C MPeodIa oMK OTKIIOHEHUSIMU B
KOJIMYECTBE ¥ (PYHKIIMOHATBHON aKTUBHOCTH B-KiteTok

D83.1 O6mmit BaprabenbHbI UMMYHOIC(HUITUT C MpeobdiiajaHeM HapyIIeHUH
UMMYHOPETYJISATOPHBIX T-KJIeTOK

D83.2 O6mmit BaprabenbHbI UMMYHOIS(DHUIIUT ¢ ayToaHTUTEIaMu K B- ninn T-knetkam
D83.8 lpyrue o6mue BapruadbenbHbple UMMYHO1S(HUITUTHI
D83.9 O6uiumii BapuabenbHblit *UMMYHOASDUIUT HEyTOYHEHHBII[20]

1.5 Knaccudukanus 3a00/1eBaHUA WIN COCTOSTHUSA (TPYIINbI 3200/1€BAHUI WM COCTOSTHUIA)

Cwm. Ilpunoxenne A3.2.

1.6 Kiannnueckasgs KapTHHA 3200JeBAaHUS WJIHM COCTOSIHUA (rpynnbl 3a00J1eBAaHUM WJIH

COCTOSTHMI)

HI/II[ C MNPCUMYHICCTBCHHBIM HAPYIICHHUEM CHHTEC3a AaHTUTCII HIPCACTABIISACT coboit

PasHOPOAHYIO IpyIIy HO30M0TUH. [l Kax10i u3 hopM XapakTepeH CBON YHUKAJIbHBIN CHEKTP
KJIMHUYECKUX TPOSIBICHUM M PA3JIMYHBIA BO3PACT MOSBICHUS CUMOTOMOB. OObenuHsAOIEN
XapaKTepHOM  OCOOCHHOCTBIO  SIBISIETCA ~ HAJIWYME  PELUMJIMBUPYIOIIUX  HMHQEKLIUH,
[IPEUMYIIECTBEHHO CHHO-IIYJIbMOHQJIBHOIO TpakTa C IIOBBIIIEHHOW BOCIPUUMYHMBOCTBIO K
MHKAICYJINPOBAaHHBIM OaKTEPHIM

Tsoxenble penuauBupyrone MHOEKIUU OpraHoB JblxaHus y mauumeHToB ¢ [IM]] c
IPEUMYIIECTBEHHbIM HAapyIIEHUEM CHUHTE3a aHTUTEN MPUBOAAT K Pa3BUTHUIO CTPYKTYPHBIX
W3MEHCHHH JISTOYHOM TKaHU: OPOHXO0IKTAa3bl, THEBMOCKIIEPO3, THEBMOGHOPO3. [21-23]

BroppiM 1O uacToTe HWH(MEKUMOHHBIM TPOSIBICHHUEM IIOCIE CHHOIYJIbMOHAJIBHBIX
UHOQEKIUH SABISAIOTCS MHQEKIMOHHBIE IMOpaXeHUs JKenynouHo-kumedHoro tpakra (OKKT).
WHudeknmonHas SHTEpOnaTHsl MOXKET ObITh BbI3BaHA CHHJPOMOM HM30BITOYHOIO OaKTepHabHOTO
pocTa WM creruduueckuM Bo30yaurteneM. B kinHuYecko KapTHHE OHUM MOTYT COYETaThCs C
KOKHBIMH ~ MHQEKIUAMH, HHQEKIMOHHBIMH apTPUTaMd M JPYTUMH  HMH(EKIHOHHBIMU
IPOSIBIEHUSIMHU.

XapakTepHoil 0COOEHHOCThIO MH(EKIIMOHHBIX IMPOIECCOB sBIseTcs (Kak U B ciydyae
apyrux ¢opm IIMJI) TOpIUAHOCTH K CTaHJAPTHBIM CXe€MaM AaHTUOMOTHUKOTEPANHUH, a TaKke
OTCYTCTBUE TpeApacrnoiaralomux (akTopoB JUIsl pPa3BUTUS TaKUX TSDKENbIX HMH(EKIui
(HanpuMep, KypeHusi, HeOIaronpusTHBIX ycloBui Tpyna)[8].

C KIMHMYECKOM TOYKH 3peHHs, HauOoJbllyto akTyanbHocTh U3 [1M/], mepeuncienHbix

BBIIIIC, Y B3POCIIBIX U IETCH UMECIOT:
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ArammarnoOynueMus, BKJIOYas X-CLEIUIEHHYIO araMMarioOyiauHeMuro (0osie3Hb
Bpyrona);

Oo6mas BapuabenpHast UMMYHHas HelocTarouHOCTh (OBUH):

CenextuBHbIi IgA nedunur:

Hedunut noaknaccos IgG;

CenexTuBHBIN NeUIUT crienupuuecKux aHTUTEN,

® TpaH3uTOpHAas MJIaJICHYECKask TUIIOraMMario0yIueMus

X-cuermrennas arammariaooynuaemud (boiesuas bpyrona)

K xapaktepHbsiM ocobeHHOCTSIM 3TOH opMmbl [TH]], kpoMe npeapacnonokeHHOCTH K

I/IH(1)CKI_[I/I5IM, OTHOCATCA:

e CumnToMbl 3a00J1€BaHMsI, KaK MPABUJIO, BO3HUKAIOT B MIEPHOJ] OT 6 MecsIeB 0 1
roJa )KU3H| peOEHKa, KOT1a MPOUCXOUT UCTOMICHUE ITOTYICHHBIX
TPaHCIUIAEHTAPHO OT MaT€PH AHTUTEIN, & CHHTE3 COOCTBEHHBIX HE
OCYILIECTBIISIETCS B aJIeKBaTHOM KonnuecTBe. OiHAaKO B O60jiee peIKuX CiIydasix

3a0oJIeBaHNEe MOXET MaHH(ecTUpoBaTh U nocie 1 roaa xusuu; [7,8,24]

¢ B HEKOTOpHIX CITy4yasix MOXeT HaOJII0AaThCsl OTCTaBaHUE B (PU3MUECKOM

pa3BuTHH. [7]

e Henopassutue nepudepudeckux TuM(OUTHBIX OpraHOB (TUIIOTIIA3UsI MHUHIATNH,

auMpoy3ioB);[24]
e XpOHHUYECKOE TEUEHHE CHHYCUTOB C YaCTBIMU 000CTPEHUSIMU
e BpOHX0KTa3bl, KaK CIICJICTBHE HEOTHOKPATHO IIEPEHECEHHBIX THEBMOHMUI

L4 HeﬁpoceHcopHaﬂ TYTrOyXOCTb (KaK CJICACTBHUC NICPCHCCCHHBIX THOMHBIX CpCaAHUX

otutoB);[7]

L4 I[C(bOpMaL[I/IH CyYCTaBOB, KaK CJICACTBHUC IICPCHCCCHHBIX I/IH(I)CKLII/IOHHLIC n

HEMH(EKIIMOHHBIX apTPHUTOB; [7]

e Heiitponienus B 1e0r0Te 3a00eBaHMs (KYyMUPYIOMIASACS C HA3HAYCHUEM

pCFYHHpHOﬁ 3aMECTUTEIbHOM TCpannun I/IMMYHOI‘J'I06YJ'II/IHOM LIC.)'IOBC‘-ICCKI/IM)

e B menbieii crenenu, ueM 1 apyrux ¢opm [NUJL, ans bonesnu bpyrona
XapaKTEPHBI COMYTCTBYIONINE HEMH(EKIIMOHHBIE OCIIOKHEHUS, TAKHE KaK

AYTOUMMYHHBLIC TTPOSABJICHUA, MaJIMTHU3al4, HCI/IH(beKI_[I/IOHHBIC OHTCPOIIATHH.
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TeM He MeHee, TT0 CPAaBHEHUIO CO 3J0POBOM MOMYJISLMEN, PUCK YKa3aHHBIX
OCJIOKHEHUH 3HAUUTENbHO BhIle. Hanpumep, MoxeT HaOII01aThCs pa3BUTHE
TaKUX OCJIOKHEHUI KaK I0BEHWIbHBIA PEBMATOUIHBIN apTPUT, KOJIOPEKTAIbHBIN
pax, Kpornonogo6Hoe BocnanuTenpbHOe 3a001€BaHNe KUILIEYHUKA, CaXapHbIi

muaber (CH) | tuna.[8,9,24]

Knunuueckass kaptuHa apyrux ¢opM arammarioOynuHeMuil (ayTOCOMHO-PELECCUBHBIX U

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

[5,8,14]

Oo61ag BapuabenpHast UMMYHHAs HenoctaToudHocTh (OBUH)

L4 HepBHe KJIMHUYECKHE CUMIITOMEI 3a00JIEBaHUS MOTYT TIOABUTBHCA KaK B ACTCKOM, TaK U
BO B3pPOCIIOM BO3pacTe. MHorue ABTOPbI BBIACIIAIOT JIBa IIMKa z[e6}0Ta CHUMIITOMOB,

xapakTtepHbix 111 OBUH: mMexny 2 — 5 romamu, a Takke B MHTEpBaie Mexny 18 u 25
rogamu;[14,25]

e [lomumo wuHQEKIMOHHBIX TMposBieHuN 3a0oneBanusi g OBUH  (cxoxux ¢
MEPEYHCIACHHBIMA Uit Oosie3Hd  bpyroHa), XapakTepeH  IIUPOKHUN  CIEKTP

HEeMH(EKIIMOHHBIX MPOSBICHUH, CBI3aHHBIX C IMMYHHOW JH3PETYIIALNCH:
e [laronornyeckas mumponponudeparus (MMMdoaneHonaTs, CIVIEHOMETraIus U Ap.):

o Jlum¢oaneHonaTust pazIUyHBIX Tpynn JuMdarudeckux y3inoB (okosno 40%

MAIMEHTOB);
o Cnnenomeranus (1o 60% manueHToB);
o Tematomeranus (10 15 % maruentos). [26]

e OpHuM u3 Haubosee THKENbIX HEMH(PEKIHMOHHBIX BOCHAIUTENBHBIX OCIOXKHEHHH CO
CTOPOHBI OPOHXO-JIETOYHOW CHUCTEMBI SBISIOTCS WHTEPCTHLMANbHAS OOJE3Hb JIETKUX
(MUBJI). Pacnpoctpanennocts UBJI B 240 pa3 Beie cpeau nauueHtoB ¢ OBUH, uem B
obmeit monyssiun.[27] Tposieienuss UBJI oyens BapuabenbHbl. [log 3THM TepMHHOM
o0OBbEleHbl  Takue  MATOTUCTOJOTHYECKHE  €IUMHUIBI  Kak  JuMdonuTapHas
WHTEPCTULMAIbHAS TTHEBMOHMS, (OJUIMKYISAPHBIH OpOHXHMOJIMT, TpaHyJeMaTo3Has
jeroyHas 0oJe3Hb, OPraHU3YIOWIASCS IHEBMOHUS, TPaHyIeMaTO3HO-TUM(pOIHUTAPHAsS

0oJ1e3Hb Jierkux u ap. [23,28]
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e Jlna marmentoB ¢ OBUH xapaktepHo oOpa3oBaHHE HEKA3€O3HBIX TPaHYJIEM B JIETKHUX,
TUMQATUIECKHX y3JIaX, CEIe3eHKe, PeXe IPYTUX OpraHax. ITH rpaHyJeM HMEIOT CXOIHbIC
4yepThl C TpaHyiaéMmamu mpu capkoujose.[7] DBosbioe 3HaueHWe IpU MPOBEACHUU
muddepeHnranbHoi nuarHoctukn Mexxay OBHH u capkonmo3oMm MMEIOT 0COOEHHOCTH
rpanyieM, HaOmoaaembie Ha KT (kommbroTepHas ToMmorpadus) OpraHoB TPYAHON KIICTKH.
[Tpu OBUH uyamie mopa)xarTcs HUKHHE JOJH JITKHX, y3€JKH 3aMETHbIE, OOIbIIHe, B
OOJIBIITMHCTBE CITY4aeB JIOKAIM3YIOTCS XAaOTUYHO, XapaKTePHO HaIM4dre OpPOHXOIKTA30B.
[Ipy capkonmo3e y3enku HEOONBIIUX Pa3MEPOB, JIOKATM3YIOTCS IMEePUITMMQPaTHIECKH,
TANMAYHA JUMGAACHONATHS TMPUKOPHEBBIX JUM(pATHUYECKHX Yy3JI0B. Tak Kak Jyis
CapKoM03a HE XapaKTEPHbI THKEIbIe MHPEKIINU, OPOHXO0IKTA30B B JIETKUX, KaK MPABUIIO,

He HaOromaercs.[23,29]

® DHreponarus HEUHPEKIIMOHHOTO TeHe3a. JlmapeWHbId CHHIAPOM  (CTOWKHHA WM
TPaH3UTOPHBINA) xapakrtepeH Ooinee, ueM g 20 % OonbHbIX. JlnuTenbHas TshKenas
SHTEPOMNATHsI MPUBOAUT K CUHIPOMY MajabaOCOPOLMHU, Pa3BUTHIO THIOIPOTENHEMUYECKUX
OTEKOB, BBIP@KEHHbIM 3JIEKTPOJIUTHBIM HapyIIEHUsM, [ucOajaHCy BUTaMHHOB U
MHUKpo31eMeHTOB. K HemHpekunoHHsM ¢opmam sHTepornatuu y nanueHtoB ¢ OBUH
OTHOCATCSl 1IENTUAKUSA-TIOJ00HOE TOpaXEHWE TOHKOIro KullledHuka, KpoHo-1nomoOHoe
nopaxenue kumeuyHuka, HIK (Hecmeneduyeckuil A3BEHHBIH  KOJWT)-TIOAOOHOE
MOpaXEHUE  KHILIEYHHMKA; HOAYJIspHas JUMQOWIHAs TUMNEpIUIa3us  KHUILICYHHKa,
o0Opa3oBaHMe TIpaHylieM B KHUIIEYHHKE. Hepenko CUMNITOMBI SHTEpPONATHH SIBISIOTCS

ocHoBHBIM cummromoM OBUH, 4to cyiiecTBeHHO yCaoxHseT quarHoctuky.[7,30]

o [luronennu (MMMyHHas TPOMOOIIMTONEHHUS, AyTOMMMYHHAs T€MOJHUTUYECKAs aHEMHs,
T 0
pexe HeWTponeHusi). MMMmyHHbIe HHUTONEHMM XapakTepHol mis 10-29% mnanueHToB

OBUH, 3auactyto, OHU SBISFOTCS TIEPBBIM KIMHUYECKUM CUMITTOMOM 3abosieBanus.[7,9]

e 3nokauecTBeHHBbIe HOBOOOpazoBanus. [lammentsl ¢ OBUH uMerOT MOBBIMICHHBIH pUCK
pa3BUTHS 3JI0KAYECTBEHHBIX HOBOOOpa3zoBaHuil, ocobeHHo aumdom. [Ipu sTOM puck
pa3BuTHsl JTUMQPOMBI CYIIECTBEHHO YBEIWYMBAETCS C BO3pacToM marmeHTta. HamOomee

XapaKTEePHbI HEXOPKKUHCKHE JTMM(POMBI.[7]

CenektuBHbll [gA neduumr

[TpakTHyecku y IByX TpeTel MalueHTOB celeKTUBHBIN IgA neduuut nporekaeT 0eCCUMITOMHO.
B ciydae cuMnToMaTHUecKOro Te4eHus 3a00JIeBaHUS XapaKTEPHbI HE CTOJIBKO TSDKEIbIE,

CKOJIBKO YacThle HHPEKIUHU. boiee Tsokenoe TeueHrne HabMoJaeTcs IpU COYSTaHuH JIeUITuTa
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IgA ¢ nedunmrom nmoakaccos IgG. Y nmanueHToB ¢ cenekTuBHBIM IgA MOTyT Takke ObITh

comyrcTByromue 3aboneBanus JKKT, ayroumyHHHBIE U ajuieprudeckue 3a00sieBaHusl.

Jeduumt noakinaccoB 10G u nedunur cnenuduyecKuxX aHTUTEI OPU HOPMAILHOM VPOBHE

I/IMMVHOFJIO6VJII/IHOB N HOPpMaJIbHOM KOJIMYCCTBEC B-JII/IMd)OL[I/ITOB

Jns nedunmra nonknaccoB 1gG Gosee xapakTepHbl CHHYCHTBI, OTUTBI, OPOHXUTHI, TIPU 3TOM
ITHEBMOHUH U MEHUHTHTHI BCTpeUaroTcs peske. OTMeYaeTcst CKIIOHHOCTh K aJUIePrHYecKuM

3aboseBanusam.[7,31]

TpanzuTopHas MIIafcHISCKas FI/IHOFaMMaFJ'IO6VJ'II/IHCMI/IH.

[lepepplB MeXay HCTOIIEHMEM MATEPUHCKHX AaHTHTENI W Ha4yajJoM aJeKBaTHOTO CHHTE3a
COOCTBEHHBIX Yy  MIAJCHIEB  MpPEACTaBISET  CcO00H  (DU3MOJOTHYECKU  HEepHoA
THIIOTaMMarjo0yIMHEMUH, KOTOPBIH OOBIYHO MpPOAOIDKAeTCs OO0 Bo3pacta 3-6 MecsIeB.
[lpomnenne »3toit  (asel ¢  ymeHbiieHneM ypoBHsS |G cumraeTcs TpaH3UTOPHOU
TUIIOraMMarjio0yIMHEMHUH JETCKOro Bo3pacta. 3a00iIeBaHusl MOXKET MPOTEKaTh OECCUMIITOMHO.
B psne ciiygaeB HabmromaroTcst Oosee yacTele MHPEKINOHHBIE 3a00JIeBaHUs BEPXHUH U HIKHUX

JIBIXaTeIbHBIX MyTei.[7,8]

1. MuarHocTuxka 3a00/ieBaHUsI UM COCTOSIHUS (TPYNIbI 3a001eBAHUI WJIN
COCTOSIHMI1), MEAMUMHCKHE TMOKA3aHUsl M MNPOTHUBONOKA3AHUA K

INPUMEHCHHUIO METOA0B THAIHOCTHKH.

Jns kascowtit uz hopm ITH]] ¢ npeumyujecmeennvim Hapyuenuem CuHmesa aHmumes
chopmynuposanvl omoenvhvie Kpumepuy nocmanosku ouaznosa.(Taonuya 1, Ipunoscenue B,
Ipunooscenue b2).[32]

Tabmuua 1. [lnarnoctuyeckue kpurepun ESID paznuunbix ¢popm [IN]] ¢ npenmyiiecTBeHHON
HEJI0OCTaTOYHOCTBIO CHHTe3a aHTuTeN.[32]

Dopma TN Kpurepun

OBUH 1. _>1 u3 cAaeayooumx KPUTEPHUEB:
* [loBbImIeHHAs MOABEPKEHHOCTh MH(DEKIHSIM;
*  AyTOMMMYHHBIE NIPOSIBIICHHUS;
* (OOpa3oBaHue rpaHyJsiem,;
* HeoObscHMMAs NOTUKIOHATbHAS
aumbonponudepars;
= [IMJI ¢ HapylLlIEHHEM CHHTE3a aHTUTEIN Y YJIEHOB CEMBH.
2. BoIpakeHHoe cHIkeHHe ypoBHS IgG m IgA c¢/6e3 cHmKeHHS
ypoBHs IgM (B 2X mMOBTOpHBIX HccienoBaHusx; <2 SD ot
BO3PACTHBIX HOPM, JIJIsI B3POCBIX — MeHee 450 mr/mn);
3. =1 u3 cleyIomuX KPUTEPUEB:
= HeanekBaTHbIE  OTBET HA  BakIuHaANuio0  (W/wim
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OTCYTCTBHE M30T€MarrIlOTHHUHOB);
= Manoe KOJIMYECTBO MEPEKIIOYEHHBIX B-KIeTok mamsTu
(<70% ot BO3pacTHON HOPMBI).
HckmroueHre BTOpUYHOTO TeHEe3a THIIOraMMarjio0yInHEMHH.
Bo3spact > 4 et (CHMIITOMBI MOTYT JI€0OIOTHPOBATH PAHBIIIE).
6. OTtcyTcTBHE IPU3HAKOB IITyOOKOT0 HapylIeHus T-KJIeTOYHOro
3BeHa (HaJIMuue He 00JIee OJTHOTO U3 TPEX KPUTEPUECB):
= CD4+/mxm: 2—-61er<300, 6—-12ner<250, crapmel2ner<200. %
HauBHbIX CD4: 2—61e1<25%, 6—161e1<20%, crapme 161e1<10%);
»  T-knerounas nposudepaius orcyrcTByer|[33]

o s

X-cuenjieHHast

JInarHo3 OKOHYATECIICH |

arammariodoyime | [larment myxckoro noja, y kotoporo < 2% CD19+ B-kinerox
Mus + MUHUMYM | U3 cIeIyloIuX KpUTEpHEB
e Mpyrarus B rene Btk
e OrcyrcrBue MPHK Btk B HeliTpoduiax mim MoHOIMTaX
e OrcyrcrBue Btk B MoHOIIMTAX HITH TPOMOOIIUTAX
e Jlsns, IIIEeMSIHHUKH, Ky3€HBI 110 MaTepuHCcKoi mauu ¢ CD19+
B-knerkamu<2%
Jl1arHo3 BeposTeH:
[TarueHT MY»XCKOTO I0JIa, y KOTOporo, y kotoporo < 2% CD19+ B-
KJIETOK
+ BCE cnenytomiue kputepuu:
* Hauano penuauBupyrommx 6akrepuanbHbIX HHPEKIHA 10 5 et
* | IgG, IgM u IgA 6onee uem Ha 2SD Huxe HOpMBI 1JIs1 BO3pacTa
*  OrcyTcTBHE U30TreMarrJlOTHHUHOB W/UJIH IIJI0X0H OTBET Ha
BaKIMHALINIO
*  HckiroueHsl Ipyrue NpuuuHbI THIIOTaMMaryio0ylIMHEMHUH
Jnarnos BO3MOXeH:
[TaneHT My>XCKOro 1oJa, y KoToporo , y kotoporo < 2% CD19+ B-
KJIETOK M UCKJIIOUYEHBI JAPyryue NPUYUHBI TUIIOTaMMarjio0yIueMuu
+ MUHUMYM | U3 ClIeqyIOINX KPUTEPHUEB:
* Hauano penuauBupyromux 6akrepuanbHbIX HHPEKIHHA 10 5 ner
* | IgG, IgM u IgA Gonee ueM Ha 2SD Hux’e HOpMBI AJIs BO3pacTa
*  OtcyTCcTBHE M30T€MarrJItOTHHUHOB U / UJTU TJIOXOM OTBET Ha
BakiuHaimo[32]
I'unep IgM - >1 u3 caeayrmuX KPUTEPUEB :
CHHIPOM ¢ * JloBbllIeHHAs TOJBEPKEHHOCT HH(EKIIHM;
NpeMMYyLIeCTBEHH * lMMyHHas qucperyisius (ayTOMMyHHbIE TIPOSIBICHMUS,
o mumbomnponudeparys, CKISPO3UPYIOMUNA XOJTaHTHUT)
HEI0CTATOYHOCTh * [luToneHuu (HEUTPONIEHUS WIH ayTOUMYHHbIE
10 CHHTe3a LUTONEHUN);
AHTHUTEJI = Omnxonorus (iumdpoma);

= [JIMJI ¢ HapylmeHUEeM CUHTE3a AHTUTEII Y YJICHOB CEMBU.
N BeIpaxkeHHOE cHMXeHUE ypoBHA [gG npu HOpMaNbHOM WIIN
NOBBIIIEHHOM ypoBHE |gM(B 2X MOBTOPHBIX UCCIIEAOBAHUSIX.
N onpeneneHHble IPUYUHBI TUIIOTaMMAario0yIMHEMUH ObLTN
UCKJIIOUEHBI.
M oTcyTCTBYIOT IpU3HAKH IITYOOKOT0 HapymeHus T-KJIeToOYHOro 3BeHa
(Hayimure He 0oJiee OJTHOTO U3 TPEX KPUTEPHEB):

= CD4+/mxa: 0-6 mecsaueB<1000, 6 mecsies-1 ron<800, 1-

2 roga<500, 2—6meT<300, 6—12neT<250,
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crapuiel 2mer<200;
= % namBHBIX CD4: 2—-61e1<30%, 2—61e1<25%, 6—
161e1<20%, crapuie 161eTr<10% ;
= T-xnerounas npoiudepamusi OTCYTCTBYET.
N HeT naHHBIX 3a aTAaKCUIO-TEJICAHTUIKTA3MUIO0 (TIATHA «Kode ¢
MOJIOKOMY, aTaKCHsl, TeJICaHTUAIKTa3uu, OoBbIIIeHHbI ADIT).

Hapymenne WUndekunonnsie  3a0oneBaHusi  (peUUAMBUPYIOUIME U TSKeEIbIe
CHHTe3a OaxTepraIbHbIC)
crenupuIecKux M yposens 190G, A, M u noaknaccoB 1gG B mpeznenax pedepeHCHBIX
aHTHUTEJI 3HAYEHUI
N I'myOokoe HapylieHHE CHHTE3a aHTUTEJ JUOO MOCiIe UMMYHU3AIUH
BaKIMHOM, cozaepxKauien ITHEBMOKOKKOBBII OYMIIEHHBIN
MOJIMCAXapUAHBIA AHTUTCH (WM JIPYro IMOJMCaxapyuIHOW BaKIIMHOM)
a0 MOCie NEPEHEeCEHHOr0 3aJ0KYMEHTHPOBAHHOIO HMH(EKIMOHHOIO
3a00IeBaHu.
N Nckmoven gedexr T-KI€TOYHOTO 3BeHa IMMYHHTETA
Coueranue Wudekuronnsie  3a0oneBaHusi  (pEUUAMBUPYIONIME U TSKeEIbIe
nepunura IgA C OakTepuaIbHBbIE).
nedpumuTOM N otcyrctBue IgA, yposens 1gG, M nmpenenax pedepeHCHBIX 3HaAUCHUI

noakJaccos 1gG

NN CJICTKAa CHUXXCHBEI.

M cHwkeHHbIE OJHOTO WM HECKONbKUX mojakiaccoB 1gG  (mpu
JBYXKPaTHOM U3MEPEHUMN ).
M coxpanena cnocoOHOCTE K  (OPMHUPOBAaHHIO  aJCKBaTHOTO

MMOCTBAKIIMHAJIBHOI'O UMMYHHOT'O OTBETA.
N Vckmrouen nedekt T-ki1eTouHOro 38eHa MMMYHUTETA

Hepuuur
noakJaccos 1gG

WupexkuronHble 3a0051eBaHus (peUUANBUPYIOIINE U TSKEIbIE
OaKkTepHaIbHbIE).

N ypogens IgA,G, M npenenax pedepeHCHBIX 3HAYCHHH.

N cHuKeHHBIE 0JTHOTO WIIM HECKOJIBbKUX noakiaccoB 19G (mpu
JBYXKPAaTHOM U3MEPEHUHN ).

M coxpanena crioco6HOCTb K (HOPMUPOBAHUIO AJEKBATHOTO
MOCTBAKI[UHAJIIbHOT'O UMMYHHOT'O OTBETA.

N Nckmtouen aedekt T-kI€TOYHOTO 3B€Ha HUMMYHUTETA.

Tpau3uropHas
THIIOTaMMa-
rJ100yJaneMust

IgG wHmwke BO3pacTHOM HOPMBI B TepBbIe 3 Trona JKHM3HU (TIpU
JIBYXKPAaTHOM U3MEPEHUH).

N Obun UCKITIOYEHB! APYTHE TPUUUHBI THIIOTaMMario0yIueMuH.

M crionTanHOE paspelnieHre NpuOIM3UTENBHO Mocie 4-X JeT.

NB! TlamuenTsl cHauanga MODKHBI OBITH 3apETUCTPUPOBAHBI KaK HE
knaccupumupyemslii [TMJ] ¢ mpeumymiecTBEHHONH HEIOCTATOYHOCTHIO
CHHTE3a AaHTWUTEI W TEPEHECEHbl B KaTEeropur [paH3UTOPHOMI
TUIIOraMMarjo0yJIMeMUd TOJBKO IIOCJIE CIIOHTAaHHOTO pa3pelieHHs B
BO3pacTe 4-X Jer.

CeJIeKTUBHBIH
IgA nepuunt

1. >1 u3 cneayomux KpUTEepUes:
[ToBbIIeHHAS UHQPEKIHM;
* AyTOUMMYHHBIE NPOSIBJICHUS;
* [T/ c HapylIeHrEeM CUHTE3a aHTUTEN Y WICHOB CEMbH.
Bozpact > 4 ner.
3. IgA wmenee 0,07 1/n, IgG m IgM B mpenmemax pedepeHCHBIX
3HA4YCHU.
4. W ckmodyeHne BTOPUYHOIO IeHe3a TUIoraMMario0yIMHEMUH.
CoxpaHeHa CrIocOOHOCTb K  (POPMHUPOBAHUIO  a/IEKBATHOTO
MIOCTBAKLIMHAJIbHOTO UMMYHHOI'O OTBETA.

MMOABECPIKCHHOCTH

N

o
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6. Hckmouen nedext T-KIeToOUHOTO 3B€HAa HMMYHHUTETA

Hexnaccnuuupy 1. 1 w3 cienyroumx KpUTEPUEB :

embliii [TU/] ¢ [ loBpIlIEHHAS IIOJBEPKEHHOCTh UH(}EKIUsIM;
NpenMyIecTBeH- * AyTOMMMYHHBIE MIPOSIBIICHUS;
HOW *HeoObsicHrMast MONMMKIOHANIbHAS TUM$otpoaudepanus;
HEA0CTATOYHOCTH * [IN]] ¢ HapyIEHUEM CUHTE3a AHTUTEII Y YICHOB CEMBH.
10 CHHTe3a 2. 1 w3 cnenyoomux KpUTEPHUEB :

aHTHTEeJ * 3HaYUTEIBHOE CHM)KEHHME MHHUMYM OJHOTO U3

nokazateneii: oomero 1gG, 1gG1, 1gG2, 19G3, IgA wm
IgM;
* HeannekBaTHEIN OTBET HA BaKIIMHALIUIO.

3. MHckiroueHre BTOpUYHOTO TeHE3a TUIIOraMMario0y IuHEMUH
4. OTCyTCTBHE MpPHU3HAKOB TNTyOOKOr0 HapymieHHs T-KIeTOYHOTrO
3BeHa (HaJIMuue He 00JIee OJTHOTO U3 TPEX KPUTEPUECB):
o CD4+/mxir: 2—-61e1<300, 6—121e1<250,
crapiue 1 251er<200;
e 9% HauBHbIX CD4: 2-61e1<25%, 6—1671€T<20%, CcTapiie
16;1eT<10%;

o T-xnerouynas nmposmdeparis OTCyTCTBYET.
5. He MOAXOIUT ooz KPUTEPHUH IPYyrux 18140 c
NPEUMYIICCTBEHHOM HEIOCTATOYHOCThIO CHHTe3a aHTUTEN[34]

Bcem nmanmentam ¢ mopo3penuem Ha I[N/ ¢ mpenmyiiecTBEHHOW HEIOCTATOYHOCTHIO
CHUHTE3a AaHTHUTENl PEKOMEHIYeTCA MPOBOIUTH AUPPEpeHIINaATbHYI0 TUATHOCTHKY C
apyrumu ¢popmamu [THU]] ¢ nensio BeIOOpa afekBaTHOM Tepanuu. [3,7]

YpoBenb yOeaurTeabHOCTH pexkoMenaamuii — C (ypoBeHb [10CTOBEPHOCTH
JI0KA3aTeJbCTB - 5)

Bcem manmeHTaM Cco CHM)KEHHEM YPOBHS HMMYHOITIOOYJIMHOB PEKOMEHJyeTcs
UCKJIIIOYUTh BTOPUYHOM XapakTep TUIOraMMarjiioOyJlHeMHUHu C LEeJIbl0 YTOYHEHHUS
nuarsosa [3,35]

YpoBenb yOeauTeabHOCTH pexoMenaanmuii — C (ypoBeHb /10CTOBEPHOCTH
0KA3aTeJbCTB - 5)

KomMmeHnTapum: 6mopudrasi eunozaMMaeﬂo6szuerzuﬂ ecmpedaemcst 6 30 pas vawe, 4em

ITH]] ¢ npeumywecmeeHHOl HEOOCMAMOYHOCMbIO CUHmMe3a aumumen. Bmopuunas
eunozammaznooyiuemMus He 6ce20d CONPOBOHCOAEMCs CKIOHHOCMbIO K  MANCENbIM
XPOHUUECKUM UHMEKYUOHHBIM NPOYeccam, Ydacmo HOCUM MPAH3UMOPHBIU Xapaxkmep
[35]

VY Bcex MaMeHTOB € THUMOTaMMAarjioOyJIMeMHEH pPEKOMEHAYETCS HCKIIOYUTHh HaN4Ihe
Ipyrux 3a00J€BaHUN W/WIIM YCJIOBUM, CIIOCOOHBIX TMPHUBECTH K HEKOHTPOJIHPYEMOMY

MH(EKINOHHOMY TPOIIECCY C LENbI0 YyTOYHEeHUs qruarno3a [35]
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YpoBenb yOeaurTeabHOCTH pekoMenaanmuii — C (ypoBeHb /10CTOBEPHOCTH

0KA3aTEJbCTB - 5)

2.1 ’Kaao0bLl 1 aHAMHE3

e ( 1enbro CBOEBPEMEHHOM MOCTAHOBKHU JIMArHO3a PEKOMEHYETCSl IPOBOJIUTh CKPUHUHT HA
Hanmuue [T1]] ¢ mpenMyiecTBEHHOM HEOCTaTOYHOCThIO CUHTE3a AHTUTEIN IMALMEHTaM, Y
KOTOPBIX B aHAMHE3€ OTMEYAETCsl HAIMYUE CIAEAYIONINX KIMHUYECKUX CUMITTOMOB:

o Hamnume B cemMbe OTArOIIEHHOTNO aHaMHE3a [0 HWMMYHOJOTHMYECKUM
3a00JIeBaHUSAM

o Tsokemble XpPOHWUYECKHE W/WIM PEIUJAUBHPYIOIIHEC WH(OEKIHH, TOPIHUIHBIC K
CTaHIAPTHBIM IIMTOICHUH); CXEMaM Tepamnuu (CHHYCHUTBI, OTHUTBI, OPOHXHUTHI,
MTHEBMOHUH, apTpuThl, uH(pekronnsie nopaxenus: KKT, MeHUHTHTHI, cemcuc,
KOYKHbIE HH(EKIIHH ),

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

o Cumnromsl naTojgorudeckor mumponponudepanuu (croiikas auMdoaaeHonaTus
HECKOJIbKUX  rpynm  JUMQOY3JIOB, CIUIeHOMeranus,  JuMdoruTapHas
MHQWIBTpAIUS JIETKUX U JIPYTUX OPraHOB, HOMYJSpHAs TUNEPIUIa3Usl CIU3UCTON
KKT u np);

O AyTouMMYyHBbIE POSIBICHHUS (B IEPBYIO OUEPEb,

o [I'pamynemato3Hoe  BocmajgeHne B  opraHax (B  TEpBYHO  Ouepenp,
CapKOUA0INO00HBIE U3MEHEHHUS B JIETKHX);

o BrolsBIeHNE OPOHX03KTA30B, 0COOEHHO Y MOJIO/IBIX MAIlUEHTOB;

o 3rokadecTBeHHbIE 00pa3zoBanus auMbonHO# Tkanu.[26,31,36,37]

YpoBenb yOeautenbHocTH pexkoMenaanuii — C  (YpoBeHb J0CTOBEPHOCTH
A0KA3aTeJbCTB - 4)

KommenTapuu: ocobennyro nacmoposxcenHocms O0NHCHbL Gbl3bl8AMb NAYUEHMb, Y
KOMOPbIX OMMedaemcsi HECKONIbKO U3 GbIUUENEPEUUCTIeHHbIX cCUMNMOMOo8.[T]

e V Bcex manueHToB ¢ nogo3penremM Ha [IM]] ¢ mpenMynecTBEHHONW HEIOCTaTOYHOCTHIO
CHUHTE3a aHTHUTE] PEKOMEHAYETCS TIIATeNIbHO  CcOoOMpaTh CEMEWHBI aHaMHe3 s
npoBeeHUs U PepeHIInaIbHOi quarnocTuku.[7,8,14,24]

YpoBenb yOeaurTeabHOCTH pexoMenaanuii — C (ypoBeHb [10CTOBEPHOCTH

J0KA3aTeJbCTB - 5)
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KomMmeHTapum: OMmA2OU€HHbIM cemelHbim AHAMHE3O0M Aensemc cmepniob

POOCMEEHHUKA 6 MiadeHyecmee, CMepmb POOCMBEHHUKA Om  UH@DEKYUOHHO20
3aboneeanus, HaaUyue PpPOOCMEEHHUKA UAU POOCMEEHHUKOE C XPOHUYECKUMU UTU
PeyuousUpYIOUUMU UHQDEKYUOHHBIMU NPOABIEHUAMU MANACE020/AMUNUYHO20 MeYeHUs,
yumonenusmuy, opyeumu cumnmomamu, xapaxmepuoimu ons ITH [3|[Ipakmuuecku y
NONOBUHbI  NAYUEHMO8 ¢ X-CYENieHHOU a2amMmazio0yiuHemMuel NpoCciedCusaemcs

cemetinbvlll anamues.[24]

2.2 duzukajbHoe 00cae10BaAHUE

Bcem manuenram ¢ monospenueM Ha IIMJl ¢ npenmyiiecTBEHHOW HEAOCTATOYHOCTHIO
CUHTE3a aHTUTENI PEKOMEHAYeTCsl MTPOBOANTH MOJHBIA (U3UKAIBHBIA OCMOTP C IEIbIO
Bepu(HKAIUK AUArHO3a, OIICHKH TSHKECTH coctosiaust [26,31,36,37]

YpoBenb  yOeaureqnbHOcTH  pexkoMeHganuii C  (ypoBeHb  J0CTOBEPHOCTH
A0KA3aTeJbCTB — 4)

KommenTapun:

Obwuti ocmomp. H3-3a nepeneceHHbIX YacmvlXx UHGeKyull oemu MOo2ym OmMCcmasams 6
Quzuueckom pazeumuu (8 6oIbULEl CMENneHU OMHOCUMCA K NAYueHmam ¢ X-cyenieHHoll
azammaznobyiuemuett). Y nayueHmos ¢ msdicenon dHmeponamuei modxcem Obiinb
CHUDICEHA Macca mend,

IHanvnayus epynn nepughepuueckux aumgoysnos. Oyenumsv pazmepul, KOHCUCHEHYUIO,
NOOBUIHCHOCb, O0NIe3HEHHOCb  nepugepuyeckux aumgoyznos. Bosmoocno Hanuuue
JIOKANU308AHHOU  UNU  2eHEePaNU308aHHOU  TuM@poadeHonamuu  (Xapakmepuo  0as
nayuenmoe ¢ OBHH). s nayuenmog ¢ acammaenioOyiuHemMuel XapakmepHa
SUNONAA3UL  TUMGPPOY3N08 (8 MOM YUCIE OMCYMCMBUE YEEIUHEeHUs PeSUOHANbHBIX
TUMGOY31108, HECMOMPSL HA AKMUBHBII UHGEKYUOHHBLIL npoyecc)

Ianvnayus neuenu u cene3eHKU: BO3MONCHO HAAUYUE 2eNaAMOMe2anuu  Uu/unu
cnaenomezanuu (xapaxmepro ons nayuenmos ¢ OBUH, cunep-1gM cunopomom).
l'unonpomeunemuueckue  omexKu  Xapakmepuvl Ol  NAYUEHMO8 C  MANCENOU
aumeponamuell unu Opyeum 3a001e6aHUAM, NPUBOOAUUM K nomepe DelKa.

Hanuuue npuznaxoé Xpomuueckux UH@eKyuoHHbIX NPOYecco8: HANpuMep, CUMIMOMOS
«6apabaHubIX NANOYEK» U «YACOBLIX CMEKON», YGeluueHue nepeoHe3a0He20 pamepa
2PYOHOU KIemKU U Op.

Moeym umemv mecmo deghopmayuu KPYRHeIX CYCmMagos, KaxK cledcmeue pesmamouoHo2o

Uuiu nepeHecenHHblx I/lqueKI/[I/lOHHbDC apmpumaoe.
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Ocmomp KOHCHBIX NOKPOBOG - BANCHO 0OPAMUMb HUMAHUE HA HATUYUE KONCHBIX CbINel,
@dYPYHKYI08, KOMCHBIX abcyeccos, a makdxice pyoyos Ha Mecmax ux npeouiecmesyrouyell

qnokanuzayuul7].

2.3 JIaGopaTOpHbIE AHATHOCTHYECKHE MCCIeT0BAHUS

2.3.1 ﬂﬂﬁ()paTOpHLIe AHATHOCTHYECCKHE UCCTICI0BaAHUA 15 Bepuq)mcamm AHAarHo3a

Bcem nanueHTaM ¢ KIMHUYECKMMM IpU3HaKaMmu, XxapakrepHbiMu i IIMJ] ¢
MPEUMYILIECTBEHHOW HEJOCTATOYHOCTHIO CUHTE3a AHTUTEI, PEKOMEHIYETCA MPOBEAECHUE
HCCIIEIOBaHMs YPOBHA 0011ero 6e1ka B KPOBU M OIMPEIETICHUE COOTHOIIEHUSI OETKOBBIX
bpaxuii MeToa0M 3J1eKTpodopesa i BhIIBICHHUS HAPYILIEHUN CO CTOPOHBI COAEPIKAHUS
ramMario0yauHoB. [38,39]

YpoBenb yoOeauteibHocTHd pexkoMenaamuii — C  (YpoBeHb J0CTOBEPHOCTH
J0KAa3aTeJIbCTB - D)

Bcem nanmeHTaM ¢ KIMHUYECKMMM INpH3HaKaMmu, XxapakrepHbimu i IIMJ] ¢
MIPEUMYILECTBEHHON HEA0CTaTOYHOCTHIO CUHTE3a AHTHUTEI, PEKOMEHIYETCS IIPOBEICHUE
UCCIEIOBaHUs YPOBHSI HMMMyHornoOyianHoB A, G, M B KpoBU [ BBISABICHUS
HapyIICHUH CO CTOPOHBI TYMOPAJIbHOrO 3BeHAa MMMyHHTeTa (Tabimia 1, mpuioKeHue
b1).[37,40]

YpoBenb yOeaurtenbHocTH pexkoMenaanuii — C (ypoBeHb /10CTOBEPHOCTH
JI0KA3aTeJIbCTB - 4)

KommenTapum: cunocammaziooyrunemuei cuumaemcs chusxcenue yposus 19G nuowce 2-

X CMAHOAPMHBIX OMKIOHEHUN Om B03PACMHOU HOpMbL V oumel u Hudxce 450 me/on y
83pocavix. Aeammaznobynuemueti cuumaemcs cHudxcenue konyenmpayuu 19G nuowce 100
me/on, 8 couemanuu ¢ xounyenmpayuamu |IgM nuowce 20 me/on u xonyenmpayuu 1gA
Hudce wem 10 me/on coomeemcmeenno npu konuwecmee nepugepuueckux CDI19+B-
kiemok nuice yem 2%.%[5] Uzmepenue neobxooumo noomeepoums Kaxk MUHUMyM 6 2x
uccneoosanusix.[33]

[TaiuenTam ¢ runoraMmarioOyJIuHEMHUEH W araMMmarjoOylnHeMHed peKOMEHIyeTCs
npoBenenue HMccnenosanne CD19+ mumdornuToB s yrounenust ¢opmbr  [TN]]
(Tabmuma 1, [Mpunoxenne b1). [3,7]

YpoBenb yOeaurTeabHOCTH pexkoMenaanmuii — C (ypoBeHb [0CTOBEPHOCTH
J0KA3aTeJbCTB - 5)

[Tamentam ¢ mnomo3penreM Ha OBHUH pexoMeHnmyeTcs MOBEAEHHWE OJIHOTO W3
CIICAYIOIIMX MCCIIEI0BAHUM IS MOATBEpsKAeHUs auarno3a (Tabmuma 1):

O HCCIIEJOBAaHUN YPOBHS U30T€MAarTJIIOTUHUHOB B KPOBU
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o wuccrnenoBanusa ypoBHsi CD19+CD27+IgD— mumdoruToB (nmepekatoueHHbIX B-
KJICTOK TIaMSITH)

o ompeaenenne TuTpa aHTUTEN G K 2 U 60Jiee MHPEKIUOHHBIM areHTaMm [0 U
nocje BaKUMHALMUM C IeJblo  (OIEHKH CIOCOOHOCTH  (OPMHUPOBATH
NOCTBaKIMHAIBHBIA UMMYHHBIH oTBeT ([Ipunokenue A3.3).[3,34]

YpoBenb yOeaureqabHocTH pexkoMeHgauuii — C (ypoBeHb J0CTOBEPHOCTH
J10KA3aTeJbCTB - 5)

KommenTapumn: usoaeeniomununvl  — 5mo  aumumena npomue  U30AHMUSEHO8
Gopmennulx snemenmos kposu (epynna anmueernos ABO).[3]

Wi OYeHKU NOCMBAKYUHAILHO2O UMMYHUMEmMA He8AKYUHUPOBAHHLIM —NAYUeHmMaM
PEKOMEeHO08aHA BaAKYUHAYUSA UHAKMUBUDOBAHHBIMU BAKYUHAM. Oyenka
NOCMBAKYUHAILHO20 UMMYHHO20 OMEEma ¢ NOMOWbIO NOTUCAXAPUOHBIX BAKYUH OOJIHCHA
npoBOOUMbBCA He paHnee OOCMUdICeHUs nayuenmom 2-x nemuezo eospacma. QOyeHnka
NOCMBAKYUHAILHO20 UMMYHUMEMa OO0JIHCHA NPOBOOUMbC 00 HAYALA 3aMeCmUmenbHouU
mepanuy - UMMYHO2IO0YIUHOM — Yenogeka. . Kuunuuecku 3uauumvivm — aensiemcs
omcymcmesue Hapacmanus mumpa 6 2-4 pasa uepes 4-6 nedenv nocne eaxyunayuu? Ilpu
COMHUMENLHBIX YUPPAK PEKOMEHOYemcsi OUHAMUYECKUL KOHMPOb euje uepes 4 neoenu
[41]

[TaruenTam ¢ Mo103peHNEM Ha HapyIIEHUE CUHTEe3a CHEU(PUIECKIX aHTHUTET,
pexoMeHayeTcs onpenenenue antuten kinacca G (k aupTepuitHOMY aHATOKCHHY,
Clostridium tetani, k Bo30yauTento MeHUHrokokka (Neisseria meningitidis),
remopunsHOM nanouku (Haemophilus influenzae)) B kpoBu 110 1 nocie BaKIMHAILUH C
IEJTbI0 OIIEHKH CITOCOOHOCTH (POPMHUPOBATH TOCTBAKIIMHAILHBI MIMMYHHBIN OTBET.

(Tabmuna 1, [Mpunoxenue A3.3) [3,34]

YpoBenb yOeaurTeabHOCTH pexkoMenganmuii — C (ypoBeHb [10CTOBEPHOCTH
0KA3aTeJbCTB — 5)

[Tanmentam ¢ momo3peHueMm Ha aebunut nonakiaccoB IgG (M30aupoOBaHHBIA WM B
coyetanuu ¢ |gA-nepuuuToM) peKoOMEeHIyeTCsl NMPOBEIACHHUE HCCIEIOBAHUS YPOBHEH
nojkinaccoB 1gG B kpoBu 151 mocTaHOBKHM nuarHo3a (Tabmuma 1). [31]

YpoBenb yOeaurTeabHOCTH pexoMenaanmuii — C (ypoBeHb [10CTOBEPHOCTH
0KA3aTeJbCTB — 5)

Bcem manmentam ¢ rumorammariioOynueMueil U araMMmariiodynueMuend peKkoMeHayeTcs

npoBeneHue uccinenopanus ypopus CD3+, CD4+, CD8+, CD16+/56+ nmumdonuroB B
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KpOBH I UCKItoUeHUsI KomOuHupoBaHHbIX (popm [TNU]] (Tabmmma 1, [punoxenne b1,
[Mpunoxenune b2).[3,7,33]
YpoBenb y0enuTeJbHOCTH pexkoMengamuii — C (YpoBeHb J0CTOBEPHOCTH

JA0KA3aTeJbCTB — 5)

2.3.2 MoJsiekyJasipHO-TeHeTHYeCKAasl THATHOCTUKA

Bcem manueHTaM My’KCKOIO Iojia ¢ aramMmarjoOyJlnHEeMued U CHUXKeHHeM ypoBHs B
KIEeTOK <2% pPEKOMEHIYeTCs IMPOBOJIUTH MOJEKYISIPHO-TCHETHYECKOE HCCIIEI0BaHNE
Mytanud B TeHe Btk B KpoBu Ui MOATBEp)KACHUS JAHMarHo3a X-CIEIJICHHON
arammarsooynmunemun (Tabmuna 1, Ipunoxenue b1).[3,7,24,43]

YpoBenb yOeauTeabHOocTH PpexkoMengamuii — C  (ypoBeHb [10CTOBEPHOCTH
JA0KAa3aTeJIbCTB — 4)

Bcem marmenTam jKeHCKOTO 10J1a, a TaKKe MalueHTaM MYKCKOTO 1oJja ¢ He BbISIBJICHHON
myTanueit B rene Btk ¢ rumorammarnoOynuemueit u cHmKeHUueM ypoBHs B kietok <2%
PEKOMEHIYeTCSI MPOBOIUTH MOJICKYJSIPHO-TEHETHYECKOE HCCIICIOBAHUE MYTAIllid B
reHaX, OTBETCTBEHHBIX 3a pa3BUTHE JpYrux (opM araMMmarioOyJIuHEMHi, B KPOBU
(mpunosxenne A3.2) s moaTBepKAcHUs Auarnosa.|[3,7,44-50]

YpoBenb yoOeaurteabHocTHd pexkoMenaamuii — C  (YpoBeHb J0CTOBEPHOCTH
0KA3aTEJbCTB - 4)

Bcem mamumentam ¢ arammarioOynmuHemued u  gapyrumu  Gopmamu TN ¢
MPEUMYIIECTBEHHON HEJIOCTAaTOYHOCTHIO CHHTE3a AaHTHUTEI C HEYCTAaHOBIICHHOM
MyTalMeld peKOMEHAYeTCS TMPOBEACHHE MOWCKOBOTO MOJEKYISIPHO-TEHETHUECKOTO
oOcnenoBanusi (tapretHas maHenb NGS/MOTHOSK30MHOE CEKBEHHMPOBAHUE HOBOTO
nokoJsieHus) it yrounenus Gopmst TTNJT [3].

YpoBenb yOeauteibHocTH pexkoMenaamuii — C (ypoBeHb /10CTOBEPHOCTH

JI0KAa3aTeJIbCTB - D)

2.3.3. JJaGopaTopHble JUATHOCTHYECKHUE UCCIeJOBAHUA Y NALMEHTOB C YCTAHOBJIEHHBIM

auartosom [N/ ¢ HapyuieHHeM CHHTE3a AHTHUTEJI

Bcem manuenram ¢ [IM]] ¢ nmpeuMylecTBEHHOW HENOCTATOYHOCTBIO CHUHTE3a aHTUTEI
JUIsL TUATHOCTHKU BHUPYCHBIX HMH(MEKIM pexoMmeHnayercs ucnoip3oBath meton [II[P
(momMepasHas 1ermHas peakius).[8]

YpoBenb yOeautenbHocTH pexkoMenaanuii — C (YpoBeHb J10CTOBEPHOCTH
JI0KA3aTeJbCTB - 5)

KomMmeHnTapuu: ucnonv3osanue ceponocuyeckoco memooa ucciedo8aHusi CONpPstCeHo ¢

BbICOKUM PUCKOM NOJLYHeHUsl HeOOCMOBEPHbIX pe3yibmamos.[8]
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Bceem nanuenrtam ¢ IIM]J] ¢ npeuMyIiecTBEHHONM HEAOCTaTOYHOCTHIO CHUHTE3a AHTUTEI
JUISL CBOEBPEMEHHOTO BBISIBIIEHUSI U KOHTPOJISI OCIIOKHEHUHM, PEKOMEHIyeTCsl TPOBEICHUE
PETYISPHBIX JTA00PATOPHBIX UCCIICOBAHMI HE pexe 1 pa3a B 6 MecsIeB:
o OO6mwmi (KJIMHUYECKHUI) aHalau3 KpPOBU PA3BEPHYTHIH C JICHKOLUTApHOU
dbopmyioit 1 COD (CKOPOCTh OCEIaHUs SPUTPOIIUTOB);
o OOmuii (KITMHUYECKH) aHaJIu3 MOYH,
o AmnHamu3 KpoBH OHWOXUMHUYECKHMH oOmerepaneBTuyeckuii (o0muii  Oeloxk,
OenkoBble (pakunu, MoueBuHa, kpeatnnuH, ACT (amanmHamuHoTpaHchepasa),
AJIT (acmaparnnamuHOTpaHchepasa), I'TTII (ramma-
rmoTaMuiITpancnentuaasa), JIJI (makrageruaporeHasa), OWIMpyOHH OOIIWH,
rioko3a).[3,7,51]
YpoBenb yoOeauteibHocTHd pexkoMenaamuii — C  (YpoBeHb J0CTOBEPHOCTH
J0KAa3aTeJIbCTB - D)
Bcem nammenTam ¢ runoraMMariioOyiareMuel M araMmmarioOyJInHEMHEH, MOTyJaroIuM
3aMECTUTENIbHYIO TEpaIuIo UMMYHOTJIO0YJINHOM YenoBeKa HOpPMaJIbHBIM,
PEKOMEHIyeTC sl eXKeMeCcIYyHOoe hccieioBaHue nperpancdy3nonHoro yposHs 1gG B kpoBu
710 TOCTHOKEHHMS 1IEJICBOTO YPOBHS JUIst KOHTpouist 3 dexkruBHOoCTH Tepanuu. [3]
YpoBenb yOeauteabHocTH pexkomenaamuii — C  (YypoBeHb J0CTOBEPHOCTH
0KA3aTeJbCTB - 5)
Bcem manueHTaM ¢ runuraMmMarioOyiaueMued M arammariioOynreMHuel, Mmoiydarolum
3aMECTUTENIbHYIO TEpalui0 HMMYHOIJIOOYJIMHOM 4YeloBeKa HOPMBUIBHBIM**, mocie
JIOCTIDKEHHUSI  IIEJICBOTO  YPOBHSA IgG  pekomenmyercs UCCIIEIOBaHKE
nperpancgy3rnoHHoro yposHsa 1gG B kpoBu He pexe 1 paza B 6 MecsueB Ui KOHTPOJIS
3 PEKTUBHOCTH TEPANUU U KOPPEKIHH 103b1.[3]
YpoBenb yOeaurTeabHOCTH pexkoMenpamuii — C (ypoBeHb [0CTOBEPHOCTH
J0KA3aTeJbCTB - 5)
Bcem nanumentam ¢ [IM]] ¢ nmpenMymiecTBEHHON HEAOCTAaTOYHOCTBEO CHUHTE3a AHTHUTEN
Opd  pa3BUTUU  WH(QEKIMOHHBIX  OCIIO)KHEHHH  PEKOMEHIYeTCSl  NPOBEICHHE
0aKTEepHOJIOrMYECKMX HCCIEOBAaHUNH  COOTBETCTBYIOIIMX Cpel C OIpeaesieHueM
YyBCTBUTEIBHOCTH K  aHTHOAKTepHal bHBIM mpenaparaM  (OpOHXOAILBEOISPHOI
JaBOKHOW JKHJKOCTH, MOKPOTHI, KpPOBH, MOYH W Jp.) C LENbI0 BBISBICHUS
MH(EKIMOHHOTO BO30yauTens mpoBeaeHUs d(dekTuBHON Tepanuu.[3] YpoBeHb
y0oeauTe/IbHOCTU  peKOMeHanui - C (ypoBeHb  JAOCTOBEPHOCTH

JL0Ka3aTeJIbCTB - 5)
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2.4 UHCTpYMEHTAJLHAS IHATHOCTHYECKHE HCCIeI0BAHUS

Bcem nanuentam ¢ I[IMJ[ ¢ npenmyiecTBEHHOW HEIOCTATOUYHOCTBIO CHHTE3a AHTUTEN
pekoMeHayeTcss BbIIOJHUTH KT OpraHoB rpyAaHOM IOJOCTM B MOMEHT IIOCTAHOBKH
JIMarHo3a C 1eJIbI0 CBOEBPEMEHHOMN THArHOCTUKU OCIOXHEeHUH. [51-53]

YpoBenb yOeaurTeabHOCTH pexoMenaanmuii — C (ypoBeHb /10CTOBEPHOCTH
0KA3aTeJbCTB - 4)

Kommenrapuu: 6 OanvHevuwem uacmoma npogedeHus OAHHO20 00C1e008aHUSA
onpeoensaemcs KIUHU4eCKUMU NOKA3AHUSM.

Bcem mnammentam ¢ OBUH pexkomennyercss mnposenenue Y3U (ynbTpa3ByKoBOE
HCCJIEIOBAaHUE) JIOCTYIHBIX OCMOTPY JUM(AaTUYECKUX Y3JI0OB, OpPraHOB OpIOLIHON
MOJIOCTH Ha MOMEHT MOCTaHOBKHU JIMAarHO3a U HE pexke 1 pa3a B roj Jjisi CBOEBPEMEHHOTO
BBISIBJICHHSI OCJIO)KHEHUU (marosiornueckoil numdonponudepanuu, MaluTHU3ALUNA) U
koHTpouist 3 dexktuBHOCTH Tepanuu.[17]

YpoBenb y0eaureabHocTH pexkomenganuii — C (YpoBeHb J0CTOBEPHOCTH
JI0KA3aTeJIbCTB - D)

KomMeHTapuu: nposedenus 0anHvix ucciedosanull HeooxXooumo, max Kax nayueHmsl ¢
OBUH HAX00AMCSL 8 epynne pucka paseumus 310KA4eCMEEeHHbIX
aumpnponugpepamuenvix 3a001e6anuil

Bcem nmanuentam ¢ OBUH pexkomenayercst Beimoauuth KT opraHoB rpyaHoOi mosiocTi
He peke 1 pasa B TOj1 ¢ Ie/IbI0 CBOEBPEMEHHOM JMAarHOCTHKHU OCiiokHeHui. [3,51-53]
Yposenb yOeautenbHocTH pexkoMenaanuii — C  (YpoBeHb J0CTOBEPHOCTH
J0KA3aTeJIbCTB - 4)

Kommenrtapuu: KT opeanog epyonoii nonocmu aeisemcs Haubonee 4y8cmeumenbHbim
Memooom Ol OOHAPYIHCEeHUS, OYEHKU U XAPAKMEPUCMUKU NOPAXNCEHUS JIeSKUX Y
nayuenmos ¢ OBUH, mak kak He 6ce usmMeHeHUs 8 NecKux Mo2ym Oblmb C80e8PeMeHHO
3aghuxcuposanvl ¢ nomowwio pewmeenozpaguu. Yacmoma nposedenus KT opeanos
2PYOHOU NOIOCMU ONpedesiemcs UHOUBUOYANbHO O]l KAHCO020 NAYUeHmd, UCX00s U3
gpenomuna OBUH, maxcecmu mevenus 3abonesanus, mepanuu. Ciedyem nomMHums, ymo
Heunpexyuonnvle nposenenus [IHJ] (UBJI) moeym @ meueHue OnumenbHo20 8pemMeHU
npomexamv Oeccumnmomuo. Ilozonee eviserenue u neadexkeamuas mepanus HBJI
Modrcem yxyoulams nPocHO3.

Becem mammentam ¢ OBUMH 1npu  BbIABIEHHH  ATOJOTMYECKHM  W3MEHEHHBIX
TuM(aTHYECKUX Y3JI0B PEKOMEHAYETCs TMPOBEACHHUE SKCIM3HMOHHOM OWONCHHM 3TUX
TuM(GaTHYEeCKUX Y3J0B U JalIbHEHIIero mnaToJI0ro-aHaTOMUYECKOTO HCCIETOBaHUS

OouoncuiiHoro  (OmepanMoOHHOrO)  Marepuasia  JuMmMdoy3na ¢ NPUMEHEHHEM
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UMMYHOTHCTOXMMHUYECKHX METOJOB Ul CBOCBPEMEHHOW JMArHOCTUKH MaJUTHHU3ALIH
u/vim BbIOOpa TapreTHoit Tepanuu [14,25,51]
YpoBenb yOenuTeabHOCTH pekoMengamuii — C  (YypoBeHb [0CTOBEPHOCTH

J10KA3aTeJbCTB - 5)

Bcem nanmentam ¢ OBUH npu mogo3peHrr Ha HHTEPCTUITMCATBHYIO JIETOYHYIO 0O0JIE3Hb
PEKOMEHJIyeTCsl MPOBEJCHNUE OUOICUU JIETKUX C JAAIbHEUIINM MaTOTUCTOJIOTHYECKUM U
MMMYHOTUCTOXUMHUYECKUM  MCCIICIOBAaHUSAMH  IOJYYEHHOTO Ouomarepuana  AJid
CBOCBPEMEHHOM  TUArHOCTHKH  MPOSBICHUA  UMMYHHON  JU3PEryisiiuu U
3JI0Ka4€CTBEHHBIX HOBOOOPA30BaHUI U/WIM BEIOOpA TpareHTHoM Tepanun. [14,25,51]
YpoBenb yOeautesbHocTH pexkoMenaanuii — C (ypoBeHb [10CTOBEPHOCTH
J0KA3aTeJIbCTB - D)

e [laiuenTamMm c SHTEpOMAaTHE W TUIOraMMarioOyJIuHEMUEH, PEKOMEHIO0BAHO
npoBeAcHUE  OWMONCHUU  TOJCTOM  W/WIM  TOHKOM  KHIIKA C  TOMOIIbBIO
BUJICOOHIOCKONIUYECKUX ~TEXHOJOTHUH ¥  JaJbHEWIIEro MaToJoro-aHaTOMHUYECKOTO
UCCIIeIOBaHUsl OMOINCUHHOrO (OMEepallMOHHOr0) MaTepuaia TOHKOW KHIIKH —W/WJH
TOJICTOW  KHUIIKK C TPUMEHEHHEM HMMYHOTHMCTOXMMHUYECKMX  METOAOB  JUIA
g depeHINaTbHON JUAarHOCTUKU MKy nopakeHueM kumeunuka npu OBUH u psaom
3aboneBanuii XKKT (uemuakus, HIK, 6onesns Kpona). [54]

YpoBenb yOeautenbHocTH pexkoMenaanuii — C  (YpoBeHb J0CTOBEPHOCTH
0KA3aTeJbCTB - 5)

Kommenrtapuu: OBUH uacmo npomexaem noo mackamu paziuunsix zabonresanuil KKT
(yenuaxuu, Hecneyuguuecko2o sA36eHHo20 kKoauma, 6onesnu Kpoua), nposedenue
oughghepenyuanvroco OouazHoza  3ampyoHsem — CXoxcecmvb  NAMOUCMOTI02UYECKO20
kapmunol npu OBHUH c¢ Oaunnvimu 3abonesanusmu. Mapxkepom OBUH sensemcs

omcymemeue CD20+ nnasmamuueckux knemox. [14,54]

2.5 Unble AUATHOCTHYECCKHEC MCCJICI0BAHUSA

Bcem nanumentam ¢ [IM]] ¢ nmpenMymiecTBEHHON HEAOCTaTOYHOCTBEO CHUHTE3a AHTHUTEN
JUISL KOHTPOJI TeYeHUs 3a00JIeBaHUs, KOPPEKIIMU T€parui, CBOEBPEMEHHOT'O BBISBICHHS
U KOHTPOJII OCJIOKHEHMH pEKOMEHAYETCs IPOBEACHHE KOHCYJbTAllMil Bpaua-
aJuteproJora-MMMyHoJora He pexe 1 pasa B roa.[3,7,51]

YpoBenb yOeaurTeabHoCcTH pexkoMenpanuii — C (ypoBeHb /10CTOBEPHOCTH

0KA3aTEJbCTB - 5)
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e BceMm poacrBeHHukam nauueHToB ¢ IIMJ] ¢ mpeuMylnecTBEHHOW HENOCTaTOYHOCTHIO
CHUHTE3a AaHTUTE] C YCTAHOBJICHHON MyTalMed peKkoMeHAyeTcs npueM (0cMoTp,
KOHCYJIbTAI[Hsl) Bpada-reHeTUKa JUisl TNIAHUPOBaHUs CeMbH. [3]

YpoBenb yOeaureabHocTH pexkomeHaanmuii — C  (ypoBeHb 10CTOBEPHOCTH

JI0KA3aTeJbCTB - 5)

e Bcem poactBennukam mamueHtoB ¢ [IM]J] ¢ mpeuMyliecTBEHHON HEIOCTATOYHOCTHIO
CHHTE3a AaHTUTEN C YCTAaHOBJICHHOW MyTalMell peKOMEHIyeTcss mpueM (0CMOTD,
KOHCYJIbTAIIMS) Bpada-reHeTUKa JJisi ONpe/IeNICHUsl JIUIL, HYXJAIOIIUXCS B MPOBEICHUU
MOJIEKYJIIPHO-TEHETUYECKOTO 00CIIeIOBAaHUS JJIsl CBOEBPEMEHHOW MTOCTAHOBKH JIMArHO3a
[T /1 unu BeIsBICHUS cTaTyca HocuTens. [3]

YpoBenb yOeauteabHocTH pexkoMenaanuii — C (YpoBeHb J0CTOBEPHOCTH
JI0KA3aTeJbCTB - 5)

e Bcem nmanuentam c¢ [IM]] ¢ npeuMyliecTBEHHONW HEIOCTATOYHOCTHEO CUHTE3a AHTHUTEN
JUIs CBOEBPEMEHHOW JMArHOCTUKH OCJIOKHEHUW M 1oaA0Opa Tepamuu IMPHU BBISBICHUN
COOTBETCTBYIOIIUX JKaJ00, HAIMYUHU JKaJ00 W/WIM KIMHUYCCKUX MPOSBICHUHN, W/WIH
M3MEHEHUN NMpU 00CIENOBAaHUU PEKOMEHAYETCS MPOBEACHHE KOHCYJIbTALUA CMEKHBIX
CIICI[UAIIMCTOB:

O Bpaya-raCTpPOIHTEPOJIOTA;
O Bpaya-myJIbMOHOJIOTa;
O Bpavya-oTIOPHUHIOJIOra;
O Bpaya-CTOMATOJIOra;
O Bpaya-remMarosiora
O Bpaya-OHKOJOra
O Bpaya-peBMaToJIOra
o Bpaya-(rusuatpa u ap (Mo mokazanusam).[3,25]
YpoBenb yOeaurTeabHOCTH pexoMenaanmuii — C (ypoBeHb /10CTOBEPHOCTH

0KA3aTeJbCTB - 5)

3. JleueHue, BKJIOYAsA MeIUKAMEHTO3HYI0 U HEMEJINKAMEHTO3HYI0 Tepanuio,
AMETOTEePAINHUIO, 00e300,1MBaHMNeE, MeIUINHCKHEe MOKA3AHUSA "

IMPOTHBOIIOKA3aHUA K IPUMECHCHUIO METOA0B JICICHUI.

OcHosHbiMu  HanpasieHusmu 6 Jjedenuu Ooavuvix IIH]] ¢ npeumywecmeenmoi

Heo0oCmamo4HOCmMbio CUHMe3d AHMUmMes A6II0MCA.
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O 3amecmumenbHas Mepanus npenanapamami UMMYHO2I00VIUHA YeN08eKd
HopManbho2o**  ona  eHympueennoco  (BBUI) u  noodxooicnozo
seedenus(IIKUI),

O npogurakmuka u/uiu mepanusi UHGEKYUOHHBIX NPOAGIEHUIL,

o mepanus nposéieHull UMMmyHHoU oucpezyasyuu, [39]

3.1 3amMecTUTEIbLHAS HMMYTEPANINA HMMYHOTLJIO0VJIHMHOM YeJI0BEeKA HOPMAJLHBLIM**

3amecmumenvHnan mepanus UMMYHO2I00YIUHOM 4e108eKA HOPMANbHLIM™*— 3mo ocHoséa
mepanuu 02 makux Gopm ITHI ¢ npeumywecmeeHHouU HeOOCMAMOYHOCMbIO CUHMEe3d
aumumen, xax: OBHH, acammaenodoynunemuu, eunepM-cunopom ¢ npeumyujecmeeHHou
HeodoCmamoyHocmolo cunmeza awmumen. Ilpu pazeumuu msdicenvix u/unu peyuousupyIouux
unghexyuti, 60Npoc 0 HA3HAYEHUU OAHHOU Mepanuu Modcem OblMb PACCMOMPEH U NpU OpYeUux
gopmax ITH]] ¢ npeumywecmeennoti nedocmamounocmoio anmumen.|[3]
Inayebo-konmpoaupyemvie  UCCIEO08AHUSL  NPENAPAMO8  UMMYHO2L00VIUHA — YeNl08eKd
HOpManbHO20**  Ona  3amecmumenvHol mepanuu y nayuenmos ¢ IIHJ] npusnanv
HEBO3MOMNCHBIMU NO IMUHECKUM CO0Opacenusim, u He npoeoodsmcs. [55] IHoomomy YVI[J[
(yposenvb docmoseprocmu doxkazamenvcms) u YPP (yposenv ybedumenvHocmu pekomenoayuii)
0711 0anHH020 8uda mepanuu Huszkue..[56]

e PexoMmeHIyeTcs TMPOBOJIUTH PETYJISIPHOE BBEICHHE WMMYHOTJIOOYIIMHA 4YelloBEKa
HOPMATBHOTO** ¢ TEIbI0 3aMECTUTEILHOM Teparuy cpa3y MocCie MOCTAHOBKH JIMarHO3a
MaIUeHTaM C:

o ArammarioOynuemMueil;

o OBHH;

o eunepM-cunopom c npeumyujecmeeHHoU HedoCMamoyHOCmMbIO CUHMEe3d

anmumer;, [57-62]

YpoBeHns yoeauteabHOCTH pekoMeHaanuii — C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB -
4)
KomMeHnTapuu: [lpenapamer ummyHo2n00yiuna uenogeka HOPMAibHO** He asnaiomcs
0JiCeHepuKamuy, HO Npoyecc Npou3eo0Cmea Npenapamos UMMYHORI00VIUHOE Uello8eKd
HOPMAbHO20™™ cmpoeo peenamenmuposan(lIpunoscenue A3.4)) [55,63-66]
Onu cpagnumsl no ceoeu 3ghexkmusHocmu, O0OHAKO UMEIOM paziuyus, 00YClo6leHHble
npoyeccom Npouzeo0Ccmea (pasHvle NONYIsAYUU OO0HOPOS, pacnpedenerue nookaaccos 19G,
yposenw I1QA, cmabunuzamopsi, yposenv pH, supycobezonacnocms u opyeue xapakmepucmuxu,).

ﬂﬂﬂ 00CMUMICEHUS. Haurydwezco pesyibmama Jlederusl npenapam ummyHoeﬂo@wuHa yenoeexka
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HOPMANbHO20™ ™  cnedyem  noobupams, UCX00 U3 UHOUBUOVAILHBLIX — 0CODEeHHOocmel
nayuenma.[60,67-69]

Ilo cnocoby 66edenus npenapamvl UMMYHO2I00YIUHA YEN0BEKA HOPMANbHO20™™
pazoensiomcs Ha nookodicuvie Gopmol (IIKUT) u npenapamol 01 6HYMPUBEHHO2O 88€0€HUs.
(BBUTI'). Pexomenoyemasn BBUI** cocmasnsem 0,4-0,8 e/ke (epamm/kunoepamm) maccol mena 1
pas 6 3-4 neoenu. [3,57,58,60,68,70,71] Pexomendyemasn cymmapnas 0oza IIKUT™** na 1 mecsy
cocmagngem 0,4-0.8 e/ke maccer mena (8 cayuasx Hanuyus Kodp@uyuenma nepesooa,
paccuumvisaemcst 6 coomeemcmeuu ¢ uncmpykyuel). Cymmapnas 0o3a pasoensemcs Ha
HEeCKOILKO NOOKOJICHbIX UHBEKYUll, KOmopble OOJNCHO Obimb  BbINOIHEHbL C  PABHBIMU
npomesicymkamu 6 meuenue mecaya. [71]

lo3za ummyHoenobyiuna 4enoseka HOPMAibHO20™™ U KpamHOCMb 88e0eHUsl O00JIHCHbI
nO0OUPambCsi UHOUBUOYANBHO OJIS KAAHCO020 NAYUEHMA C Y4emoM CORYMCmeyoueli namoiocuu
(Hanuuus 6ponxosxkmaszos, ouapeu ¢ nomepeil beika u 0p.), MemaboIU4ecKux ocobenHocmell,
Hanuuus/omcymcemeuss  0bocmpeHuss uHgekyuonHo2o npoyecca u Op. ILlenesoe 3HaueHue
npempanc@yzuonnoeo 19G ne nuoce 7 2\n. Hasznauenue npenapamos 6 6o0iee 8blcOKUX 003aX
(0,6-0,8 o/ke maccvl mena) pekomen008aHO NPU UHUYUAYUU MEPaAnul, NOCILe NEPEPbiOs 8
3amecmumenvHol mepanuu 6oiee 3x mecayes, 60 8pemMs KIUHUYECKU-3HAYUMBIX UHQEKYUOHHBIX
INU30008 U/UNU OCIONCHEHUN, NPUBOOAWUX K nomepe Oenka (dHmeponamusi, Heghpomuueckuil
cunopom). Ilpu nanuuuu conymemeyroweti namonocuu (npu UMMYHHbIX YUMONEHUSX) 803MONCHO
nposedeHue 3amMeCmumenbHou

mepanuu  UMMYHO2/100YAUHOM  4e/108€KA HOPMAJAbHbIM™*, 8 coomeemcmeue ¢
coomeemcmeyruWuMu KAUHUYECKUMU peKOMeHOayusamu 051 0aHHOU HO030/102U4ecKoll
¢opmbl.[71,72]PekoMeniyeTcss Ha3HauaTh BBEJCHHE HUMMYHOTJIOOYIWHA HOPMAlIbHOTO
YeJl0oBEYeCKOro™® ¢ [eapl0  3aMECTHTENbHOM  Tepalmuu TP HAIMYUU  TSDKENbIX
PELUAUBUPYIOMIUX  WH(GEKIMOHHBIX  TPOIECCOB  (HEKOHTPOJIHPYEMBIX C  TOMOIIBIO
paIoHaIbHONW aHTHOUOTHKOTEPAITNH ) U/WIH ayTOMMMYHHBIX 3a00JI€BaHHIA MTAIUEHTaM C:

o HedpumuroMm  crnenupUYECKHUX  AHTUTSI  NPH  HOPMAJIBHOM  YPOBHE

UMMYHOTJIOOYJTMHOB ¥ HOPMaJIbHOM KoJsiuecTBe B-mumMponunTos;[73-75]

o TpaH3uTOpHOI MJIaIECHYECKOM rUmoraMmariooyinuemueii; [76,77]

o Jledurnurom noaknaccos IgG; [78-80]

o Coueranuem neduiura IgA ¢ nepunurom nmomakinaccos 1gG.[81]
YpoBenb yoenuteJbHOCTH pekoMeHaauui — C (ypoBeHb J0CTOBEPHOCTH A0KA3aTeJbCTB -
4)
KommenTapum: npooondicumenvHocms 3amecmumensHol mepanuu Onpeoeiiemcs ucxoos u3

kaunuyeckou cumyayuu. [73-81]
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e Bcem nanumentam ¢ I[IMJ] ¢ npenmyliecTBEHHOW HEIOCTATOYHOCTBIO CHUHTE3a aHTHUTED,
MOJIYYAIOLIUM 3aMECTUTENbHYIO TEepanui0 HMMYHOIJIOOYJIMHOM YelOBEKa HOPMalIbHBIM™*™*,
peKOMeHIyeTCsl MoA0MpaTh 03y IMpernapara TakuM 00pa3oM, 4TOObI mpeTpaHc]y3nOHHBIH
ypoBeHb 1gG cocraBusin >6-7 /1 (AUTP) AN TOCTHOKEHUST KOHTPOJS HaJ MHPEKINOHHBIMU
3a00s1eBaHusIMu.[82]

YpoBenb yoeauTeabHOCTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB -
4)

Jljig Bcex MalyeHToB, NOIyYaroiX 3aMECTUTENbHYIO TEPANUI0 UMMYHOTTIO0YJIMHOM YeIoBeKa
HOpMaJIBHBIM®**,  pexkoMeHayeTcs BBIOMpaTh Mpemapar ¢ Y4eTOM HWHAWBHUIYAIbHOU
MEPEHOCUMOCTH Ui CHIDKCHHS PHUCKA Pa3BUTHA HEXKENATeNbHBIX SBICHUH Ha (oHe
3aMeCTHTENbHOM Tepanuu. [83]

YpoBeHb yO6eaUTE/JIBHOCTH pekoMeHAauuM - C (ypoBeHb [JOCTOBEPHOCTH
AO0Ka3aTeJIbCTB - 5)

KommenTapuu: puck passumus uediceramenvuvix 3¢gexmos eo3pacmaem npu UuHUYUAYUU
mepanuu, a maxdice npu cMeHe npenapamos UMMYHO2N00YIuUHA & npoyecce nederus. Menvuiuil
PUCK NOOOUHBIX 3hchekmos umerom u300CMoNapHble npenapamvl, a MakKdice 20mosvle K
86€0eHUI0 PACMBOPbL NO CpasHeHuto ¢ auoguiuzamamu. Ilpu ucnorv3o8anuu HeCKOAbKUX
GraxkoHos 1uoduIuzUpo8aHHO20 npenapama, puck nobouHvix 3¢ggpexmos sozpacmaem. Takoice
credyem yyumovléams, Ymo )y HAYUEHMO8 MOxcem Oblmb HeNnepeHOCUMOCMb  HEeKOMOpPbiX
Komnonenmog npenapamos.[83]

e Jlanmenram c¢ IIMJ] ¢ mnpeumMylIeCTBEHHOM HEAOCTATOYHOCTBIO CUHTE3a AHTHUTEI,
HY)KJAIOIMMCSI B MPOBEACHUM 3aMECTUTEIbHON Tepaluu IpenapaTaMd UMMYHOTJIO0yJIuHA
YyeJloBeKa HOPMAIbHOIO™* 1uist TocTHKeHUs! 3PPEKTUBHOTO KOHTPOJS HaJl MHPEKIMOHHBIMU
3a00JIeBaHUAMHU HE PEKOMEHYEeTCsl UCIIONIb30BaTh Mpenaparsl, coaepkamue Mmenee 95% 1gG
B CBOEM cOCTaBe (W/WiIM He AeKIapupyrolre 3Toro B cBoeil mHcTpykiuu) ([Ipunoxenue
A3.5).[70,90,91]

YpoBenb yoenurebHOCTH pekoMeHaanuil — C (ypoBeHb 10CTOBEPHOCTH [10KA3aTeIbCTB
-5)

e Jlammentam c¢ IIMJ] ¢ mDpeuMylIeCTBEHHOM HEIOCTATOYHOCTBID CHHTE3a AHTHUTEI,
HY>KJAIOMIMMCS. B TPOBEACHUH 3aMECTUTEIBLHONU TEpanuu IMpernapaTaMd UMMYHOTJIOOyIHUHA
YyeJloBeKa HOPMaJbHOT0** pekoMeHAyeTcsl MCIOJIb30BaHUE MpEerapaTroB € paclpeaeeHueM
nonkiaccoB 1gG, OnM3kuM K (U3MOJIOTHUECKOMY, KOTOPOE JIOJDKHO EKJIAPHpPOBATHCS B
UHCTPYKIMU K Mperapary, Uil JOCTHUXKEHHS KOHTPOJS HaJ WHGEKIHOHHBIM IPOLIECCOM

(TTpunoxxenune A3.5).[63,68]
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YpoBenb yoenurebHOCTH pekoMeHaanuil — C (YpoBeHb J0CTOBEPHOCTH [10KA3aTEIbCTB

-5)

[Tanpenram ¢ IIMJ[ ¢ mnpenMyniecCTBEHHOM HEIOCTATOYHOCTBIO CHUHTE3a AHTUTEN,
HY)KJAIONIMMCST B TPOBEICHUU 3aMECTHUTEILHON Tepanmud HWMMYHOTJIOOYJIHHOM YeOBEKa
HOPMAJIbHBIM** HE PpEKOMEHAYETCS HCIOJIb30BaTh Ipenaparbl, HE MPOXOASIINUE IPHU
IIPOU3BOJCTBE 3Talbl NHUMHUHAIMU napBoBupyca B 19 m KOHTpoap ero Hanmuuus B IJIa3Me
JIOHOPOB W KOHEYHOM IMpPOJYKTE (MM HE JEKJIAPUPYIOIIHE 3TOr0 B CBOCH WHCTPYKIIMH)
(ITpunoxxenne A3.5).[70,90]

YpoBenb yoenurebHOCTH pekoMeHaanuil — C (ypoBeHb JI0CTOBEPHOCTH [10KA3aTeIbLCTB
- 5)

KommenrTapuun: napsosupyc Bl9  cnocoben  evizvieamv — msdicenvie  HApYUICHUS
KPOBEmMBOPEeHUs, YMO MOJICem CMamsb CMEPMeNbHO ONACHLIM OCNOICHEHUEM )y NAYUEHMO8 C
ITH]T.[92-94] Tax kax ummynoenobyiun ueno8eka HOPMALbHBIL™ seisemcs npenapamom
KpO8U, C e20 88e0eHUeM CONPANCEH PUCK Nepeoayll MPAHCMUCCUBHBIX UHGeKYULl, MObKO
MHO2OCMYNEeHYamulil Npoyecc  INUMUHAYUU BUPYCO8  NO3B0AEm C8ecmu K MUHUMYMY
B03MONCHOCMb NOOOOHBIX 0cn0dcHeHull.[88]

e [lammentam c¢ IIMJl ¢ nperMyIIECTBEHHOW HEIOCTaTOYHOCTBIO CHHTE3a AHTUTEDN,
HY)KJIAIOIIMMCS B TIPOBEJICHUU 3aMECTUTEIBLHON Tepanuu KMMYHOTJIOOYJIMHOM YellOBEKa
HOPMAIbHBIM** HE PEKOMEHAYEeTCs HCIOJIb30BaTh MpemapaThl, HE YKa3bIBAIOIIUE
conepskanue IgA uist CHIDKEHUST PUCKa Pa3BUTHUS TSHKENBIX aHADUIAKTHUYECKUX PEeaKIIUii
(TTpunoxenne A3.5).[86,90]

YpoBenb yoenuteabHocTH pekoMenaanuii — C (YpoBeHb J0CTOBEPHOCTH [10KA3aTeJILCTB
- 5)

[Tatmentam ¢ [T/l ¢ npenmyiieCTBEHHOW HEIOCTATOYHOCTHEO CUHTE3a aHTUTEN, C BBICOKUM
PUCKOM pa3BUTHsS TIOYEYHON HEJAOCTATOYHOCTH (BO3pacT cTapie 65 ner, modyeuHas
HEJOCTAaTOYHOCTh B aHAMHE3, CETICHC, MPHUEeM HEPPOTOKCHYHBIX MPENapaToB, 00€3BOKHUBAHUE
OpraHu3Ma, IaparnpoTeHHEMHs) W/WIK 3a00JEBAHUSIMH CEPJACYHO-COCYIUCTON CHUCTEMBI
W/AW C TIOBBIICHHBIM PHUCKOM TPOMOOIMOONIHYECKUX 3a007eBaHUN. HYKIAIOMNUMCS B
MPOBEJCHNUN 3aMECTUTENBHONW Tepamuu TMpernapartaMd HMMYHOTJIOOyIWHA  YeloBeKa
HOpMalbHOTO**,  pekoMeHayeTcs: ucnoiab3oBath 10% pactBopsl BBUI' (mnst ymeHbIeHUS
o0béma BBOAMMON kuakoctH) win IIKWUDT ¢ wmenbio CHUKEHHS pa3BUTHS pHCKa
HE)KeTaTeNbHbIX SBIeHUH.[87]

YpoBenb yoenuteabHocTH pekoMeHaanuii — C (YpoBeHb J0CTOBEPHOCTH 10KA3aTeJIbCTB
- 5)
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KommenTapuu: y nayuenmos ¢  npeocyujecmsyrouumu  3a0071€8aHUAMYU  NOYEK
HeO0CMamoyHOCmMbl0  NPeOnoYmumenvpHo ucnoavzosanue BBUI co cmabunuzamopom

Manemo3oii. [85]

[Tanpenram ¢ IIMJ[ ¢ mnperMylIECTBEHHOM HEIOCTATOYHOCTBIO CHUHTE3a aAHTUTEN,
HY>KJAIOIIMMCST B MPOBEACHUM 3aMECTUTEIBHONW TEpanuu IpernapaTaMd UMMYHOTJIOOyJIuHA
YelIOBeKa HOPMAIBHOTO™*, ¢ 3aTpyAHEHHBIM BEHO3HBIM JOCTYNIOM (OCOOCHHO Yy JAeTei)
pexomenayercs ucnonb3oBarh [IKUT** ¢ menbio obecriedeHrs] TEXHHYECKOH BO3MOXKHOCTH
PErylIipHOCTH TPOBEACHUS TEpaNud U CHIDKEHUS HETaTHBHBIX MOCIEACTBUMA s
naruenTa.[71,93]

YpoBeHb yoeauTeIbHOCTH pekoMeHnaanuii — C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB
- 5)

[Tanpenram ¢ IIMJ[ ¢ npenMynIeCTBEHHOM HEIOCTATOYHOCTBIO CHUHTE3a aAHTUTEN,
HYX/TAIOUIMMCS B MPOBEJACHUU 3aMECTUTEIFHON Tepamnuu IpernaparaMd UMMYHOTTIOOYIHHA
YeI0BeKa HOPMAIbHOIO, C Pa3BUTHEM CHCTEMHBIX PEaKIuil MpyU BHYTPUBEHHOM BBEJACHHUU B
aHamMHe3e peKOMeHJoBaHa cMeHa mpernapata BBUIT unam  ucnons30BaHHMEHCIONB30BATh
[MTKHWI" ** ¢ 1enbio CHUKEHUST PHCKA TSHKEIBIX CUCTEMHBIX peakiuii.[94]

YpoBeHb yOeauTEJIbHOCTH PeKOMeHIAUil — A (YPOBEHb J0CTOBEPHOCTH [10KA3aTeIbCTB
- 1)

KoMmMeHTapuu: npu Hego3moicHoCmu cmensl npenapama:

o Twamenvuvii KOHMpPOIL CcOOMOOEHUs npasusl UH@Y3uu (npenapam 006edeH 00
KOMHAMHOU MemMnepamypbul, NPasuibHoe 60CCMAHO8IeHUe TUOPUIUIama)

O cHudicenue ckopocmu ungyzuu (0na BBHUI' 5 u 10 %): nauuname co ckopocmu
0.01mn/xe/mun (0.5 — Ime/ke/mun), nocmenenno noswviwasn (kasicovie 15 - 30 mun) oo
0.02mn/ke/mun, 0.04mn/ke/mun, 0.06mn/ke/mun 0o 0.08mn/ke/mun (4 — Sme/ke/mun),

O npemeoduxkayus ¢ UCNOIb308aHUEM HHecmepOUOHbIX  NPOMUBOBOCHANUMENbHBIX
cpedcms,  HanmueucmamuHHblX — Npenapamog  Oisl  CUCMEMHO20  NpUMEeHeHUs,
#xopmurxocmepoudos 011 cucmemuozo npumererus: (cl'’KC)

O mpecudpamayus GuzuoI02UYECKUM pACmEopoMm 3a 30 MuHym 00 88edeHus npenapama
(500 mn e3pocrvim u 10-20 mn/ke maccwr mena demsim).[71]

[Tamentam ¢ IIMJ] ¢ DpeuMyniecCTBEHHOM HENOCTATOYHOCTBIO CHUHTE3a AHTUTEN, C
COITYTCTBYIOIIMMH 3a00JIEBaHUSMHU, CONPOBOXKAAOIIMMHUCS MOoTepelt Oenka (HedpoTudeckuit
CUHAPOM, DHTEPOINATHs), HYKIAIOMIMMCS B TPOBEACHUU 3aMECTHTEIBHOM Tepamuu
npernapaTaMi MMMYHOTJIOOYJTHHA 4YeJOBeKa HOPMATbHOTO** pEeKOMEHAYETCsl MCIOIb30BaTh

[MTKUI** ¢ uenpio 6omee 3¢ heKTUBHOTO Mo AepKaHus neixeBoro yposus 1gG.[73,97,98]
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YpoBenb yoenureabHOCTH pekoMeHAanuil — C (YpOBEeHb J0CTOBEPHOCTH [10KA3aTeIbCTB
- 4)

e Jlammentam c¢ I[IMJ]  kareropmdecku He PEKOMEHIYETCS MCIONIb30BAaHUE IIPENapaToB
UMMYHOTJIOOyJTMHA YelloBeKa HOPMaIbHOTO sl BHyTpuMbIieyHoro (MI'BM) BBeaenus s
3aMECTHUTENBbHOM Tepanun. [97,98]

YpoBeHb yOeauTeJIbHOCTH pekoMeHaanuii — B (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB
-2)
Kommenrapum: I'BM nesgpghexmueHuvl u3-3a 661COK020 YpOGHA UHAKMUBAYUU NPENAPAMA &

mecme 68e0eHUst U HU3KOU cucmemHot buodocmynnocmu. [68,97,98]

3.211podunakTuka u/nam Tepanus MH(PEKNMOHHbBIX NPOSIBJICHUMH

Hayuenmam c ITH]] ¢ npeumyujecmeeHHou HeOOCMAMOYHOCMbIO CUHME3A AHMuUmel
AHMUOUOMUKOMEPANUU MOXHCEM OblMb HA3HAYEHA 8 8U0e 3 PeHCUMOB:
o  Kypcom ona nevenus obocmperus;
o Uumepmummupyrowas npoguiakmuieckas awmubuomuxomepanusi (KOpOmMKUMU
UU OIUMENIbHBIMU KYPCAMU);
o [lepcucmupyowas npoguiaxmuyeckas aHmMuOUOMUKomepanus (NONCUSHEHHbIU
npuem aHmubaxKmepuaibHulX NPenapamos)

YV nayuemmoe c¢ 6Gonee msacenvimu Gpopmamu I[IHJ] ¢ npeumywecmeeHHOU
HedocmamoyHocmolo  cunmesza aumumen (OBUH, acammaznobynunemus, 6vlpasxicenHoe
cnudicenue coigopomounvix 190G u 1QA npu Hopmanvnom/nosviwennom yposne 1M u
HOpMAalbHOM Koludyecmee B-knemok, (cunep-M)) anmubaxkmepuanvHas mepanus HA3HAYAEMCS 8
O0OnoHeHue K 3amMecmumensHol mepanuu npu HAIUYUU XPOHUYECKUX 04aco8 ungexyuu (8
cyyae HeKOHMPOUPYeMO20 UHPEKYUOHHO20 npoyecca ciedyem peulams 60npoc 06 yeeaudenuu
003bl U/UNU YACMOMbl 86€0€HUs NPENapama UMMYHO2N00YIUHA HOPMATbHO20). [ nayuenmog ¢
bonee neckumu ghopmamu I[1HJ] ¢ npeumyuecmeennol HedoCmamo4HOCmvlo CUHmMe3a aHmumein
(mpan3umopnas eunozammaenooyaunemus, cerekmushwii 1gA dedpuyum, degpuyum nooxnaccos
I9G, oOeguyum cneyuguueckux anmumen npu HOPMAILHOM YPOBHE UMMYHO2LI00YIUHOE U
HOpMANbHOM Koauvecmee B-numpoyumos) anmubakmepuanivnas mepanus s61aemcs mepanuet
nepeou JUHUU U MOILKO 8 Clyyae UHQEKYUOHHO20 npoyeccd, HeKOHMPOIUPYemMo2o
aHmubaKxmepuaibHou mepanueu (8 Mmom yucie 8 NepCUCmupyroujem pesxcume) modxcem Ovimb
paccmompen 60npoc 0 HA3HAYeHuu 3amecmumensrou mepanuu. [3]

e [lammmentam c¢ I[IMJ[ ¢ npeuMylIEeCTBEHHOW HEAOCTATOYHOCTHIO CHHTE3a aAHTUTEN

PEeKOMEHJIyeTCsl ~ paHHee  Ha3HayeHHWe UM NpOoBeAeHHE  KOMOWHUPOBAHHBIX U
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NPOJIOHTUPOBAHHBIX ~ KypCOB  aHTUMHKPOOHOW  Tepamuy, MPOTHBOBUPYCHOH |
IPOTHBOTPUOKOBOM TepamuH C LEIbI0 JOCTIKEHUS dS()(EKTUBHOTO KOHTPOJIS Hax
undekusamu (Tabnuma 2). [3,98]

YpoBenbr yoOenurTebHOCTH pekoMenaanuid — C  (ypoBeHb J0CTOBEPHOCTH
J10KA3aTeJbCTB - 5)

KomMeHTapuu: nposedenue Kypca aHmuOAKmMepuaibHOU mepanuu co CMAaHOAPmMHOU
APOOOINCUMENLHOCIBIO MOJCEm OblMb HeOOCMAMOYHO 0N INUMUHAYUU B030YOUMEN.
[3,98]

[Tarmentam ¢ I[IMJ] ¢ npenMylIeCTBEHHOM HEIOCTAaTOYHOCTHIO CHHTE3a aHTUTEN IIpU
HEJIOCTaTOYHOM  KOHTpOJIe WHQEKIMOHHOTO TMpolecca PEKOMEHIYETCS Ha3HAYCHUE
npOQUIAKTUICCKOW AHTUOAKTEPHATBLHOW TEepanmuy MPOJODKATEIBHBIMUA MU KOPOTKHUMU
Kypcamu [yt KOHTpoJist nHpeknnonuoro mnporecca (Tadmuma 2).[3,98]

YpoBenb yOeauteqbHOCTH pexkoMeHgaumii — C  (ypoBeHb /10CTOBEPHOCTH
JI0KA3aTeJIbCTB - D)

Kommenrapumn: npu smux ¢opmax I[IH]] uawe 6ceco 0ocmamouno nposeoeHus
unmepmummupyrowel npoduIaKmu4ecKol aHmubuomukomepanuu (npenapam, 003upoeKa
U NPOOOIHCUMENbHOCIb MePanuu ONpeoeisaiomcs edawum epavom). B cayuae ecau
obocmpenuss  UHGEKYUOHHBIX — 3A0071e6AHUNL  NPOUCXOOUNM 6  ONPEOeNeHHbIll  CEe30H,
HA3HAYAOMCsl CE30HHble KYPCbl AHMUOUOMUKOMEPANUU.

Ta6auna 2. [Ipodpunakruueckass anruonorukorepanus.[3,98]

AHTHOHOTHUK Hern B3pocnbie
#AMOKCUIIIUTUH** (TIpH 10-20 mr/kr maccel Tena 1 | 500-1000 mr 1 unm 2 pasza
HEOO0XO/IMMOCTH B COUETAHUU C i 2 pasza / 1eHb B JIEHb
KJIaBYJIaHOBOW KUCIIOTOM)

#Tpumeronpum/cynbhamMerokcazon™™ | 5 MI/Kr Maccel Tena B SMr/kr B ieHb Wi 3 pasa B
(pacuer 1036l IO TPUMETOIPUMY) JIeHb UM 2 pa3a B JIEHb HEZeIio (IO KIIMHUYECKUM
©KEIHEBHO WM 3 THSA B TIOKA3aHUSAM)
HEJIENIo
#A3uTpOMUITUH** 10 mr/xr maccsel Tena 1 500 mr 1 pa3 B Henento

pa3 B HeAento WK 5 Mr/kr | wiu 250 Mr yepes AeHb 3
MaccChI TeNIa 4epe3 JIeHb 3 | pa3a B HEJelto
ITHS B HEEIIIO

#KnaputpoMuua** 7,5 MIr/Kr Macchbl Tesa B 500 mr B ieHb Uiy 2 pasa B
JIeHb UK 2 pa3a B JIeHb NEeHb
#Jloxcuuumu™* Hetsv crapuie 8 et 100 mr 1 nnu 2 pasa B 1eHb

25-50 mr 1 nnm 2 paza B
JICHb

HUHranssuuoHHbie aHTHOMOTUKH

#I erTamuIua** ‘ JleTsim ctapiie 6 siet u B3pocasiM: 80 Mr 2 pas3a B IeHb
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28 nHeil kypc, 28 nueit nepepsiB u T.4. I 21 nuen
KypcC, 7 AHEHN NEepephIB U.T. 1.

#ToOpamuma™*™* Hetsim crapuie 6 et u B3pocibiM: 300 Mr 2 pasa B 1eHb

28 nHel kypc, 28 qHel nepephiB U T./1.

B ciyyae HeahpekTUBHOCTH MM TJIOXOU EPEHOCUMOCTH JIAHHBIX PEKUMOB, MOXKET

OBITH BBIOpaH JIFOOOW Apyroi aHTUOAKTepUaIbHBIN Ipermapar.

3.3 Tepanusi NposiBJI€HHA MMMYHHOM IMCPEryJIs MU

[Tanuenram c¢ IIMJI ¢ NpeuMyIeCTBEHHOM HENOCTaTOYHOCTBIO CHHTE3a AHTUTEN C
MPOSIBICHUSIMU HMMYHHOM JTU3PETyNALMA PEKOMEHJIYETCS HA3HAYeHue npenapamos,
0011a0AIUWUX UMMYHOCYNPECCUBHBIM Oeticmeuem OJist mepanuu ociodicHeruil.[39]

YpoBenb yOeautenbHocTH pekomengamuii — C  (YypoBeHb J0CTOBEPHOCTH

JI0KAa3aTeJIbCTB - D)

KommenTapum: u3-3a omcymemeus uccie0o8anutl Ha 601buUxX 8blO0PKAX NAYUEHMO8 He
paspabomanvl CManoapmel mepanuu U KOHMPOs 3¢hdekmusnocmu HeuHpeKYuoHHbIX
nposenenuti I[IU/] ¢ napywenuem cunmesza anmumen. Ilpu aymoummyHHbIX OCIONHCHEHUAX U
AymMoBOCNANUMENIbHbIX —~ MO2YM — OblmMb  UCNONIL308AHbI  Npenapamel  001a0arowue
umyHHocynpeccusHvim  Oeticmseuem  (#cl'KC, #pumykcumab™*,  #Habamayenm™*,
#Hazamuonpun™*, #muxopenonama mogemun**; #lluxnocnopun™*; #Memompexcam™*;
Tuopokcuxnopxun™*; o #lluknogpocchamuo** u 0p.).[39,99]/Ipeumywecmeo omoaemcs
npenapamam ¢ mapeemHuvlm go3soeticmauem. JIooou u3 vluienepeducieHHbix npenapamos
Modcem npumeHamsca y nayuenmos ¢ IIHJ] monvko Ha ¢hone pe2ynsipHoul 3amecmumeibHol
mepanuu UMMYHO2TI00YIUHOM 4el08eKd HOPMAanbHbiM™** u npu ycnoseuu noodepacanus 109G
Ha yenesoM YpO8He, NpU HeoOX0OUMOCmU, nepcucmupyrouieli npopuiIaKmuieckou
anmubuomuxomepanuu. Iloobop mepanuu ocywecmensiemcs, UCX00 U3 KIUHUYECKOU

kapmunwl 3a601esanus. [39]

4 MeaunuHCKAas peaduuTanus, MeAHIHHCKHE NnoKa3aHus "

NMPOTHBOINIOKA3aHUA K IPUMCHCHHUIO METO/10B peaﬁn.ﬂnTaunn

CaHaTOpHO-I(ypOpTHOC JICYCHHUC 110 HpO(I)I/I.HIO OCJIOKHEHUM OCHOBHOT'O 3a00JICBaHMSI.
IIcuxonoruueckas pea6I/IJ'II/ITaI_II/I}I U colpaJibHas ajgarrTanus

5. llpoduiiakTuka U JUCHAHCEPHOE HADJIIIeHNEe, MeULIMHCKIE IOKA3aHUS U

MNPOTHBOIIOKA3aHUA K IPUMCHCHHUIO METO/10B IlpO(l)l/lJIaKTI/IKl/I
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Memooom nepunamaibHoco0 U pPAaHHe2co NoCmHAmMalbHO2O0 CKPUHUHZA HACNeOCMBEeHHbIX

A2amMmMaznooyIuHeMutl, — MPaAH3UMOPHOU — 2UNO2AMMA2IO0YIUHEMUY — 0emCcKo20  803pacmad,

Hexomopulx ¢hopm eunep-IgM cunopomos u OBUH ¢ pannum debromom A6siemcst onpeoeieHue

TREC (T-cell receptor excision circles) u KREC (kappa-deleting recombination excision circle)

6 Mdas3Kax-omnedyanmkax. ﬂaHHbll:i Memoo noszeonsem ocyuecmenims CKpUHuUHe nayuermoe ons

VenyONeHH020 UMMYHONI02UuYecKk020 obcaedosanust.[102—104]

Bcem nanuentam ¢ I[IMJ] ¢ npenMymiecTBEHHONH HEIOCTATOYHOCTBIO CHHTE3a AHTUTEN
PEKOMEHIyeTCsl MPOBEICHUE €XKETOJHOW BaKIMHAIIMK MPOTUB BUpYyCa TpHIIA
(MHAKTUBUPOBAHHOM), UMMYHHU3ALMs BaKUMHOW JUIsi MPO(HUIAKTUKH ITHEBMOKOKKOBOU
nHpeKIun U uHpekui, BeIBBIBacMbIX Haemophilus influenzae tam b jms
npoQHIAKTUKY 3apakeHus dTuMu Bo30yautessimu. [105-108]

YpoBenb yOenuTeabHocTH pekomenaamuii — C  (ypoBeHb [10CTOBEPHOCTH
JA0KA3aTeJbCTB -5)

KommenTapuu: npeonoumumenvHo ucnonvb308anue KOHbIO2UPOBAHHBIX U A0BIOBAHMHBIX
sakyun. [105-108]

[Maruentam ¢ OBUH, arammarnoOynuei, runep-M CHHIPOMOM  MPOTHBONOKA3aHO
WCIIOJIb30BAaHNE JKWBBIX BAKIWH IS TPEIOTBPANICHHUS pPUKA pPa3BUTHS BaKIIMH-
aCCOIMMPOBAHHOTO WHIIEKIIMOHHOTO MPOoIiecca Wik BUpycoHocuTenbeTBa. [105-109]
VYpoBenb yoeautTeabHocTH pekomenaamuii — C  (ypoBeHb 10CTOBEPHOCTH
JI0KA3aTeJILCTB -5)

KomMmenTapuu: npogedenue ummyHusayuu 6aKYuHou NpPoOmMus 6empsaHou OCHbl,
BAKYUHOU Ol NPOPUIAKMUKU NAPOMUMA, NPOMUBOKOPEBOU BAKYUHOU, BAKYUHOLL
NPOMUE KpAcHyXu 603MOJICHO, eciu yposenb CD4+ > 500k/mm’ v e3pocavix, > 1000
K/Z/MM3y oemeu om 1 0o 6 nem, > 1500 K/Z/MM3y oemelti 00 1 200a.[105,109]

Bcem manmentam ¢ geuIIMTOM H30THUIIAa UMMYHOTJIOOYIUHOB WM ACPHUIIMTOM JIETKUX
1eneil mpu HOPMAIBHOM KOJHYECTBE B-TMMQONHMTOB peKOMEHAyeTCs MPOBEICHHE
BaKIIMHAIIMK B COOTBECTBMH ¢ HamMOHANBHBIM  KaJeHTapeM TPUBHBOK  JUIS
npoduIakTHKU HHPEKIIMOHHBIX 3a00seBanmii.[105,106,109]

YpoBenb yOenuteqbHOCTH pekomeHmaanmii — C (ypoBeHb J0CTOBEPHOCTH
A0KA3aTEJbCTB -5)

Pexomenayercs BakuuMHauus OKpyxkeHus nauueHtoB ¢ [IMJ ¢ npeumyiiecTBeHHOR
HEJOCTAaTOYHOCTHIO CHHTE3a aHTUTEN C LEIbI0 CHIDKCHHUS PUCKA 3apaKCHHs BaKIUHO-
yrpasisieMbiMu uHbekimsmu.[105,109]

YpoBenb yo0eauteqbHocTH pekomeHmanmii — C  (ypoBeHb J0CTOBEPHOCTH

JA0KAa3aTeJbCTB -5)
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KommenTapuu: 6 nian sakyunayuu KOHMAKMHBIX JUY OOJIHCHO 8X00UMb. NPOGEOeHUe
BAKYUHAYUU NO KALEeHOApIo (eciu He ObLI0 Npo8edeHO paHee), NposedeHuUe erHce20OHOU
BaKyuHayuu Npomue upyca epunna (UHAKMUBUPOBAHHOU), UMMYHU3AYUSL  OJiA
npOUIAKMUKU NHEBMOKOKKOBOU uHexyuu u urpexyu, evizvieaemvlx Haemophilus
influenzae  mun b. Jlna eaxkyunayuu okpyocenus nayuenmos ¢ IIH]] ¢
npeumMyecmeenHol He0oCMamoyHOCMbIO CUHMe3d anmumes npomue eupyco8 punna u
NOIUOMUEIUMA — nepanapamamu  6vloopa  AGIAIOMCA  GUPYC  NOTUOMUETUMA
MPExX6AleHMHbIL UHAKMUBUPOBAHHYIL YENbHblll U GUPYC 2PUNNG UHAKMUBUPOBAHHDIL

yenvrouil.[105]

6. Opranu3anus 0Ka3aHus MeJIMIMHCKO MOMOIIU

[Tocne mocTaHOBKH IMAarHo3a:

e [lanueHnt c ycraHoBieHHBIM JuartHo3om [IMJ[ ¢ HemOCTaTOYHOCTBIO CHHTE3a
AQHTHUTEI JIOJDKEH HAXOJUTCS TIOJ] TUCIIAHCEPHBIM HAOIOJICHUEM Bpada 10 MECTY
JKUTEIbCTBA M SIBIATHCS JUIsl KOHTPOJIA Teparmuu. KpaTHOCTh HaOMOIeHUS
OTIPENICIIACTCS UCXOI U3 CTETICHHU TSHKECTH TCUCHUSI 3a00JICBaHMS.

e [lanueHTsl, NOMyYaOIINE 3aMECTUTEIIBHYIO TEPANuIo , JOJDKHBI He MeHee 1 pa3
roJi NpoXoAUTh 06C/eJ0BaHUE [IJi1 KOHTPOJISI pa3BUTHS OCJI0XKHEHHUM.

e [lammentsr ¢ TIM]J] ¢ HEOOCTATOYHOCTHIO CHHTE3a AHTUTEN JOJDKHBI OBITH
oOecrievyeHbl MpemapaTaMu 0a3uCHOW Tepanuu (MMMYHOTJIOOyIHHA 4YelloBeKa
HOPMaJIBHOTO B HEOOXOAMMOMW J03€ U TpernaparaMmu IJii KOHTPOJSI CHMIITOMOB

UMMYHHOU JIUCPETYJISIHN).

6.1 lMoka3aHus NI JIAHOBOM rOCHUTAJIU3ANMM

IIEPBUYHOE YCTAHOBJICHUE IMATHO3A IIPU HAIMYHUH CUMIITOMOB, XapakTepHbIx s [TN/];
TOCTIUTANM3alUsl B CHEHUATU3UPOBAHHBIE IIEHTPHI MPHU HEOOXOJMMOCTH KOPPEKIHH
Tepanuu

a00ble  OCJOXKHEHHS, TpeOyromMe CTallMOHApHOro JieyeHUs (ayTOMMMYHHBIE,

MaJUTHHU3AINS, SHTEPOIIATUS U JIP).

6.2. lloka3zanus Qs IKCTPEHHOH TOCHIUTAJIN3ALMNMT

COCTOSTHUSI, YTPOKAIOIINE )KU3HU U TPEOYIOIINE SKCTPEHHOTO OKa3aHUs MEAUIIMHCKON

ITOMOIIH.

6.3 Iloxa3zanus NI BLINHCKH NAIHEHTAa U3 CTAIMOHAPA

Crabnnns3anus COCTOSHN,

I[HI/ITCJIBHOCTB CTAllTUOHAPHOI'0 JICHCHUA OHNPCACTACTCA XapaKTCpOM U TIAKCCTBIO

KJIMHAYECKHUX MPOSBICHUN NWHPEKITMOHHBIX U HEMH(DEKITMOHHBIX ociioxxHeHui [T /1.
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7. JlomoiHuTebHAsA MHGopManus (B TOM 4Yucie (GaKTopbl, BIUANINE HA

HCX0/1 3a00J1eBaHMsI HJIH COCTOSIHMSI)

Juaenos I[TH]] ¢ npeumywecmseeHHOU HEOOCMAMOYHOCMbIO CUHME3d AHMUMEL He SA8IAeMmCsl
NPOMuUBONOKA3aHuem K bepemennocmu u pooam. Heobxooumul payuonanvrvle nod2omoska u
KOHMPOJb 6epeMeHHOCMU, 0COOEHHO 8 Cyyae HATUYUS Y NAYUEHMKU MANCEN020
HEKOHMPOAUpyemoe UHHEKYUOHHO20 NPOYeCcca Uil Cepbe3HbIX 0C0NHCHeHUll. Bvibop memooda
PpO0opaspeuteHus no aKyuepCcKum noKa3aHusM.

bepemennbiM xeHmuHam ¢ [N/ ¢ npeuMymiecCTBEHHON HEAOCTATOUHOCTHIO CUHTE3a aHTHUTEI
PEKOMEHIyeTCsI COBMECTHOE BeJleHHE OepeMEHHOCTH TOJi HaOJI0JIeHHEM Bpada-ajuieprosiora-
MMMYHOJIOTa U Bpaya-aKyliepa-ruHeKosIora Jisl CHUXKEHUs prucka ociiokHenui. [110]

YpoBenb yoenuTeabHoCTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB 5)
bepemennsim sxennuHam ¢ [1M]] ¢ mpenMyIiecTBEHHONH HEIOCTaTOUYHOCTHhIO CHHTE3a aHTHUTEI
PEKOMEHIyeTCsl TIIATEeNIbHBIM KOHTPOJIb HMH(EKIIMOHHOIO Ipolecca Jisi CHIKEHUS pHUCKA
NepUHATAIBHBIX OCJIOKHEHUH. [110]

bepemennsiM naruentkam ¢ [T1]] ¢ npenMyiiecTBEeHHON HEIOCTATOYHOCTHIO CHHTE3a AHTUTEN
PEKOMEHIYETCSl YBEITUYCHHE JJO3BI ITperapaTa IMMYHOTIIO0yIMHA YeJI0BeKa HOPMATBHOTO* * 11st
3aMECTUTENIFHOM Tepanuu C MEeIbl0 MPOMUIAKTUKY Pa3BUTHS HH(PEKIIUOHHBIX OCIOKHEHHM.
[71,111-113]

YpoBeHb yoenuTeabHocTH pekoMeHaanuii — C (YpoBeHb I0CTOBEPHOCTH 10KA3ATEIbCTB -4)
KoMmmenTapun: He0OX0IMMOCTh YBEIUYECHHS 03I 00YCIOBICHA YBEIMYCHHEM Beca MallueHTKH,
FeMOIMJIIOIMEH U Tepeaueii YacTH UMMYHOTJIOOYJIHHOB TUI0y TpaHciutanenTapHo. [114] To3a
W UHTEepBaJd BBEACHHs MOAOMpAETCS WHIWBUIAYaJbHO C YYe€TOM MpeTpaHchy3noHHON
KoHIeHTpanuu 1gG, dYacToThl HMHQEKIMOHHBIX MPOIECCOB, HAIWYUS HEUH(DEKIIMOHHBIX
OCJIO)KHEHHH, Beca marmeHTku. [71,111-113]

bepemennpim narnuentkam ¢ [T1U]] ¢ mpenMyliecTBeHHON HETOCTATOYHOCTHIO CHHTE3a aHTHTEN
B CIydae TPOBEICHHs POJOpa3peIIeHUs] MyTeM OIepaliy KecapeBa CEUYCHHS PEKOMEHIYEeTCs
MPOBOANWTHh KYpPChl aHTHOAKTEPHATBHOW TEepalmuu CPOKOM B 2-3 pa3a TPEBHIIIAOIIAM
MPOJOKUTEFHOCTh CTAaHJIAPTHON aHTHOAKTEPHATLHOW Tepamuu y HWMMYHOKOMITETEHTHBIX
OONMBHBIX C  TeNbl0  MNPOPWIAKTHKU  PAa3BUTHS  WHQPEKIHUOHHBIX  OCIOXHEHHH B
nocrneonepanuoHHom nepuoje. [110]

YpogeHnb yoenureabHocTH pekoMenaanuii — C (ypoBeHb I0CTOBEPHOCTH J10KA3aTEIbCTB -5)

Kpurepuu oneHkH kayecTBa MeAUIIMHCKON MOMOLIU

No Kpurepun xauectBa Onenka
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BBIIIOJIHCHU A

[TaneHTy ¢ KJIMHUYECKMMU MpHU3HAKaMH, XapaktepHbiMu s [Tl ¢
MPEUMYIIECTBEHHON HEIOCTAaTOYHOCTBIO CHHTE3a AHTHUTEI, BBITIOJHEHO
MIPOBEJICHHE MCCIICIOBAHUS YPOBHsI IMMYHOTII0OyMHOB A, G, M B kpoBH

Ha/Her

[Manuenty ¢  runmorammaryiioOylIuHeMHEeW W araMMarioOynuemMuen
npoBeieHo uccaeaopanue CD19+ nmumdbornuron

Ha/Her

[TaneHTy ¢ TUIOraMMariIoOyJIMEMHEH U araMMario0yJIueMHUel POBEICHO
uccienoanusi ypoBas CD3+, CD4+, CD8+, CD16+/56+ numdouutos B
KpPOBHU

Ha/Her

[Tammenty ¢ IIMJ ¢ npenMyleCTBEHHOM HEIOCTATOYHOCTBIO CHUHTE3a
AQHTUTEJ TUAarHOCTUKU BUPYCHBIX HH(DEKIni mposeaeHa metoom 1P

Ha/Her

[Tanmenty ¢ IIMJ] ¢ npeuMyIeCTBEHHOM HEIOCTATOYHOCTBIO CHUHTE3a
AHTUTEI MPOBOASTCS PEryJsipHble 1a00paTOpPHbIE UCCIIEIOBaHMs HE pexe 1
pasa B 6 MecsIIeB:

o OOmui (KIMHUYECKHUI) aHaIW3 KPOBU pa3BEPHYTHIH ¢

nerikouutapHoit dopmynoir u COD (CKOpPOCTh OCEIaHUS
SPUTPOIIUTOB);

o OO0mwuii (KTMHUYECKUIi) aHAIU3 MOYH;

O AHaimu3 KpoBU OMOXMMHUYECKHH oOIIeTepaneBTHUECKUM
(oOmmii O6enmok, OenKoBbIe (GPAKIUN, MOYCBHHA, KPCATUHUH,
ACT (amanmHamMuHOTpaHcdepasa), AJIT
(acmaparmHaMUHOTpaHC(Epasa), I'TTII (ramma-
rroTamunTpancnentuaaza), JIJAIT (makragerumporenasa),

OmMpyOUH OOIIHH, TTFOKO03a)

Ha/Her

[Taupenty ¢ runoraMMarioOyiaueMuel MM araMmaryioOyJIuHeMHeH,
MOJIYYaIOLIEMy 3aMECTUTENIbHYI0 TEPANUi0 UMMYHOTJIOO0YJIMHOM YeloBeKa
HOPMAaJIbHBIM, IIPOBOAMTCS €KEMECIYHOE UCCIIEJOBaHNE
nperpanchy3noHHOro ypoBHS 1gG B KpoBH 110 JOCTHIKEHHS IEJIEBOTO
YPOBHs

Ha/Het

[Tanmenty ¢ rumorammarioOyaueMued WM  araMMaryioOyJlIneMHe,
MOJTYYaIONUMY 3aMECTHUTEILHYIO TEPANUI0 UMMYHOTJIOOYTHHOM YeJIOBEeKa
HOPMaJIBHBIM, IIOCJI€ JOCTHXKCHHs IejeBoro ypoBHs |gG mpoBomutcs
uccienoBanue nperpancysnonnoro yposHs IgG B kpoBu He pexe | paza B
6 MecsIIeB

Ha/Het

[Tanuenty ¢ IIMJ] ¢ npeuMyIIeCTBEHHONM HEIOCTATOYHOCTBIO CHUHTE3a
anTuten BeinoiHeHo KT opraHoB rpyHOM MOJOCTH B MOMEHT IOCTAHOBKHU
JIMarHo3a C LeJIbI0 CBOEBPEMEHHON TUArHOCTUKH OCIIOKHEHUN

Ha/Het

[Tarimenty ¢ OBUH mnposeneno Y3U (ynbTpa3ByKOBOE HCCIIEIOBAHHE)
JIOCTYITHBIX OCMOTPY JUM(AaTHUECKUX Y3JI0B, OPraHOB OPIOIIHOM MOJIOCTH
Ha MOMEHT IIOCTAHOBKH JIMarHO3a M He pexke | pas3a B 1o

Ha/Het

10

[Tanuenty ¢ IIMJ] ¢ nperMyIIECTBEHHON HEIOCTATOYHOCTBIO CHUHTE3a
AQHTUTE] TPOBOJUTCS KOHCYJIbTAlUsl Bpaya-aJlIeprojora-MMMYyHOJIOTa HE
pexe | pa3za B rog

11

[MTanmenty ¢ arammarnoOynunemuert/ OBHWH/ runepM-cunapom ¢
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MPEUMYIIECTBEHHOW HEAOCTATOUYHOCTBIO CHHTE3a AHTUTEN  IMPOBOAUTCS
BBEJICHHE MMMYHOTJIOOYJMHA YelloBeKa HOPMAIbHOTO** ¢ MHTEpPBAJIOM HE

pexe 3-4 Henenb B 03¢ He MeHee 0.4r/kr
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Ipuiaoxkenue A 1 CocraB padoueil rpynnbl mo paspadorke M mepecMOTpy

KINHHYCCKHUX peKOMeHHaHI/Iﬁ

YneHbl pa60qel71 T'PVYIIIIBI.

1. AopamoBa MWpuna HukonaeBHa — amIeproJor-MUMMYHOJIOT, J.M.H., 3aMECTHTEIb

3aBenytoniero otaenenuem ummyHosiornn «HMULL JATOU um. Imutpusi PoraueBay
Munznpasa Poccun

Baxmspckas Cserniana CepreeBHa — ajuIeprosIor-muMMYHOJIOL, K.M.H., Bpad OTAEJICHUS
kiInHu4eckod nMMyHosoruu u pesmarosnoruu OCII PIKb ®I'AOY PHUMY um. H.N.
[TuporoBa Mun3npaBa Poccum, accucteHT Kadeapbl KIMHUYECKOM HMMMYHOJOTUU
Menuko-ouonorudeckoro  ¢dakynpreta ®PI'AOY  PHUMY wum. H.M. TIluporosa
Munsapasa Poccuun

WNnerna Haranea MBanoBHA — BULle-TIpe3UIeHT POCCUICKON accolMalvy ajuIeproyioroB
n kimHnYecknx uMmyHosioroB (PAAKW), n.m.H., nmpodeccop, 3aMeCTUTENb TUPEKTOpa
OI'BY «I'HL| Uncturyr ummyHnonorun» ®MBA Poccun no knnHuueckoil pabore —
IJIaBHBIM Bpay

Konnparenko HMpuna BagumoBHa — 1.M.H., mpodeccop, 3aBeAylolias OTJeIeHUEM
KkJImHAYeckod ummyHonorun u pesmaronorun OCII PIKb ®I'AOY PHUMY um. H.N.
[TuporoBa MunzapaBa Poccun, mnpodeccop kadeapbl KIMHUYECKOH HWMMYHOJIOTHU
Menuko-Ouonoruueckoro  ¢akynprera ®I'AOY  PHUMY um. H.M. Iluporosa

Munsznpasa Poccun
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Ky3pmenko Haransss bopucoBHa — 3aB. OTA. SNUAEMUOJIOTMM W MOHUTOPUHIA
ummyHnogepuiuros HMUL[ AT'OU um. Imutpusi Porauésa, k.M.H., Bpad aJuIeprojor-
MMMYHOJIOT, IIeAuaTp

JlateimeBa Enena AnekcaHIpoBHA — BEAyIIMH HAy4HBIM COTPYAHUK OTACICHUSA
nMmmyHomnatosiorun B3pocibix @I'BY «'HL| Uuctutyr ummynonorun»y ®MBA Poccun,
JI.M.H., AoneHT kadeapsl Knmuundeckas mmmyHosnoruu ¢axyiasrera Mb® I'OY BIIO
PHUMY wuwm. [Iuporosa

JlateimeBa  Tathsina BacuiabeBHa  — I.M.H., mpodeccop Kadeapbl  KIMHUYECKOU
ajuieproioru 1 ummyHosiorun  OIIJIO MI'MCY, 3aBenyromuil oTAeIeHUEM
uMMmyHonatosoruu B3pocibeix PI'bY «'HII Muctutyr nmmynosnorun» ®MBA Poccun
ManTto Mpuna AnexkcaHIpoBHa — Hay4yHbIH COTPYIHUK OTAEJIECHUS UMMYHOIATOJOTUU
B3pocibix PI'BY «'HL| Uucturyt ummynonorun» ®MBA Poccun

[Tamnypa Aunekcanap HukomaeBud — pyKOBOAMTENb OTAENAa AUIEPrOJOTHUH U
knuHudeckod  uMmmyHosorun  OCII  «HUKW  nenumatpum HMMEHHM — akajJeMuKa
10.E.Benbrumiesa ®I'60Y BO PHUMY um. H.M. ITuporoBa Munszapasa P®, a.m.H.,
npodeccop.

[Tponeyc Aunapeit IlerpoBuu — a.M.H, npodeccop, raBubiii nenuatp JAKb Ne9 um. I'.H.
Crnepasnckoro. 3aBeAyromuii Kadeapoi KJIIMHUYECKOU UMMYHOJIOTHH
HerocynapctBeHHOro 00pa30BaTeNbHOTO YacTHOTO YYPEXKIEHHUS JIONOJHUTEIBHOIO

npodeccuoHanbHoro obpasoBanus «https://vk.com/vmsh_mskBeiciras menuiuHCKast

IIKOJIa», TJIaBHBIM BHEIUTATHBIM JETCKUW aieproior-umMmmyHosor M3 MockoBckon
obactu.

®omuna [lapps CepreeBHa — K.M.H., JOIIEHT, JOIEHT Kadeapbl KINHUYECKOU
ummyHonoruu u amiepronorun I'AOY BO «llepeiit MI'MY um. U.M. CeuenoBa»
MunszapaBa Poccuu, T7IaBHBIM CHELHAINUCT AJLIEProJIOr-MMMYHOJOr [lemapramenTa
31paBOOXpaHeHusl Topoaa MOCKBBI, pyKOBOJIUTEIb MOCKOBCKOTO TOPOJICKOIO HAYyYHO-
npaktrueckoro Lenrpa amtepronornn u ummyHosnoruu ['bY3 «I'Kb Ne 52 JI3M»
[[lepbuna Anna IOpbeBHa - 1. M.H., mpodeccop, 3aMecTuTeNnb nupekTopa MHcTHTyTa
reMaToJIOTMH, UMMYHOJOTUU U KieTouHblX TexHosoruid ®I'BY «HMUIL JAT'OU um.
Hvutpusi PoraueBay MunsapaBa Poccum, 3aBenyromass OTAECICHUEM KIMHHUYECKON
nmmyHoJsiornu OI'bY «®HKII JIT'ON um. JImutpusa Porauesa» Munszapasa Poccun.
UysupoB /[lenuc I'eHHaguMeBU4 — K.M.H, 3aB. OTACJICHUEM HMMYHOIIATOJIOTUU JIETEU

OI'BY «'HI] MHCcTHTYT MMMyHOsIorun» ®MBA Poccun
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14. SlpneB Muxaun HukomaeBud - 1.M.H., mpodeccop Kadenpsl KINHUYECKON aJlJIeProJIOrHu
u ummyHosiorun OIIJIO MI'MCYVY, B.H.c. oTaenenus ummyHonartosnoruu aerei OI'bY

«'HL Uucturyt ummyHnosorun» ®MBA Poccun

15.

IIpunoxenune A2 MeronoJiorus pa3padoTKi KJIMHHYECKHUX PEKOMEH A

IIpuaoskenne A2.1 IleeBasi ayiuTOPHS JAHHBIX KJIHHHYECKHX PEKOMEHIAIIMH:

=

BpavY-aKylHIep-ruHEKOJOr,

Bpay-aJuIeprojor-uMMyHOJIOT;
Bpay-raCTPOIHTEPOJIOT;

Bpay-T€HETHUK;

Bpay-J1€pMaTOBEHEPOJIOT;

Bpay-J€TCKUI XUPYpT;
Bpad-1a00paTOPHBINA TCHETHK;
Bpay-HEOHATOJIOT;

Bpau oOLIel NpaKkTUKU (CEMENHBIN Bpay);
0. Bpau-oTOPUHOJIAPUHIOJIOT;

. Bpay-TieAnarp;

12. Bpau-neguaTp ropoAcKom (paiOHHBIN);
13. Bpau-nieauaTp y4acTKOBBIN;

14. Bpau 1o ruTHEHEe JeTei U MOJIPOCTKOB;
15. Bpau no ruruene Tpyzaa;

16. Bpau no obuieit ruruexe;

17. Bpau npuemMHOro OT/IEeIECHHUS;

18. Bpau-cromarosor;

19. Bpay-cToMaTONIOT IETCKHIA;

20. Bpau-cTOMAaToJIOr-OpTONE;

21. Bpau-cTOMATOJIOT-TEPAIIEBT;

22. Bpau-CTOMAaTOJIOT-XUPYPT;

23. Bpau-TepareBT;

24. Bpau-TeparneBT NOJPOCTKOBBIIA;

25. Bpau-TeparneBT y4acTKOBBIIA;

26. Bpau-TeparneBT yYacTKOBBIN [IEXOBOIO BpauyeOHOro y4acTKa,
27. Bpad GyHKIIMOHATLHON THArHOCTUKH;
28. Bpa4y-xupypr;

29. Bpau-yeNIOCTHO-JIUIIEBOI XUPYPT;

HBOoNoOORWDN

[EEY
[EEY

Ipuaoxenune A2.2 MeTonoJrus pa3padoTky KJIMHUYECKUX PeKOMeH Al

2 uynena paboueii rpynmnsl (Jlareimesa Enena AnexcannpoBHa u Manro Mpuna AnekcaHapoBHA)
HE3aBUCHMO JpPYr OT Jpyra BBIIOJHSUIM CHCTEMAaTUYECKMH TOUCK M OTOOp mmyOsiuKanumit
HezaBucuMo Jipyr ot apyra ¢ 01.08.2019 mo 23.09.2019. Ilouck npoBoauica B MOUCKOBOU

cucreme PubMed  (http://www.ncbi.nlm.nih.gov/pubmed/), KokpaHoBckoit OubimoTeKe

(http://www.cochranelibrary.com/), nayunoii 3nekTpoHHON Oubanoreke eLIBRARY.ru
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(http://elibrary.ru/defaultx.asp), Oase JTAHHBIX EMBASE

(https://www.elsevier.com/solutions/embase biomedical research), a Ttakxke mno perucrpam

KIMHMYeCKMX ucnbiTanuid: https://clinicaltrials.gov/ u https://www.clinicaltrialsregister.eu/ctr

search/search. beuto naiineno 250 mybnukanuii, 1 U3 HEX ObL1O 0TOOpaHo 118 myOmukarwuii. B
Clly4ae BO3HMKHOBEHMsSI Pa3HOTJAcHil MpH OTOOpe MyOJUKALUU MPHUBIEKATUCHIPUICKATINCDH
OCTaJIbHbIe WieHBl pabodyeid rpynmbl. Ha ocHOBaHWM OTOOpaHHBIX myOnukamuii oba 3Kcrepra
HE3aBHCHUMO JIPYT OT Apyra chopMyTUpOBAIH TE3UC-PEKOMEH/IAIINN, KOTOPhIC OBUIH OIICHEHBI C
MOMOIUIbIO IIKaJl OLIEHKU YPOBHS JTOCTOBEPHOCTH JI0Ka3aTE€IbCTB M METOJOB TUATHOCTHKH,
OILICHKH YpOBHEW AocToBepHOCTH JqokazatenbcTB (Y /) mis MeTongoB mpoduiakTUKH, JeUeHus
U peabunmuranmu (MPoPUIAKTHIECKUX, JICYCOHBIX, peaOMITUTAIIMOHHBIX BMEIIATEIIBCTB), OIEHKA
ypoBHEW yOeauTenbHOCTH pekoMeHaanui (YVYP) nns MerogoB npoduIakTHKH, JUATHOCTHKH,
jJedyeHus U peabunmutanuu  (MPOPUIAKTUYECKUX,  JUATHOCTUYECKHX,  JICUCOHBIX,
peabunurtannoHHbix BMmematenbeTB). (I[Ipunoxenune 1, Ilpunoxenue 2, Ilpunoxenune 3) B
JAIBHEUIIEM KaKaasi Te3uC-peKoMeHAanus ObUTa TIIATEILHO O0CYXKIeHa Ha o0IeM coOpaHuu
paboueli TpyIIibI, BO BCEX CAydYasx pa3HOTIACHs ObUT JOCTUTHYT KOHCEHCYC.

IIpuioxenne 1. [llkana oueHku ypoBHEH AocTOBepHOCTH HokazarenbcTs (Y J]) ans metomoB
JIMAarHOCTHKY (JIMarHOCTUYECKUX BMEIIATEIIHCTR)

YA | PaciugpoBka

1 Cucremaruueckrue 0030pbl UCCIEOBAHUN C KOHTpOJIEM pedepeHCHBIM METOAOM WU
CUCTEMAaTUYEeCKUN 0030p paHAOMHU3ZUPOBAHHBIX KIWHUYECKUX HCCIEIOBaHUM ¢
IIPUMEHEHUEM MeTa-aHaau3a

2 OTtnenpHble HCCIEAOBAHUSA C KOHTPOJEM pPEPEPEHCHBIM METOJOM MWIIU OTHAEIbHbIE
PaHIOMHU3UPOBAHHbIE KIMHUYECKUE WCCIEAOBAaHUS U CHUCTEMaTH4ecKue 0030pbl
HCCIJIEIOBaHUM JTH000Tr0 Au3aiiHa, 3a UCKIIOYEHUEM PaHJI0MU3UPOBAHHBIX KIMHUYECKUX
UCCJIEIOBAHNM, C IPUMEHEHUEM METa-aHaIn3a

3 HccnenoBanust 0€3 MOCIENOBATEIBHOTO KOHTPOJIS pPEe(PEPEeHCHBIM METOIOM HIIU
UCCIIEIOBaHUS C pePEepeHCHBIM METOJIOM, HE€ SBJSAIOIIMMCS HE3aBUCHUMBIM OT
HCCIIEyEMOT0 METOJla UJIM HEpaHJAOMHU3UPOBaHHbIE CPABHUTEIbHBIE UCCIIEJOBAHUS, B
TOM YHCJIE KOTOPTHBIE UCCIEA0BAHUS

4 He CpaBHI/ITeJ'II)HI)IeHeCpaBHI/ITeJ'IBHI)Ie HCCIICA0BAHM, OTMCAHNEC KIIMHUYCCKOTO CiIydas

5 HNmeeTcs auiibs 000CHOBAHHE MEXaHU3Ma JIENCTBUS UM MHEHHE OKCIICPTOB

Ipuaoxenne 2. Illkana oneHKH ypoBHEH nocToBepHOCTH JoKazarenascTB (Y /1) mist meTomoB
npoUIAKTUKY, JIEUEeHUS U peadunuTanuu (MpoduiakTHYecKux, Je4eOHbIX, peaduIuTallMOHHBIX
BMEUIATEIbCTB)

YIAJA | Pacunpposka

1 Cucrematnueckuii 0630p PKU ¢ npuMenennem mera-ananusa

2 Otnenpabie PKU u cuctematmyeckue 0030pbl HMCCIIENOBAHWM JIOOOTO AW3aiiHa, 3a
uckmouenneM PKU, ¢ npumeHeHnem mera-aHainsa

3 HepaHI[OMI/ISI/IpOBaHHBIe CPaBHUTCIIBHBIC UCCIICAOBAHM, B T.4. KOTOPTHBIC UCCIICAOBAHUA
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4 HeCpaBHI/ITeJ'IBHI)Ie HCCIICAO0BAaHNs, OIMMMCAHUEC KIIMHUYCCKOro Ciy4dasd HJIN CCpUHr CIIy4dacs,
HCCICOOBAHUA <<CJIy‘IaI>’I'KOHTpOJIB>)

5 Nmeercs nmums 0OOCHOBaHWME MEXaHW3Ma JIEHCTBUS BMENIATEIHCTBA (JOKIMHUYECKUE
WCCIIE0BaHMS ) MJIM MHEHHE SKCIIEPTOB

Ipunoxenne 3. [llkana onieHkH ypoBHEH yoenutenbHOCTH pekoMmeHnanuii (Y YP) niis meTonos
npoQUIaKTUKKA,  JAUArHOCTUKM,  JieyeHuss W peabunurtanuu  (IpodUIaKTUUYECKHX,
JTUArHOCTHYECKUX, JIEYeOHBIX, peaOMINTAI[MIOHHBIX BMEIIATEIbCTB)

Yyp Pacummgposka

A CunbHas pexkoMmeHJalus (Bce paccMaTpuBaeMmble KpuTepuu 3(hdeKkTuBHOCTH
(MCXOIBI) SABISIOTCS BAXHBIMH, BCE WCCIEIOBAHUS HMEIOT BBICOKOE HIIH
YIIOBJIETBOPUTEIHHOE  METOJOJOIMYECKOe  KauecTBO, WX  BBIBOABI IO
MHTEPECYIOIINM HCXO0JIaM SIBIISTFOTCS] COTIIACOBAHHBIMH )

B VYcioBHast pekoMeHaanus (He BCe paccMaTpHBaeMble KPUTEPHH dPPEKTHBHOCTH
(MCXOIBI) SBIISIOTCS BaKHBIMH, HE BCE HCCIICJOBAHUS HMEIOT BBICOKOE WM
YIIOBJIETBOPUTEIHHOE METOJIOJIOTHYECKOE KAayeCTBO W/MIM WX BBIBOJBI TIO
MHTEPECYIOIINM HCX0JIaM HE SIBJISIOTCS COTJIACOBAHHBIMHU )

C Cnabast pekoMeHaanus (OTCYTCTBHUE MOKA3aTENbCTB HAAJEKAIET0 KauyecTBa (Bce
paccMmarpuBaeMbie KpUTEpUH 3PPEKTUBHOCTH (MCXOJbI) SBISIOTCS HEBAXKHBIMU,
BCE HCCJIEHOBAHUS MMCIOT HH3K0OE METOJO0JIOTHYECKOE KaueCTBO M X BBIBOILI 11O
WHTEPECYIOIIUM UCXO0JIaM HE SBIISIOTCS COTJIACOBAHHBIMHU )

Hpuaoxenue A2.3 ITopaaok 00HOBJEHUH KIMHHYECKUX PEKOMEH/TALUMA.

MexaHu3M OOHOBJICHUS KJIMHHYECKUX peKOMeH,Z[aLII/Iﬁ npeaycMarpuBacT UX CUCTEMATUYCCKYIO
AKTyaJIM3alluIi0 — HE PCXKE UEM OJIUH pa3 B TPU roaa, a TakKXKE IpH MOABJICHUNW HOBBLIX JaHHBIX C
IMO3HUITNH )IOKaSaTeJIBHOI}'I MCIUIHWHBI IO BOIpPOCaAM JUATHOCTHUKH, JICUCHUA, HpO(l)I/IJ'IaKTI/IKI/I n
pea6I/IJ'II/ITaI_[I/II/I KOHKPECTHBIX 38.6OJICB8.HHI>'I, HaJIMYUH 00OCHOBAHHBIX ,Z[OHOJ'IHGHI/II\/'I/33.M€‘IaHI/II7I K

panee yrBepka¢HHbIM KP, HO He yaie | pa3a B 6 Mecsues.

IMpunoxenne AS3. CnpaBouHble MaTepHajbl, BKJIKYAs COOTBETCTBHE
NMOKA3aHMHA K NMPHMMEHEHHMI0O M NPOTHBONOKA3aHUM, CIIOCO00B NMPUMEHEHUSA
H03 JIEKApPCTBCHHBIX npemapaTton HHCTPYKIHNHA mo NPpUMECHCHUIO

JIEKApPCTBCHHOI'O IIperiapara

IIpuaoxenue A3.1 cBA3aHHBIE JOKYMEHTDI

1. Ilpuka3 MuHnucrepctBa Tpyda M coluaibHON 3ammthl PO "O knaccupukauusax u
KPUTEpUSX, HCIOIB3YEMBIX IIPU OCYILIECTBICHUM MEIUKO-COLUAIBHOU HKCIIEPTU3BI
rpaxnaad ¢enepaabHbIMH TOCYJApCTBEHHBIMH  YUPEXKICHUSIMU MEIUKO-COIMATBHOM

skcneptu3sl” ot 27 aBrycra 2019 r. N 5851 (BcT. B cuny ¢ 1 saB. 2020r.)
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®enepanbHbli 3aKk0H OT 25.12.2018 Ne 489 489-D3 «O BHeCEeHMU U3MEHEHUH B CTATHIO
40 ®enepanbHoro 3akona "O06 00s3aTeTLHOM MEIUIIMHCKOM CTpaxoBaHuu B Poccuiickoii
@enepanun" u dDenepanbhbiii 3akoH "OO0 OCHOBaX OXpaHbl 370POBBS TPaXIaH B
Poccuiickoit deneparuu’ no Bompocam KIMHUYECKUX PEKOMEH AN .

. Ilpukaz MunzapaBa Poccuun Ne 103n ot 28.02.2019 r. «O06 yTBepKIeHUM TMOPSAAKA U
CPOKOB pa3palOTKM KIMHHUYECKUX PEKOMEHIALMH, MX NEePecMOTpa, THIOBOW (HOPMBI
KIIMHUYECKUX PEKOMEHIAIMd W TpeOOBaHMI K WX CTPYKType, COCTaBy M Hay4HOU
000CHOBAaHHOCTH BKJIFOUaEMOU B KIIMHUYECKUE PEKOMEHIAINK HH()OPMALIUN.

[Tpuka3z MunszapaBa Poccun ot 13.10.2017 N 8041 "OO6 yTBep)KICHHH HOMEHKJIATYPbI
MEAMLMHCKHUX yCIyT".

[Tpuxa3z MunucrepctBa 3apaBooxpanenust Poccuiickoit denepaunn (Munznpas Poccun)
or 20 nexabps 2012 r. N 1183u r. MockBa "O6 yrBepxkaenun HomeHKIaTypsl
JTOJKHOCTEN MEIMIMHCKUX paOOTHUKOB U (hapMalleBTUUECKUX paOOTHUKOB".

[Tpuxa3 MunHucTEepCcTBa 3paBOOXpaHEHUsl U couuanbHoro passutus PD or 16 ampens
2012 r. N 366H "OO0 yrBepxkaenuu [lopsiaka okazaHust neauaTpUuecKol moMorm"
[Ipukaz MwunucrtepctBa 3apaBooxpaneHuss PO "OO6 yreepxkaeHuu Ilopsaka okxazaHus
MEAMIIMHCKOW TOMOIIM OOJIbHBIM C BpOXKICHHBIMU U (MJIM) HACJIEICTBEHHBIMH
3aboneBanusMu" ot 15 HOs0pst 2012 1. Ne 917H.

["ocymapcTBEHHBIN peecTp JIeKapcTBEHHBIX cpeacTB: https://grls.rosminzdrav.ru

[TocranoBnenue IIpaBurenscrtBa P® ot 29 mapra 2018 r. Ne 339 “O BHecenumn

n3MeHeHui B [IpaBuna npusHaHus TUIa HHBATUIOM

HMpuaoxkenue A3.2. Mexavaapoanas kjaaccubukamus MU (IUIS), ocHoBanHas Ha

BBISIBJISIEMOM reHeTH4ecKoM jiedekre. [11]

®opma [TN/] I'eneTnueckuit Tun Kox MKB-10
nedexT HacJIeI0BaHUs
BoipaikeHHOe CHHKEHHE BCeX KJIACCOB HMMYHOII00Y/IHHOB € CYIIeCTBEHHBIM CHUKEHHEM HJIH
NMPAKTHYECKH MOJHBIM OTCYTCTBHEM B-KJIeTOK, araMMarjo0yuHeMust
Hedumutr BTK, X-crieriennas BTK X-cUernIeHHbII D80.0
araMMarsio0yiareMus
Jeduuut p-Tsoxenoi nenu IGHM AP D80.0
A5 nebunut IGLL1 AP D80.0
Igo nedumur CD79A AP D80.0
9B nedpunur CD79B AP D80.0
BLNK nedunur BLNK AP D80.0
p1105 nedummr PIK3CD AP D80.0
p85 nedurur PIK3R1 AP D80.0
neguuut paxropa tpanckpunuuu E47 | TCF3 ANl D80.0
TCF3 AP D80.0
SLC39A7 (ZIP7) nedurur SLC39A7 AP D80.0
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Cunapom Hoffman/ TOP2B nedurur | TOP2B

| AL

| D80.0

Bripa:kenHoe cHUKeHUE 2 U 00J1ee KJIACCOB HUMMYHOIJIO0YJIMHOB ¢ HOPMAJIBHBIM HJIH
CHIKEHHBIM KoJIn4ecTBOM B-immdountos (penorun OBUH)

OBUH Hewussecten Bapuabunen D83
Cunapom aktuBupoBanHoi pl100 PIK3CD GOF AJl D83

PIK3R1 AJl D83
PTEN (LOF) nedwurur PTEN AJl D83
CD19 nedunur CD19 AP D83
CDS81 nedpunur CD81 AP D83
CD20 nedunur CD20 AP D83
CD21 nedurur CD21 AP D83
TACI gedunur TNFRSF13B(TACI) | AP nmm AJl D83
BAFF peuenTopa nedgunur TNFRSF13C AP D83
TWEAK nedunut TNFSF12 ALl D83
TRNT1 nedunur TRNT1 AP D83
NFKB1 nedwurmr NFKB1 AJl D83
NFKB2 nedunur NFKB2 AJl D83
IKAROS nedurmr IKZF1 ALl D83
IRF2BP2 nedunut IRF2BP2 AJl D83
ATP6API nedummr ATP6AP1 X-CIETJIEHHBIH D83
ARHGEF1 nedurut ARHGEF1 AP D83
SH3KBP1 (CIN85) nedumur SH3KBP1 X-ClUenIeHHbIN D83
SEC61A1 nedummr SEC61A1 AJl D83
RAC2 nedunur RAC?2 AP D83
JTeUITUT MAHHO3HUIIOJTUTOCAX OPH/T MOGS AP D83
rimoko3uaassl (MOGS)

BobipaskeHHOe CHUKeHUE CHIBOPOTOUYHBIX |G 1 IgA npu HOpMaIbHOM/NOBBILLIEHHOM YPOBHE

IgM u HopmasibHOM KoJIHYecTBe B-KileTok, (runep-1gM cuHaApOM ¢ IpenMylIecTBEHHOH
HEI0CTATOYHOCThIO CHHTe3a aHTuTe)M)

AID nedunmt AICDA AP D80.5
UNG nedunur UNG AP D80.5
INO80 INO8O AP D80.5
MSH6 MSH6 AP D80.5

JepuuuT H30THNA WIN JTeTKHX Leneil HMMYHOIJI00YJITMHOB /I CHU/KEHHe
(PYyHKIMOHAJILHONH AKTHBHOCTH IIPH HOPMAJILHOM KoJIH4ecTBe B-imM¢pounTon

MYTaIllH U JICJCINN TSDKENbIX HeTed | mymayus unu AP D80.8
UMMYHOTTIOOYJIMHOB XpoMocomHas

oeneyus 140932
Jeduuut kanna-nenu IGKC AP D80.3
Jedurnut noaxmnaccon 1gG Hewussecren Hewnssecren D80.8
Coueranne  nedunura IgA ¢ | Heussecten Hewuspecren D80.8
nedurutoM nonknaccon 1gG
CenextuBHbi IgA nedunur Hewussecren Hewnssecren D80.2
nebuuT  crienuudeckux — anTtuten | HemsBecteH Hewnssecren D80.6
npu HOpPMAaJIbHOM ypOBHE
UMMYHOTJIOOYJINHOB ¥ HOPMaJIbHOM
KonmuecTBe B-mumMdorutos
TpaH3UTOPHAS Hewussecren Hewussecren D80.7
TUTNIOTaMMAarjJoOyIuHEMUsl  JIETCKOTO
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BO3pacTa

CARD11 GOF

CARD11

AD GOF

D80.8

celeKTUBHBIN nedunut [gM

Hewussecten

HewusBecten

D80.4

IIpunaoxenne A3.3. Baknuusbl,

pocTynHple B P® gas  aumarHoctuku  ITHJI

C

NPEeNMYVIIIeCTBEHHOI HET0CTATOUHOCTLI) CHHTE3a aHTI/ITeJI[41,42]

Baknuna AHTHIEH KoaudecTtBo 103 | IlukoBblii yYPOBeHb
AHTHTEJ

MeHUHTOKKOBast [Monmucaxapun | 1 Z2-4 nenemn

(mosmcaxapuaHas)

MeHHHIOKKOBasI benox 1 2-4 nezienn

(KOHBIOIHPOBAHHAN)

KOH’bmrnpoBaHHaﬂ Bbemnok 3 3-4 Hepenu nocie 3 1036l

NMpoTUB reMopuiIbHOMI

NAJIOYKH

IIporuBoaudrepuiinas | bemok Z2-3 nenenn

IIporuBocroaOusunast | benok 1 Z2-3 menemn

Ipuaoxenue A3.4

TpedoBanus, NNpEeAbABJIACMBIC

BcemMupHoOii  opranu3zanyen

3apaBooxpanenuss U _Epponeiickoii _¢apmakoneeii, FDA kK coBpeMeHHBbIM Ipenaparam

MMMVHOIJIOOVJIMHA YeJI0BEeK HOPMAJILHOIO.

Tpe6oBanus K npoueccy Npon3BOACTBA:

e Hu nHa sranme ¢pakuuoHUpOBaHUS, HM Ha (UHAIBHOM CTAaauU pacTBOpa B TMpOIECC

IMPpOU3BOJACTBA BBHI' He nomKHBI I[O68.BJ'I${TLC$I aHTI/IMI/IKpO6HHC KOHCCPBAHTHI;

e CrabuiarHocts BBUT JO0JIKHa OBITh AO0Ka3aHa COOTBETCTBYIOIINUMU HCCICIOBAHUAMU BO

BpeMs pa3paboOTKH Mpenapara;

e [Ipenapar He JOIKEH MPOSABIATH TPOMOOT€HHYIO (IIPOKOATYJISIHTHYIO) aKTUBHOCTb;

L MGTO)I IMPOU3BOACTBA JOJIKCH COJACPIKATh HCCKOJIBKO CTaAuK YAAJICHUA U MHAKTUBAIUU

HN3BCCTHBIX BO36y,Z[HTCJ'ICfI I/IH(I)CKL[I/Iﬁ C IICJIbIO obecneueHus 0€30MaCHOCTU npenapara B

OTHONICHUH Tepelauu UH(DEKINH;

e BBUI nomxken u3rotaBiauBaThes u3 mia3mbl 6oee 1000 10HOPOB;

TpeOoBaHMsl K COIEP/KAHUIO Penapara:

L4 ypOBCHB pH npemnapara JO0JKEH COOTBCTCTBOBATH 3adBJICHHOMY U COCTAaBJIATH 4-7,4,

e  OcmoisibHOCTB He MeHee 240 MOCMOIB/KT;

e VYpoBeHb raMMariioOyauHOB He MeHee 95%;

e Copepxxanue auMepoB u MoHOoMepoB IgG momkHO ObITh He MeHee 90 % oOmiero

conepxanus IgG;

53




pacupenenenue noaknaccoB IgG BBUIT momkHO OBITH yKa3aHO UM COOTBETCTBOBATh
buznonornuecKomy;

ConeprkaHue arperatoB J0JDKHO ObITh He Oosiee 3 % obmiero conepxkanus IgG;

Tutp anTH-A/B H30reMarrItoTHHUHOB A0JDKEH OBITh MeHee 1:64;

Copnepxanue IgA 10mKHO OBITH YKa3aHO U OBITH HE OOJIbIIIE 3asBJICHHOTO;

AKTHBaTOp NMpeKaJUTMKpEenHa JoJbKeH ObITh He Oornee 35 ME/m;
AHTUKOMIUIEMEHTapHasi aKTUBHOCTh: CBs3bIBaHHE KoMmIuieMeHTa He Ooznee 50 % (1
remonutrueckas equauna CH50 va 1 Mr ummyHOTII00YIIMHA);

[Ipenapat nomxeH UMeTh QYHKIIMOHAILHO HEMTOBPEXKACHHbINH Fc-dparment;

[Ipemapatr nomxeH coaepxkarb MUHUMYM 2 THma antuten (1 Bupycnoe u 1
OaxkTepuaiabHOE), A KOTOPBIX HMEIOTCS MEXKJIYHAPOJHbIE 3TaJOHbI, KOHILIEHTpALMs
AQHTHUTEJ JOJKHA OBITH B 3 pa3a BhILIE, YEM B UCXOJAHOM IIyJI€ IJIa3Mbl;

[Ipenapara He momxeH coxepxkarb: HBSAQ, antutena k Bupycy BUY (Bupyc
UMMYHOJIeHIINTA YEIOBEKa), aHTHTENA K BUpYyCy renatura C;

CTepuIIbHOCTh B OTHOILLIEHUU OaKTepuii;

Anturena k HBsAg — ne menee 0,5 ME Ha 1 r uMMyHOTI00yTMHA;

YpoBeHb 3HAOTOKCHHOB JOJKEH ObITh He Oonee 5 ME/mn nns 5% mnpenaparoB, u He

6omee 10 ME/mut aiist mpeniapaToB ¢ copepskanuem oenka 5-10%.[55,57-60]
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IIpuioxkenue b. AIropuT™Mbl 1eCTBHH Bpaya

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

HMMYHHUTETA

Hudexmuonnrie 3a601eBaHAS (PeITHIHBAPYIONINE U TSKeTble OaKTepHaIbHEIE)

IgA, IgG, IgM, B kneTkn B HOpMe B JBYX HOBTOPHBIX H3MEPEHHAX

}

Ouenuts T-KI€TOYHOE 3BEHO HMMYHHTETA |

i

Ectb npu3HaKu
[Ty 0OKOTO HapyTeHns T-
KIETOYHOTO 3BeHa?

Bcee kmaccsr I B

Hpejenax HOpMbI?
na
Ja
Hexmounts geduout OLEeHATh CIOCOOHOCTh POPMHPOBATE
noaKTaccos IgG I10 CTBAKIIHHATIBHHBIH HMMYHHBIH 0TBET

Ha BaKITHHAITHID

apyIeHa crnocoGHOCTh (POPMHPOBATE
IIOCTBAKIIHHATBHBI HMMYHHBI OTBET
Ha MOTHCAXapHIHY 0 BaKIHHY ?

JIMHAMIYECKOE
HaOIr/ICHHE

apyIIeHa cnocoGHOCTh (POPMHPOBATH
HNOCTBAKIHHAIBHEBII HMMYHHBIH OTBET
Ha OeJIKOBYO HIIH KOHBIOTHPOBAHHYEO
BaKITHHY ?

Hpyroii ITA]]

Het l

[ Hapymenite cuaTe3a crienH(HIecKHil aHTHTe ]
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Ipuiaoxkenue B. Uupopmanus i nagueHTa

[TepBuunbtii  ummynoxedurmr (ITMJ]) mnpencraBnsier co0oil  BpOXKICHHBIC HAPYIICHUS
UMMYHHOH cHCTeMBbIl. 3a00€BaHNE IPUBOAUT K PA3BUTHIO TSKEIIBIX XPOHUUECKUX MHPEKIUH, a
TaKkKe K ayTOMMMYHHOMY M BOCHAQJIUTEIbHOMY IOPaXEHUIO OpraHoB u TkaHed. Ha
CETOJHSIIHUN JEHb BBISBIEHO MHOTO pasHbix ¢opm [1M]], camoii pactipocTpaneHHOH (hopmoit
(ocobenno cpenu B3pocibix) siBisgercs [1M/] ¢ HapyleHueM cuHTe3a aHTUTEN, CPeld KOTOPHIX
OCHOBHO€ 3HaueHHWE HMMeeT o00mas BapuabenbHas WMMyHHas HexocrarodHocth (OBUH). B
OCHOBE Pa3BUTHUA 3TUX 3a00JI€BAHUHN JIKUT HECIIOCOOHOCTh UIMMYHHOM CHCTEMBI ()OPMHUPOBATH
aHTUTeNa. AHTUTENA (MM UMMYHOTJIOOYJIMHBI) 3TO OCOOBIC OCIKH, KOTOPBIC MPOIYIHPYIOTCS
OpPraHM3MOM B OTBET Ha KOHTAaKT C Yy)XepOoIHBbIMU areHTamu (nHpekuusmu). [Ipotus kaxxgoro
UHQEKIMOHHOIO areHra, C KOTOPbIM BCTPEYaeTCsl YEJIOBEK, CHUHTE3UpyeTcs OCOOBbIH
UMMYHOIJIOOYJIMH, T03TOMY pa3Ho00pa3ue UX OYEeHb BEJIMKO.

Ectb 4 OCHOBHBIX THIIa UMMYHOIJIOOYJIMHOB:

e Ummynornobynua G (IgG) - sBisieTcst caMbIM CHEHU(GHYHBIM U UMEET CaMOe BBICOKOE
CpOJCTBO K BO30ymuTensM MH(EKuuid. ITOT MMMYHOTIOOYIMH COCTaBISIET OCHOBHYIO
4yacTh aHTUTEN IUIa3Mbl 3J0POBOTO 4enoBeKa. VIMEHHO 3TOT MMMYHOTJIOOYJIUH UIpaeT
OCHOBHYIO POJIb B 3aIlUTE OpraHu3Ma 0T HH(PEKIIMOHHBIX ar€HTOB.

o UmmynornoOynua A (IgA) — wurpaer KJIHOUYEBYIO pOJb B MECTHOM HMMYHHTETE.
Bcerpeuaercs B KpoBH, CIIOHE, Cl€3aX.

e UmmynornoOynua M (IgM) — wurpaer OCHOBHYIO poOJib TIpU TIEPBOil BCTpede C
uHQEeKIel, B 00JIbIIei CTENeHN CUHTE3UPYIOTCS Ha paHHUX dTarnax MMMYHHOTO OTBETa,
meHee cnenuduueH u MeHee d¢p¢dextuBeH B cpaBHeHnn ¢ 1gG. Mmeer 6onee KOpOTKHiA
nepuoy moiypacmana, yem 1gG

e UmmynornoOynun E (IgE) — urpaet posb B GopMHUpOBaHHH aJUIEPIrHUYSCKUX PEAKIUH, a
TaK)Ke B 3alUTE OT Mapa3uTapHbIX Bo30yauTeneil. Ero ypoBeHb B HOpME OUeHb HU3KUU.

V¥ nauuentoB ¢ OBUH 3naunrtensHo cHmxkeH ypoBHH 1G u IgA (MHOTI@ BIUIOTH IO MOJIHOTO
OTCYTCTBUSI), TaKXe MOXKET OBITh CHIKEH ypoBeHb IgM. DTo mpuBOAMT K MOBBIMIEHHON
MIPEAPACTIONOKEHHOCTH K HHDEKITHSM.

IIpuuuHbI pa3BuTHS 3200/1€BAHUA.

B OGonpmmHCTBE CilyuyaeB BBISABUTH NPUUMHY DPa3BUTHUSA 3a0oseBaHus He ynaerca. ToJbKo y
HEOOJIBIIIOr0 4YHCia MAIMeHTOB YJIAeTCAd BBIABUTH MYTALUIO («TE€HETHYECKYIO IOJIOMKY),

OTBCTCTBCHHYIO 3a PAa3BUTUC 3a0oneBanusd. Tak ke OYEHb PEAKO B CEMBLE €CTb, KTO-TO CHIC
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6onbHON OBUH nnu npyrumu ¢popmamu I[T1/]. OBUH B paBHOIi cTeneHn cTpaialoT MY>KYHHbBI
U KCHILVHBI.

Cumnromsr OBUH

Bomnpeku pacnpoctpaneHHyro 3a0myxaeHuto nepsbie cumnrombl OBUH 3aboneBanus Moryr
IOSIBUTBCS HE TOJIBKO B JIETCKOM, HO U BO B3POCJIOM U JIaX€e IOXKHIIOM BO3PAaCTE.

Knuanyeckne mposiBieHUss 3a00ieBaHus O4YeHb BapuabenbHbl. Haumbonee TUMUYHBIMU
KuHnYeckuMu TposiiieHusiME OBUH— 3T0 uMHQEKIMM BEepXHUX M HIKHHUX JIBIXaTEIbHBIX
nyTen, a Takke JIOP-opranoB: OTUTBI, TOH3WIIIUTBI, PUHUTBL, CHHYCUTBI, JADUHTUTHI, TPAXECHUTHI,
OpoHxuThbl, nHeBMOHMU. Ha creayromeM MecTe HO YacTOTe HAXOIATCS HH(EKIMOHHbIE
3a0osieBanus xenygouHo-kumedHoro tpakra (OKKT). Taxke B KIMHMYECKON KapTHHE MOTYT
IPUCYTCTBOBATh KOXHBIE WHQPEKIUH, HWHPEKIHMOHHBIE apTPUTHI W Jpyrue WHEPEKINOHHBIC
OpOSIBIEHUS. XapaKTEPHBIMM OCOOEHHOCTSAMHU 3THX MH(EKIMH sBISETCA 3aTSDKHOE TeueHHe,
4acThle pPELUAMBBI, OTCYTCTBHE OXKuaaemoro s¢p@dexkra oT MpueMa CTaHJapTHBIX KYypOCB
QHTUOMOTHKOB NIPU OTCYTCTBUHU IpeApacnojaraiomux (akropoB Uil Ppa3BUTHUS TaKUX
NPOSIBIICHUH (HAPUMEp, KYpPEHUsI, TSOKEIbIC YCIOBHS TPY/Ia).

[Tomumo uHeEKM MOTYT OBITh U HEMH(PEKIIMOHHBIE MPOSBICHHUS:
O yBEJMYEHHE B pa3Mepax JTUMQPaTHICCKHUX y3JIOB, CEIIC3CHKH, TCUCHH;

o Bocnanenue neroyHoil TKaHM HEMHPEKIMOHHONW NPUPOJBI - HHTEPCTULHATIbHAS
neroyHas 6onesns (MJIB);

o Heka3eo3Hblble TpaHyaEMBI (BOCTIAIMTEbHbIE Y3€JIKH, HEMH(PEKIIMOHHOIO XapaKTepa) B
JErKUX, TUM(aTHYECKUX y31aX, CeJIe3eHKe. DTU IPaHyIeMbl OUEHb OX0XKH Ha TPaHyIEMbI
IIPU CapKOMI03€;

o YacTblil KUIKUN CTyd (Iuapesi), K pa3BUTUIO KOTOPOrO MPHUBOAMT HE TOJBKO HaM4ue
MH(EKINOHHBIX BO30yaMTENEl, HO U pa3IuuHble HEMH()EKIMOHHbIE (BOCTIAINUTEIbHbBIE U
ayTOMMMYHHBIE) TIPOLIECCHI,

o CHIKeHue ypOBHS OJHOTO WJIM HECKOJbKHMX ITOKa3zaTelei oOIlero aHajan3a KpOBHU
(OpUTPOLUTOB,  TPOMOOLMTOB, HEUTpPO(DUIOB): (MMMYHHass  TPOMOOLMTONEHHUS,
ayTOMMMYHHasl TEMOJIMTHUUYECKAsl aHEMUS, PEKE HEUTPOIIEHU);

o 3nokauyecTBeHHble HOBOoOpazoBaHus. [lanmentsr c¢ IIMJ] ¢ HapymieHueM CHHTE3a
AQHTUTENl MMEIOT MOBBIIIEHHBIH PHUCK Pa3BUTHS 3JI0KAYECTBEHHBIX HOBOOOpa30BaHMIA,
ocobeHHo aumdom. [Ipu 3ToM puck pazBUTHs JTUM(GOMBI CYILIECTBEHHO YBEINUUBACTCS C
BO3pacTOM MalMeHTa.

ITocTaHoBKAa AMArHO3a
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I[I/IaFHOS HHI[ C HApYHICHUCM CHHTC3a AHTUTCII YCTAHABJIIMBACTCA Ha OCHOBAHWH JaHHBIX

UCTOpUHU OOJIE3HU M OCMOTPA U JITAHHBIX J1a00paTOpHOro 00CIeI0BAHUS.

IIpn nono3pennn Ha IIMJ] ¢ HapylmieHHMeM CUHTE3a aHTHUTEN B IEPBYIO OuY€peab IPOBOIUTCS
ornenka ypoBHed IgA, 1gG, IgM. IlomydeHHble TOKa3aTelu CpPaBHUBAIOT C BO3PACTHBHIMHU
HOpMaMu. J1Jis MOCTaHOBKH AMAarHo3a HeoOXOAMMO BBIABUTH 3HauuTeNbHOE cHIDKeHHE IgA, 1gG
IIPU IBYKPATHOM U3MEPEHUH.

Ha cnegyromiem stane MCKITIOYAIOTCS pa3HOOOpa3Hble MPUYMHBI, KOTOPhIE MOTJIHM NPUBECTH K
CHI)KCHHMIO 3TUX KJIAaCCOB HMMMYHOTJIOOYIMHOB (IIpHEM IMpenapaToB, HAIU4YUE HEKOTOPBIX
3a0oseBaHui, B TOM uyucie 3a00JIeBaHUN, CONPOBOXKAAIOIIMXCS  IoTeped  Oelka,
oHKoJiornyeckux 3aboseBanuii, BUY). Ecium Bce mNpuyMHBI MCKIIOYEHBI, IPOBOAUTCS
J000CIIeIOBaHHbIE I OKOHYATENIbHOM MOCTAaHOBKHU JMarHo3a (00beM ompenensercs Jeqanum
BpPayOM.

Jleyenne

B ocnoge neuenuss OBUH nexut 3aMmectutensHas Tepanus IMMYHOTJIOOYJTHHOM YelIOBEKa
HopMainbHbIM (MI7), OCHOBHO# 3a71aueil KOTOPOU SBISIETCS BOCIIOIHEHHUE HEOCTaTKa
coOctBeHHBIX |G y manuenToB. JTa Tepanus Mo3BOJIET NPUOIU3UTH KAa4eCTBO U

MMPOAOIKUTCIIBHOCTD JKU3HU K JIMLAM 3HOpOBOI71 MOITYyJIAINH.

UT" — 510 mpoaykT KpoBHU, npeumyinecTBeHHO coctoamuid u3 (IgG), momyyaeMbrii U3 TIa3Mbl
00JBIIOr0 YHMCIa 370POBBIX JOHOPOB. JTO obecrneuuBaeT pazHooOpasume WD u 3ammuty oT
0oNbIIMHCTBA MHQEKIUH, KOTOpbhle MOTEHIMAIbHO MOXKHO BCTPETUTh B OOBIYHOM KM3HH.
ITostomy Tepanus W' nmpuBoaut K Tomy, 4TO nauueHTt, crpajgaromui [N/, nepecraer yacto u

TSHKE0 OOJIETh.

NI moryr ObITh mnpenHa3HaueHbl A BHyTpuBeHHoro (BBUI') u mnoakoxuoro (ITKHUI)
BBesieHNs. Jlo3y mpemnapara ompeiessieT JIeHalnnid Bpad, MCXOJs M3 Beca IAIMEeHTa, a TaKkKe

TSOKECTH KIIMHUYECKUX MposiBieHui. Jlo3a He nomkHa ObITh MeHbIIe, yeM (.4 T/KT Beca.

NMMmyHOTrI0OyNHUHBI [J11 BHYTPUBEHHOTO BBEACHMS, KaKk IIPaBUIO, BBOAAT 1 pa3 B 3-4 Hexeny, a
JUIsl TIOAKOKHOTO — 1 pa3 B 1-2 Hepenu. Ilponycku Tepanuu ¥ yAJMHEHUE UHTEPBAJIOB MEXKIY
BBEJICHUSMU KpailHEe HEXeJlaTeNbHbl , TaK KaK IpernapaTa BIBOAUTCA U3 OPraHU3Ma B CPEIHEM
yepe3 21 nens. Ecnu BBeneHue mpemnapara ObUIO MPOIYIIEHO, CIEAyeT OOCYAHWTHh C JeHalluM
BpauoM yBEJIMYEHHE /103l BBOAMMOIO MMMYHOIJIOOY/IMHA. PemieHune mpuHMMaeTcs ¢ y4eToMm
JUTUTETILHOCTU TIepephIBa, COCTOSIHUS MAIMEeHTa, YpoBHS mperpaHcdy3ronHoro 1gG (ypoBeHb

IgG nepen BBeeHUEM Mpemnapara).
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MHoroe 3aBUCUT OT CBOEBPEMEHHOCTH Ha3HAUCHUS Tepanuu (HauuHaTh Tepanuio CielyeT cpasy
1ocjie MOCTaHOBKM JuarHo3a). Yacto oT MOMEHTa Havaja CUMIITOMOB JJO MOMEHTA IOCTaHOBKHU
JIMarHo3a 4acTo MPOXOAAT TOAbl M Jaxe AecATwieTds. HexoHTpomupyemble MH(pEKIHu 10
Hayaja MpaBWIbHOW Tepamuu MPUBOJAAT K HEOOpPATHMBIM HM3MEHEHMSIM B OpraHax (Harpumep,
OponxoskTazaM - nedopmanuu OpoHxa ¢ 00pa3oBaHHEM PACHIMPEHHUS, B KOTOPOM MOCTOSITHHO
cyliecTByeT OakrepuaibHas (iopa, Tak Kak yAaIUTh MOKPOTY M3 3TOW MOJOCTH IOJHOCTBHIO

IPAKTUYECKH HEBO3MOXKHO).

Tak kak HamOoiiee yacThie KiMHUUeckue nposisienus [I1N/] ¢ nHapynienuem cuHTe3a aHTUTEN -
3T0 MH(pEKIHOHHBIEC 3a00JIeBaHUs TOBOJBHO YacTO TpeOyeTcsl Ha3HAuUCHUE aHTUOAKTEePHATLHBIX
npenaparoB. HyXHO y4uThIBaTh, YTO NPOBEICHHUE CTAaHAAPTHBIX KYpCOB KakK IPaBHIIO
HEJI0OCTAaTOYHO, OATOMY aHTHUOMOTHKY Ha3HAYAIOTCs 00Jiee JUTUTEIbHBIM KypcaMu, YeM OOBIYHO.
B HekoTOphIX cllydasix aHTHOAKTEpUAIbHYIO Bpad MOXKET HA3HAYUTh HA JJIUTEIHLHOE BpEMS:
MECSLIbI U 1aK€ TOJIbI.

Takxe NpU HAIMYUU BOCHANIMUTEIBHBIX W/WIM AyTOMMMYHHBIX OCJIOKHEHUH MOXET OBbITh
Ha3Ha4Y€Ha HMMMYHOCYIpECCUBHAsi Tepanus. [[aHHBI BUI JI€YEHHS] MOXET OBITh IPOBENICH
TOJIBKO TIOJ KOHTPOJEM JIeYallero Bpadya MU MPU YCIOBHH IPOJIOJDKAIONMICHCS aJIeKBAaTHOM
3aMeCTUTENbHOW  Tepamuu (MpU  HEOOXOIMMOCTH /1032 W/MIM  YacToTa  BBEJEHUS
UMMYHOTJIOOYJIMHOB MOKET OBITh YBEIMUYECHA).

BakuuHauus

Pexomenayercs: B HacTosimiee Bpems, BceM nauuentam ¢ [IN/] ¢ HapylieHueM cCuHTe3a aHTUTEN

peKOMeH/yeTcs BaKIMHALMs TMPOTUB BHpyca TpUIa (€XKerofHas), MPOTHB TIeMOpHIbHON
NaJIOYKH, IPOTHB MTHEBMOKOKKA. HecMoTpsl Ha To, TO pa3HOOOpa3ue aHTUTEN NPOTUB MH(DEKIni
B npenaparax I’ Benuko, JaHHBIE ITpenapaTsl HE COAEPKAT 3alUTHBIX AHTUTEN NIPOTUB BUpYyca
rpUIna, IMTaMMbBl KOTOPOTO MEHSIOTCS M3 roja B roa. Kpome Toro, B HUX HE COAEpk aTcs
3alIUTHBIE AaHTUTENA B JIOCTATOYHOM KOJIMYECTBE MPOTUB TaKUX MHQPEKUUH Kak reModuibHas
NaJloyKa MM MHEBMOKOKK. [Ipy 3TOM MMEHHO JaHHbIE MHPEKIIMH MOTYT MPUBECTH K Pa3BUTHIO

JKU3HCYTPOKAKOIIUX OCIIOKHEHUM Yy nmanuceHTa.

Baxno BAKIIMHHUPOBATH OKPYKCHUC MALIUCHTA JJI1 MUHUMHU3AIIUNU BO3MOKHOI'O KOHTAKTa C

UH(DEKIHUSIMHU.
3anpenieHo: Mcnonb30BaHue KMBBIX BaKIMH MPOTUBOMOKA3aHO.

Haﬁ.mozlefme Y Bpadya 1 MOHUTOPHUHTI IMOCJI€ MOCTAHOBKHU JUArHo3a

[TanMeHTsl, MOJyYaroIIKe 3aMECTUTENbHYI0 UMMYHOTepanuio BBUI', npuxoaar Ha mpuem

Bpauy Iepej BBEACHUEM IIpernapara JUlsl 3aMECTUTEIbHON Tepanuu, To ecTh 1 pa3 B 21-28 nHelt.
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CJ'ICI[yeT COO6HH/ITB Bpady o JIFOOBIX U3MEHEHHUSIX COCTOsIHMA, 4TOOBI HE IponmyCTUTb pa3BUTHUC

OCJIO’)KHEHUH 3a00J1€BaHus, TPEOYIOIINX KOPPEKLINH.

OBHH u cembs

Ecnu u3Becten renernueckuit aedekr, KOTopelii npusen k pazsutuio 111]], Heobxoamumo
o0cienoBaTh BCEX POJCTBEHHUKOB Ha HAJIMYKE ITOTO Ae(eKTa.
Baxxno BakumHHpOBaTh OKpyskeHHe nanuenta ¢ I11M/1 ¢ HapyieHuem cCuHTe3a aHTUTEN B
COOTBETCTBUM ¢ HaluoHanbHBIM KajleHAapeM (C LEeNbI0 BaKIUHAIIMK MPEANOYTUTEIHHO
HCIIOJIb30BaTh NHAKTUBUPOBAHHBIE BAKIMHBI)
OBUH Hacnmenyercss OYe€Hb PEAKO, IMOITOMY PHCK POXACHHUS OOJBHOrOo peOeHKa
HEBEJIUK.
Huarno3 OBUH y xeHIIMH He sBISETCS MPOTUBOINOKa3aHHEM K OepeMeHHOCTH. Jlist
MUHHMH3ALUU PUCKOB JUIS MaTE€PH U TUI0/1a HEOOXOIMMO:

o IlpoBenenue ageKkBaTHOM 3aMECTUTENBHOM (B IOCTATOYHOM J103€ U C JJOCTATOYHOU

4acTOTON) Tepanuu.

o KouTtpons ocnoxuHenuii 3a001eBaHusl.
Bo Bpemst GepeMeHHOCTH [103a ¥ 4acTOTa BBEJCHUS Mpernapara JOIKHbI
KOPPEKTHPOBATHCS JICHALTM BPAuOM UCXO/S U3 IOTPEOHOCTEH U COCTOSHUS MTAMEHTKH

(Habop Beca).

Ipuiaoxkenue I'. IIkanbl oOuUEeHKH, BONPOCHUKH W [pyrue OLICHOYHbIE

HHCTPYMEHTBI COCTOSIHMA TAIMEHTA, MNPUBCACHHLIE B KIMHHUHYCCKHUX

PeKOMEeHAausAX.

He pa3paboransl
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