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Cnmcok cokpameHui
B3K - BocnanutenbHoe 3a001€BaHie KUIIEYHIKA
I'JIT" - remodarouuTapHbIii TUMEPOTUCTHOLIUTO3
JTHK — ne30xkcupuboHyKIEHHOBAS KUCIOTA
KKT - keny104HO-KMILIEYHBIM TPAKT
JIAD - nakTaTAeruaporeHassbl
HK-narypanbHble KHILTIEphI
HKT - HarypanbHble KMIIEpHBIE T-KIETKH
TN/ - [TepBuuHbIH IMMYHOACPHUIIAT
[P - nonumepaszHO [IEeNHON peaKIuu
TI'CK - TpaHCIUIaHTaLMs T€MAaTONO3TUYECKUX CTBOJIOBBIX KIIETOK
V3U - YapTpa3ByKOBOE HCCIICIOBAaHUE
pul -KC® - rpanynonuTapHblii KOJOHUECTUMYIUPYIOMUN (PaKTOP pEKOMOMHAHTHBIH
OMH - ¢bynpMUHAHTHBI MOHOHYKJIE03
XJIIT - X-cuemieHHbId muMbonpoaudepaTUBHBINA CHHIAPOM
IMB - nuromeranoBupyc
OBB - Bupyc Dniureiina-bapp
OKI - Dnekrpokapauorpadust
BIRC4 - baculoviral 1AP repeat-containing protein 4
HHV VI - repniec-Bupyca 6 Tuna
HLA - human leukocyte antigen
IL - unTepneikuH
IUIS — MexayHapoaHbli CO03 IMMYHOJIOTHYECKHX OOILECTB
L18-MDP - L18-Muramy!l dipeptide
MAIT - Mucosa-associated invariant T cells
MCP-1 - MoHOIIUTapHBIN XEMOTAKCHIECKUI TIPOTEHH-1
RICD - Restimulation-induced cell death
SLAM - Signaling lymphocyte activation molecule
TCR - T -KJIETOYHBIH PEEITOPOB
TLR - toll-like receptors
TNF-alpha - ¢pakTop Hekpo3a omyxonu anbdha
Treg - perynsaropHsie T-kineTKu
XIAP- X-linked inhibitor of apoptosis — X-crenaeHHbIi HHTHOUTOP aIoNTO3a
XMEN — X-cruernneHHbIii *UMMyHOAePUITUT ¢ 1e(heKTOM MarHMueBbIX KaHajaoB, DbB-undekmuueit n

HEeOoIUIa3ueu.



TepMuHbI U onpeaeIeHUs

BuyTpuBeHHBbIe MMMYHOIVIOOYJIMHBI — IIPENaparsl, COAEpKAIUE MPEUMYIIECTBEHHO
HOpMalibHBIN YenoBedeckuil 1gG. M3roroBnsiores U3 MyaMpoOBaHHOM IIa3Mbl ThICSY 3JJOPOBBIX
JIOHOPOB, C IPUMEHEHUEM CIELUAIBHBIX METOJ0B OYUCTKU U BUPYCUHAKTUBALIMH.

BocnaiuTeabHoe 3a0o/1eBaHMe KHIIEYHUKA — 3a00iieBaHHE, XapaKTepH3ylolleecs
XPOHMYECKHM BOCHAJICHUEM JKEJIy10YHO-KUILIEUYHOro Tpakra. Bxitouaer B cebs 6one3ns Kpona
U HecHelM(pUUECKUI A3BEHHbIH KOIUT.

I'emoparouurapubiii  JUM@OrHCTHONMTO3 —  JKU3HEYIPOXKAIOIIEE  COCTOSIHUE,
BBI3BAaHHOE HEKOHTPOJMPYEMOW aKTUBAIMEW MakpogaroB W IMUTOTOKCHYECKUX JHUM(OIMTOB B
COBOKYITHOCTHU C TUIEPHPOAYKIMEH BOCTIAIUTENbHBIX IIUTOKUHOB (LIUTOKMHOBBIN IITOPM).

HeiiTponenusi — cHuwXxeHue ypoBHS HEHTpOQUIOB B mnepudepuyeckoil KpoBU MeHee
1,5x10%1 (s mereii mepBoro roja xusuu — menee 1,0 x10%/1).

IMonumepa3Hasi nenHasi peakusi — METOJ MOJICKYIISIPHON OMOJIOTHH, TTO3BOJISIOIINN
aMIuUGUIUPOBaTh (Pa3MHOXKUTE) ornpenenéHubiil yuactoxk JJHK

CexBennpoBanue J|HK — omnpenenenne ee HyKI€OTHMAHOW IOCIEIOBATEIBLHOCTH. B
pe3yibpTaTe CEKBEHHPOBAHUsS IIOJy4alOT OIMCAaHUE IEPBUYHOM CTpyKTypbl juHenHou [IHK B
BH/IE ITOCJIEIOBATEIbHOCTH HYKJIEOTUOB B TEKCTOBOM BHJIE.

TpancnuianTanusi reMaTomoOITHYECKHX CTBOJIOBBIX KJIETOK — METOJX JICYECHHS
HEKOTOPBIX HACJEICTBEHHBIX W MPHUOOPETEHHBIX TI'eMaTOJIOTUYECKUX, OHKOJOTHYECKUX U
UMMYHHBIX 3a00JIeBaHMH, OCHOBAaHHBIH Ha 3aMeHE COOCTBEHHOIO, IaTOJOTHYECKOro,
KpOBETBOPEHUS NALMEHTA HA HOPMAJIBHOE KPOBETBOPEHUE JIOHOPA.

X-cHenJIeHHbI pelecCHBHbIN THII HACJIEAOBAHUS — HACIEAOBAaHUE MYTAIIMM T'€HOB,
pacnosiokeHHBIX Ha X XpomocoMe. IIpu 3ToM nMma >KEHCKOro Iojia Kak MPaBWIO SBIISIOTCS

0eCCUMITOMHBIMU HOCUTCIISIMU, a 3a00JIeBaHUEM CTpaAaroT JIMIIb JINIIAa MY>KCKOT'O I10JIA.


https://ru.wikipedia.org/wiki/%D0%9F%D0%BE%D0%BB%D0%B8%D0%BC%D0%B5%D1%80%D0%B0%D0%B7%D0%BD%D0%B0%D1%8F_%D1%86%D0%B5%D0%BF%D0%BD%D0%B0%D1%8F_%D1%80%D0%B5%D0%B0%D0%BA%D1%86%D0%B8%D1%8F
https://ru.wikipedia.org/wiki/%D0%94%D0%9D%D0%9A
https://ru.wikipedia.org/wiki/%D0%9D%D1%83%D0%BA%D0%BB%D0%B5%D0%BE%D1%82%D0%B8%D0%B4

1. KpaTkasi ungopmManus

1.1 Onpeneaenue

X-cuerneHHbii muMdonponudeparuabiii cuaapoM (XJIII) — 370 KOMOMHMPOBAaHHBIN
nepBuyHblii  uMMmyHopepuuut (ITM]/]), xapakTepusyromuiicss aTUINWYHON peakiuer Ha
uHdpeknuo BUpycom OmmteiiHa-bapp (ObB), BcnencTBue uyero pasBuBaeTcs reMo(daromuTos,
JUCraMMaryioOyJIMHEMMsI, ayTOMMMYHHas [aToJOrMsl M, B 3aBUCHUMOCTH OT THUIIa,

370KaueCcTBeHHOM uMponpoaudeparms [1].

1.2 DTHOJI0rMs U IATOreHe3

Ha ceronHAmHUN AE€Hb OXapaKTEpPU30BaHbl TPU I'€HA, MyTAallMM KOTOPBIX BEIYT K
nposienenusm XJIIT - SH2D1A, XIAP (on ke BIRC4) u MAGTL. IToxrunsr XJIIT o0bearuHeHBI
B OJIHY TPYHILy B CBSI3M C HACJIEIOBAHHEM IO X-CLEIJICHHOMY THUILy U B CBSI3H CO CXOXECTBIO
KJIMHUYECKON KapTUHBI, IPEICTaBICHHON B NEPBYIO OYepeab MPEapaACIONOKEHHOCThI0 K DbB-
acCOLMMPOBAHHON muMponponudepaun u K pa3BUTHUIO remMo(arouuTapHoro
muMmpoructuonurosza (I'JI['). Tem He MeHee, UMEIOTCSA HEKOTOPBIC Pa3audus B KIMHUYECKON
KapTUHE U cyuiecTBeHHble — B maroreHe3e XJIII pasznuunbix tunos. Hambonee nsyueHHbIMU
spisitorest XJIII 1 w2 Tuma, BeBbIBaeMmble MytanusmMu B reHax SH2D1A u XIAP
COOTBETCTBEHHO.

ITaTorenes X-cuensieHHoro JumgonpoaungepaTuBHOro cuuapoma 1 tuna

I'en SH2D1A xomupyer SLAM-accoumupoBannsbiii 6enok SAP, rae SLAM - signaling
lymphocyte activation molecule — curHanpHass MoJieKyJga AKTHBAIMK  JTHUM(OIMTOB,
skcnpeccupyromasica B T-, HK (narypansubie kminepsl), HKT (matypanbnbeie xumnepssie T-
KJIETKH) U, [0 HEKOTOPBIM HCTOYHHKAM, B TpaHCPOpMHUPOBaHHBIX B-kietkax [2]. SAP sBisiercs
a/IalITepHON MOJIEKYJION B MyTH mepenadn curHaiga oT SLAM-Togo0HBIX penenTopoB BHYTPh
kierku [3].

Myramust B rene SH2DIA npuBoauT K CIEAYIOIIMM MMMYHOJIOTHYECKUM Je(eKTam:
HapymeHnio 3¢dexropupix ¢ynkuuit HK-knerox, CD8+ u CD4+ T-knerok, pe3komy
CHU)KEHHIO/OTCYTCTBUIO HKT-krnerox, TYMOpaJbHBIM HapyILICHUSIM B BUJIE
qucrammaryiooynmmaeMun u ymenbiennto CD27+ B-kiieTok maMsTu.

B nopme crumynsauus SLAM-peuentopoB B HK-kneTkax NpHUBOAUT K IOBBIIIEHHUIO
KOHIIEHTpalun uHTeppepoHa-y U B neioM k axktuBauuu HK-kmetok. COOTBETCTBEHHO Y
nanuentoB ¢ XJII11 HK-omocpenoBanHas MUTOTOKCHYHOCTh CHIKeHa [4]. CTpamaeT y HUX U
CD8+-onocpenoBanHass  ITMTOTOKCUYHOCTb, OJHAKO TPEUMYIICCTBEHHO HAa aHTHUTCHBI,

MPE3CHTUPYCMBIC B-KJICTKaMI/I, YTO MOKET YACTUIHO OOBSICHATD npeaApacnoIO’KCHHOCTb UMCHHO



Kk DObB-undexkunn u B-kierounsiM aumdomam [5]. Bkimax B mpenpacmonokeHHoCTs K OBB-
uHdpeku 1 muMdomam Taxoke BHOCHT XapakrepHoe it XJIII1 napymenne cozpeBanus HKT-
KJIETOK, BBIPAXKAIOLICECS B UX CHIKCHUH WM TIOJIHOM OTCYTCTBUH [6].

Nmerommecs npu XJIII1 nedextsl rymMmopaabHOTO HMMYHHTETa 00YCIOBIICHBI TEM, YTO B
orcyrctBuM  SAP  cHmKaeTcss CHOCOOHOCTh — (OJUTMKYISpHBIX T-KieTok  (OopMUPOBAThH
cTaOMIbHBIE KOHTAKTHI ¢ B-kierkamu. B pesynbrare Hapymaercs nuddepeHunpoBKka HaMBHBIX
B-kneTok B 1oaroxuByIue, BoIcOkoadGUHHBIE KIETKH MaMSATH U IJ1a3MaTUYECKHE KIETKU. DTO
OOBSCHSET  MaJOYUCIEHHOCTh  B-kietok mamsatu y mnaumeHtoB ¢ XJIII1  wm
TUIOraMMarjoOyJIuHEMHUIO W/WIK HapylleHue aHTUTeH-CNEeUU()UYHOTO aHTUTEIHLHOTO OTBETA.
Kpome Toro, 3To cooTBeTCTBYeT KapTuHe, ornmcanHor D.Purtilo u coaBt. [7] mpu OTKpBITUH
3a005IeBaHNsA — OTCYTCTBHE TE€PMHHATHUBHBIX LIEHTPOB B JIMM(OUIHONW TKaHU OOJBIIMHCTBA
MalHUEHTOB.

Hakowner, uccienoBanus A.Snow u coart. [8] mokaszanu BoBieueHHOCTs SLAM-1iyTH B
HPOLIECC CMEPTH, UHIYIHPYEeMOi H30bITOuHOM cTumyisiiueit (restimulation-induced cell death —
RICD). 3amporpammupoBaHHasi KIeTOYHas THUOENb HEOOXoauMa IS DIMMHHAINAA
AKTUBUPOBAHHBIX T-KJIETOK BO BpeMsl UMMYHHOI'O OTBETA, YTO OTPAaHUYMBAET UMMYHHBIN OTBET
U mpenorBpamiaer numdonponudepanuio U U30bITOYHOE T-OMOCPEOBAHHOE MOBPEKACHUE
TkaHed. BepostHo, nedext nmytu RICD orBewaeT 3a 3HauUMTENbHOE YBEIMUYEHUE KOJIMYECTBA
CD8+ T-knerok B otBeT Ha DbB-undexuuto y namuentos ¢ XJII1 u pazsurue ['JIT.

ITaTtorenes X-cuenjieHHOro JumgonpoangepaTuHBHOIO CHHAPOMA 2 THIIA

I'en XIAP, tarxke usBectHbiii kak BIRC4 (baculoviral IAP repeat-containing protein 4), -
KoaupyeT nurormazmMaruueckuii 6enok XIAP. JlaHHbIN OeloK dKCHpeccupyeTcsi TOBCEMECTHO,
Oosiee BBIpaXKEHAa €ro SKCIPECCHs] B I'€MAaTOMOITHYECKMX KIIETKax, IJie OHa COMOCTaBHMa B
pasauYHBIX cyomomysusx [9].

XIAP saBnsercsa ¢(uznonornyeckuM HMHruouTOopoM Kacmas 3, 7, 9 u, ciemoBaTesbHO,
UHTUOUTOPOM KIIeTOYHOH rubenu. Y mammeHtoB ¢ XJIII2 juMdonuTel moaBepKeHBI
M30BITOYHOMY aIoNTO3Y, YTO MOXET OOBACHUTH OTCYTCTBUE JUM@POM y manueHto ¢ XJIII2.
ITpu 3TOM, HECMOTPS Ha MOBBIIIEHHYIO CKJIOHHOCTh K alloNTo3y, CHUKEHUE KonuuecTBa T- u B-
muMdorutoB y nanueHToB ¢ XJIII2, kak npaBuiio, He pa3BUBAETCS, 32 UCKIIOYEHUEM CHIKEHUS
konudyectBa HKT-kmerok. Ilpenmomaraercs, 4to oHHM 0oJjiee WYyBCTBUTEIBHBI K amomTO3y,
WHyIIUPOBAHHOMY aKTHBAIlKEH, a, CIIeI0BaTeIbHO, Ooee 3aBucuMbl oT Oenka XIAP [10].

[Tomumo antHanonrornyeckoil ¢pynkuuu XIAP omocpenyer curHagpHBIA MyTh depe3
NODI1/2 u Dectin-1 peuentopsl. JlaHHBIE PeLENTOPBl AKCHPECCUPYIOTCS B SIUTETUAIBHBIX
KJIETKaX, MHUEJIOMIHBIX KIEeTKaXx M KieTkax [laHeTra KuIIeyHHKa W MPENCTaBISIOT CcOOOMU

COOTBETCTBEHHO BHYTPHUKJIETOUHbBIE M TpaHCMEMOpaHHbIE MAaTTEPH-PACIO3HAIOIINE PELENTOPBI,
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yJIaBIUBAIOLIUE MPOIYKTHl Aerpananuu OakTepuii, rpubOB U HEKOTOPHIX BHUpPYcOoB. B Hopme
AKTUBAIMS STHX PELENTOPOB B MOHOIMTAX MPHBOAMUT K YBEIHMUCHHIO BBHIPAOOTKU IIUTOKUHOB U
XEMOKHHOB, BaXKHBIX I KiaupeHca natoreHoB — IL (untepieiikun)-8, MCP-1(MoHOIMTApHBIIH
xemoTakcuueckuii mporend-1), IL-10. IL-8 u MCP-1 BakHBI I MUTPaIlil HEUTPO(DHUIIOB, B TO
Bpems kak [L-10 — nns coxpaHeHus romeocrasa KulleyHuka. He mocienHioo poib B
NoJ/Iep)KaHUM  OajlaHCa MPOBOCHAIUTENBHBIX M MPOTHBOBOCIAIHMTENBHBIX (AKTOPOB U
o0ecrieyeHns 3alIMThl OT YY)KEPOIHBIX MATOICHOB B KHILIEYHUKE HUIPalOT perynsaropHsie T-
kiaerku (Treg), Mucosa-associated invariant T cells (MAIT) and HKT kietku, KOoTOphie B
orcyrctBuM  XIAP CTaHOBATCS TOABEP)KEHBI aromnTo3y. TakuM o00pa3oM, HapylIeHHE
IIUTOKWHOBOH MPOJYKIWU M U30BITOYHBIN aIlONTO3 PETYISATOPOB TOMEOCTa3a KHIIECYHUKA BEIYT
K Pa3BUTHIO BOCTIAIMTEIBHOTO 3a0oseBanus kumeunrnka (B3K) y mammenrtos ¢ XJII2 [11].

Cpenu npyrux IUTOKHHOB, BBIPAOOTKa KOTOPBIX CHIbKeHa mpu aedunute XIAP, BaxHO
BBIJICTUTh (akTop Hekposza omyxoiu ambda (TNF-alpha). BeipaboTka HMUTOKHHA MOHOIUTAMH
nanyMeHTa B OTBET Ha ux crumyssinuio jurangoM NOD-penentopa L18-MDP (Muramyl
dipeptide) cHmxeHa MO CPAaBHCHHIO C MOHOIMTAMH 370POBOTO KOHTPOJIS - TECT, KOTOPBIH
UCIob3yeTcs s quarHoctuku XJII2 [12].

B otnnune ot apyrux ¢opm cemeiinbix I'JII, mpu KOTOPBIX HapyllleHa IUTOTOKCHYECKAs
¢ysknus numdonutos, npu aepuuure XIAP murotokcuunocts T- u HK-kimetox B Hopwme.
bynyun wunruburopom amonto3a XIAP obecrnieunBaeT BBDKMBAHHUE U IpOIHQeparuio
aKTUBUPOBaHHbIX T-KJIETOK B ciydyae HHQEKUUH, YTO CHOCOOCTBYET 3JIMMHUHAIUU
UHOQUIMPOBAHHBIX KIEToK. OTcyrcTBHe Oenka BeJeT K MEePCUCTEHLUMH HH()UIMPOBAHHBIX
kiaetok. bonee Toro, XIAP unrubupyer TLR (toll-like receptors)- u TNF-omocpenoBantoe
oOpa3oBaHue MH(IAMMAacOMbl B JIEHIPUTHBIX KJIETKaX M Makpodarax, OTCyTCTBHE ke Oenka
BelleT K upe3MepHoil BelpaboTke IL-1, IL-18. B coBokymHocTH nepcucTeHUMs HHYEKIUH U
CHCTEMHOE BOCIaleHHe MPpoBoIpyroT pazsutue [JII" [13].

IMaTorenes X-cuemieHHOro JuMdonpoaudepaTuBHOro CHHApOMa 3 TUNA

XJIII3 6611 Ha3BaH XMEN — X-cuenieHHblii IMMYHOIE(ULUT C 1e()eKTOM MarHUeBbIX
kaHasoB, ObB-undexiueit u Heornasueil. K ero Hanbosnee mOoCTOSIHHBIM MPU3HAKAM OTHOCSITCS
CD4+-nmumdonenus, cimeHomeranus, nepcucteHuus 6B u Bricokast mpeapacnoiaokKeHHOCTb K
paszsutuio DbB-accorurpoBanHoii tuMpomsr [14].

I'em MAGTI1 »skcmpeccupyercs BO BCeX KIETKaX, OJHAKO B HEKOTOPBIX CHUJIBHEE,
Hanpumep, B remomostuyeckux. I[loteps ¢ynkmunm rema MAGT1 B T-kierkax BemeT K
HApyLIEHUIO OBICTPOrO IMOTOKA CBOOOIHBIX MOHOB MarHMs B KIETKY M, KakK CJIEJICTBHE, K
HApPYIICHUIO AHTUTEHHOW cTuMyisiiuu T-kiaerounsix perentopoB (TCR). B HK-kietkax wu

nuroTokcudeckux (CD8+) T-nmumdonmrax MarHueBble KaHalbl 00€CIEUMBAIOT OazalibHOE
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coJiepkaHue CBOOOJHOrO MarHusi, HeoOXOIUMOE JUIsl TMOAJEP)KaHUS SKCIPECCUU HEKOTOPBIX
AKTUBHPYIOIIUX penentopoB. COOTBETCTBEHHO, MpPH OTCYTCTBHH CBOOOJHOTO MAarHHs
UTOTOKCHUYECKas byHKIUS T-kerox CTpajaer. Knunnuecku YBEJIMYUBAETCS
MIPEAPACIIONOKEHHOCTh K PAa3BUTHIO OMyXojed W mHGEKnuid, B dacTHOCTH ODbB-uHbekmmm.
[Tockonbky nedekt aktuBanuu T-kiaeTok npu curapome XMEN He cTosb 3HAUNUTEIECH U MOKET
OBITb KOMIICHCHUPOBaH 0Oo0jiee JUIMTEIbHOW M CUJIBHON CTUMYJISIMEH, Y TaKUX MMallMeHTOB HE
HaOJI0aeTCsl TSHKETBIX YTPOXKAIOMUX KU3HA MH(ekuuid, kak npu apyrux [TN]1. B otnmuune ot
apyrux tunoB XJIII nmnga mamuentoB ¢ cungpomom XMEN He xapakTepHO pa3BUTHE
byapmuHaHTHOTO MOHOHYKII€03a (DMH), penko nabmomgaercs I'JII' u komuuectBo HKT-kiaetok

y HUX B HOpMe [15].

1.3 DuuaeMuo0rus

Yacrora Bcrpeuaemoctu XJIII cocraBisier 1-3 Ha 1 MWIIMOH pOXKIECHHBIX MaJIbYUKOB,

3a00JIEBAaHUEM CTPAIAIOT JIMIIA MY)KCKOTO ToJ1a (32 OYEeHb peIKUM HCKITroueHreM) [6,16-18].

1.4 Koguposauue no MKBE-10

D82.3 UmmMyHOnehUIIUT BCIeACTBUE HACIEACTBEHHOTO ne(eKTa, BI3BAHHOTO BUPYCOM

OnmreitHa-bapp

D84.8 [/Ipyrue yrouHeHHBIE UMMYHOIC(UIIUTHBIC HAPYIICHUS (KO TaK)Ke UCIIONb3YeTCS

B KP 1o BpoXx/1€eHHOI HEUTPOIIEHUN )

D89.8 Jlpyrue yTrouHEeHHBIE HApYIICHUS C BOBJICYCHHEM HMMMYHHOTO MEXaHH3Ma, HE

KJIaCCU(UIIMPOBAaHHBIE B JPYTUX pyOpHKax

D82.8 MmmyHomepuuuT, CBSI3aHHBIA C JPYTMMH YTOYHEHHBIMH 3HAYHUTEIbHBIMU

nedexramu

1.5 Knaccudukanus

ITo nannbiM knaccudpukanuu [TUJ 2017 1, yrBepkaeHHOH MexIyHapOIHBIM COIHO30M
ummyHojoruueckux obmects (IUIS), XJIIT oTHOcWTCs K rpymme HMMYHOACDHUIIUTOB C
MMMYHHOM JTUCPETyJsiuel, MOArpynine UMMYHOAE(PUIIUTOB C NMPEAPACION0KEHHOCThIO K DbB-
uHbpeku 1 aumdonponudepanuu. Mcropudecku 3adoneBanue knaccuduuupyercs kak XJII1,
XJI2, XJII13, B 3aBUCUMOCTH OT THIa reHeTHdeckoro aedexkra — myranuu renoB SH2D1A,

XIAP u MAGT1, cootBercTBenHo [19].

1.6 Knnanyeckass KapTHHA

O6umm s XJIT sBnsercs mpeapacnoiokeHHOCTh K OBbB-uH(pexknuu ¢ pa3BuUTHEM

(GyIbMHHAHTHOTO MOHOHYKJIC03a, KOTOPBIN (akTHuecku npenactasiser codou [JIT. dms XJIII2
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takke omucanbl ciaydan [JII', Be3BaHHOTO mepcucteHnuer nuromeranoBupyca(llIMB) wmm
repnec-Bupyca 6 tuna (HHV VI). Kpome toro, remodaromuro3 y namuentoB ¢ XJII2, kak
IIPABUJIO, HOCUT MEHEE arpeCCUBHBIN XapaKTep.

Eme ognum yacro Berpeuaromumces npossiaeHueM XJIII sBisercs passutue Mmoo,
UMEIOIIUX B OOJNBIIMHCTBE CBOEM B-KJI€TOUHYIO NPUPOY U JIOKAIU3YIOIIUXCS B MIIEOLEKaTIbHON
obmactu. [Ipu 3TOM pa3BuTHE 370KaYeCTBEHHOW JUM(ponpoardepani BO3MOKHO, Kak y ObB-
HEraTUBHBIX, Tak U y ObB-no3utuBHBIX nanueHtoB. Wckmtouenue cocrasiuser XJII2, npu
KOTOPOM K HACTOSIIIIEMY MOMEHTY He 3a()MKCUPOBaHO HU OHOTO ciry4as umdomsr [20].

Hpyrum cymectBeHHbIM oTianuueM XJIII2 sBasiercs pa3BUTHE BOCHAIUTEIBHOTO
3a00JieBaHMs KHMIICYHHMKA, HAIOMUHAIOMIETO rucTojorundecku Oonesnb Kpona [21]. Hdedurmr
XIAP otHOCUTCS K Irpynine MOHOT€HHBIX 3a00JI€BaHUM C MOPAXKEHUEM KEITyJA0YHO-KUILIEYHOIO
TPaKTa, OCHOBHOM XapaKTEPHCTUKOM KOTOphIX sBisgercs: pazsurue B3K-nmogobGHoro kosura c
panHel MaHudecTamnuei.

K penkum mnposisienusm XJIII1 oTHOcSTCS amacThyeckas aHEMHs, JTUMQOWIHBIN
BACKYJIUT, TUM(POUIHBINA IPaHyIeMaTO3 JIerKux [22].

K peaxum npossiaenusm XJIII2 oTHOCATCS ayTOBOCHIANIUTEIbHBIE ITPOSBICHUS, TAKUE KaK
apTpHT, YBEUT, y3ioBaras spurema [10].

Knunnyeckass kapTuHa MOXKET ObITh MpeACTaBlie€Ha OJHMM WIM KOMOMHauuen
IIPUBEJICHHBIX BBIIIE COCTOSHMM, MPU 3TOM IIPOSIBICHUS y NPEICTABUTENICH OJHOW M TOW XKe

CCMBbH MOT'YT pa3jinuaTbCs.

2. JIluarHocTUKA
Ilayuenmam ¢ nooospenuem na X-cyenienuviti aumponponugdepamusnsiii CUHOPOMOM
npogooumcs oughghepenyuanvbHblil OUAcHO3 8 NEP8yIo 0uepedb NPOBOOUND C.
» [Ilpyeumu ghopmamu cemetinozo I JII,
» Jlumghomamu npu opyeux ITHUJT;
» X-cyennennou aecammaznooyiunemuel,

*» [Ipyeumu [1H]], ocnoocnennvimu meuenuem B3K.

2.1 Kaao0bl 1 aHAMHE3

e V Bcex manueHToB (WIM poauTeNned) ¢ TOMO3pEHHEeM Ha  X-CIETJICHHBIN
muMdonponudepaTuBHBIA CHHIPOM PEKOMEHIYeTCsl TPOBOAWTH COOp aHamMHE3a H
*ao0 s Bepudukaruu auarqosa [20-23].

YpoBenb  yOeaureqabHocTH  pexkoMeHaaumidi C  (YpoBeHb  J0CTOBEPHOCTH

JA0KAa3aTeJIbCTB — 3)
10



Kommentapuu: Podumenu nayuenmos mo2ym npeovasisams Heaao0bl HA NOAGUSUIULCS C
PaHHe20 803pACMA JHCUOKULL CMYI, KPO8b 6 CMmyie, HAIUYUe YEEeIUYCHHbIX IUMGPOY3I06, INU300bL
JUXOPAOKU Oe3 5I6HO20 04a2a UHpEKyuu U omeema Ha AHMUBAKMEPUATLHYIO MEPANUI0, KOMOpble MOy
conpogodcoamvcsi yeenuueHuem neuenu/cenesenku. Credyem ymounums 0COOEHHOCMU GUUUECKO2O
paseumus pebeHka, npubasKy 6 eece, CPOKU BOZHUKHOBCHUS, HACMOMY U MANCECMb KUUEUHbBIX
nposienenutl, a makdce 0ONel AU PeOeHOK UHPEKYUOHHLIM MOHOHYKICO30M U HACKOILKO MSNCENO
npomexano 3abonesanue. Ilpu c6ope cemelinoco anamuesa 0OpaAWAMb GHUMAHUE HA CAYYAU PAHHUX
cmepmell MANbYUKO8 C NPUSHAKAMU 2eMoazoyumosa, aumgonponugepayuu, a makdxice Cayyau
msdcenoeo Konuma |y auy myzxcckoeo noaa. Y nayuenmos XJIII uepedoko ommeuaromcs
«HEMOMUBUPOBAHHBIE) CYOpebpunumemvl u aUXOPAOKA 0e3 5A6HO20 ouazca UH@ekyuu (Kax
nposisienue cemopazoyumosa). Kpome moeo, snuzoowt auxopaoxku u\uiu cybpebpurumema c
nomamu u nomepeu Maccvl mena Mo2ym Oblmb NPUSHAKAMU 310KAYECMBEHH020 3A00N1e6aAHUS

(Hanpumep, mak Hazvlgaemvie « By cumnmomsl npu aumgome).

2.2 duzukajJbHoe 00CJIe10BAHNE

e Bcem mnammweHTaM ¢ TMOAO3peHHMEM Ha X-CIEIUICHHBIH JmMdonponudepaTHBHBIN
CHH/IDOM peKoMeHayeTcs1 QU3MKaIbHBIA OCMOTP Ut Bepudukanuu auarsosa [9].
YpoBensb yoenureabHocTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH A0KA3aTelbCTB
- 3)
Kommenrapun: [layuenmer ¢ XJIII (ocobenno XJIII2 ¢ cumnmomamu Koauma) mozaym

omcmaesanib 6 MacCo-pocnioesblx NOKA3ameiisix.

Y nayuenmos ¢ XJIII 1 u 2 muna mozym ommeuamvcs NAMHUCMO-NANYNe3Hble CbINU,
xapaxmepnvle ons IJII. Ilpu pazeumuu yumoneHuu, 8 mom yucie mpomoOoyumoneHuu,
ommeuaemcs 2emMoppazutiecKkas Coinb.

Ilpu ocmompe pekomeH008aHO OyeHUmsb pasmepsvl nepugepuveckux aum@oysnos. /s
nayuenmos c¢ XJIII Hepedko XxapakmepHa 2eHepanu308anHHas JauM@padeHonamus U
yeenuyeHue 00HOU epynnvl IUM@POY371086 8 CLyuae pa3zeumusi IUMPombl.

Veenuuenue nevenu u cenesenku - xax nposeienue xpouudeckou IbB-ungexyuu, [JII

unu aumMgomoi.

2.3 JIaGopaTopHAas THATHOCTHKA

e Bcewm manueHTaM ¢ mogo3peHrneM Ha X-CIeTIeHHBINA TuMQorpoaudepaTuBHBIN CHHAPOM
PeKOMeH/yeTcsl HCCeIoOBaHNe OOIero aHaiu3a KPOBH ISl TUATHOCTHKU aHEMUU U
HeiTponenuu [3,7].

YpoBeHb yOeauTEILHOCTH peKOMeH1anuil A (YPOBEeHb 10CTOBEPHOCTH
0KA3aTeJbCTB — 1)
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Kommenrtapuu: V nayuenmos ¢ XJIII mosxcem eviasiamocs aumgonenus (menee 1000
knemok 6 mkn). Ilpu meuenuu IJII" ommeuaemcs 6 nepgyio ouepedv mpomOOYumonenus, 8
oanvHevuem — anemus u Heumponenus. Ilpu B3K 603moocHo pazeumue mpomoboyumosa Kax
ompasiceHue XpoOHU4ecK020 60CNAIUMENbHO20 npoyecca

e Bcewm nanuenTam ¢ nogo3peHreM Ha X-CIeTICHHbIH TuMQponpoindepaTuBHbINA CHHIPOM
peKOMeHAyeTcsl  HCCeloBaHWE OHOXMMHYECKOro aHaiu3a KPOBHU: MOYEBUHBI,

KpeaTuHWHa,  ¢pakuuil  OunupyOmna,  acmapratamuHOTpancdepassl  (AcAT),

amaHnHaMuHOTpaHcepassl  (ANAT), anpbymuna, makrtaraeruaporeHaszsl  (JIJI),

menoyHoi ocdarassr (I1[B), rimroko3sl, Tpurnuuepuaos, Gepputuna, pudpunorena, C-

pPEaKTUBHOTO OenKa JUis JUAarHOCTUKU COMYTCTBYIOIIMX 3a00JieBaHUN W BepUpHUKALUU

nuarsosa [2,3,5,7].

YpoBenb  yOenurTenbHOocTH  pekoMengauuii C  (ypoBeHb  [10CTOBEPHOCTH
0KA3aTeJbCTB — 3)

KommenTapuu: [losviwenue ¢heppumuna, mpueiuyepuoos, cHudicerue GudpuroceHa,
eunoanvoymurnemusi omuocames k kpumepusim LTJII. Tlosviuwenue JII" ocobenno xapaxmepro
Ot IUM@oM.

e Bcewm manueHnTtam ¢ nogo3peHrneM Ha X-ClerieHHbIH TuMQorpoanudepaTuBHBIN CHHIPOM

PEKOMEHYeTCsl WCCIICIOBAHNE KOHIICHTPAIIMH WMMYHOTJIOOYIUHOB ChIBOpoTKH |gG,

IgA, IgM nis Bepudukanuu quarnosa [9,24].

Yposenb  yOenurenbHocTH  pekoMengammii C  (ypoBeHb  [10CTOBEPHOCTH
JI0Ka3aTeJIbCTB — 3)

KommenTapuu: B 6onvuwuncmese ciyyaes y nayuenmos ¢ XJII1 umeromess me unu umvle
HapyuweHus KOHYEeHMpayuu UMMYHO2N00VIUHO8 — CHUMCEHUE 8CeX KIACCO8 UMMYHO2L00)IUHOS,
UnU nosvluleHue OOHUX Kiaccos u cuudiceHue opyeux. Ilpu B3K 6 6onvwuncmee ciyuaes
ommeyaemcs nogviuenue |gA, umo ompasicaem 6061e4eHHOCMb CIUSUCMBIX 8 BOCNANUMETbHBII
npoyecc

e Bcem manueHTaM ¢ o03peHreM Ha X-CIETIeHHBINA TuMQorpoaudepaTuBHBIN CHHAPOM
pexoMeHnayeTcss UMMYHO(DEHOTUITMPOBAHUE CYOMOMyIAnnid JTUMMOIUTOB JJI OICHKH

CTETNICHN BBIPAXEHHOCTH UMMYHOJIOTHYECKOTO nedekra [9,24].

YpoBenb  yOenurTenbHocTH  pekoMeHgamumii C  (ypoBeHb  [10CTOBEPHOCTH
0KA3aTeJbCTB — 3)

Kommenrtapuu: V mnoeux nayuenmos ¢ XJIII1 ommeuaemcs cuudicenue (6nioms 00
HYe8bIX 3HaueHull) yucia B-numgoyumos, 1ubo 3nauumenvHoe cHudceHue nepekitoyeHHvlx B-
kiemok  namsmu  (CD19+CD27+IgD-1gM-).  [lokazamenu  ummyHogpenomunuposanus

aumpoyumos npu XJIII2 ne cneyuguunvr. Jlna XJII3 xapaxmepna CD4-rumgonenus.
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Crnuoicenue HKT naubonee xapaxmepno ons XJII1I, moxcem ecmpeuamvcs npu XJIII2, ne
xapaxmepHo ons XJ1113

e Bcewm nanueHnTtam ¢ nogo3peHrueM Ha X-ClerieHHbIN auMdornpoaudepaTuBHbINA CHHAPOM
PEKOMEH/IyeTcsl OTMpe/elieHne BHYTPUKIETOUHOU dkcrpeccun OenkoB SAP u XIAP
METOJIOM MPOTOYHOM IUTOMETPUH IS OATBEPXKACHHS BepuHUKaIuy quarHosa [4].
YpoBenb yoeauTeabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH

J0KAa3aTeJIbCTB — 3)
Kommenrapuu: ona nayuenmos c¢ X/ u XJIII2 xapakmepro 3HauumenvHoe
CHUdICeHUe u noaHoe omcymemsue sxcnpeccuu 6eakos SAP u XIAP coomeemcmeenno.

e [lammentam ¢ momo3peHHMEM Ha X-CHEIUICEHHBIA JHMGONpoIudepaTHBHBIN CHHIPOM
PEeKOMEHAYyeTCcsl MOJICKYJISIPHO-TEHETHUECKOE HCCIIeIOBAaHUE COOTBETCTBYIOIIMX T'€HOB
(SH2D1A, XIAP (on xe BIRC4), MAGT1) mis mOATBEpKACHHS JMarHo3a y MarieHTa u
y APYTUX YICHOB CEMBU MYKCKOTO IIOJIa, a TAKKE JUArHOCTUKHA MaTepei-HOCUTEINeH
[25].

Yposenb  yOenurteqbHOcTH  pexkoMengamuii C  (ypoBeHb  J10CTOBEPHOCTH
0KA3aTeJbCTB — 3)

e [lanmeHntam c mojo3peHHeM Ha X-CHEIUICHHBIH IuMdonporrudepaTUBHBIA CUHIPOM
pexoMenayercsi mnpoBoauth IIIIP wuccnemoBanue kpoBu (MO TMOKa3aHUSIM APYTUX
Ouosornyeckux cpea) Ha omnpenaenenue coaepxkanus JIHK Bupyca Dmmrreiin-bapp
(OBbB), muwmromeranoBupyca (IIMB), repmeca 6 tuma (HHV VI), a Taxxe
MUKpPOOUOJIIOTUYECKOE  HUCCIEJOBaHME  OWOJIOTMYECKUX  Cpell NP  HAIUYUU
COOTBETCTBYIOIIUX OYaroB MH(EKIUHU ISl TUATHOCTHKU COMYTCTBYIOMIEH WHGMEKIUH U
OIIpEeJICTICHUS] BUPYCOJIOTUYECKOT0 cTaTyca namueHTa [16,26].

YpoBenb  ybOenureabHocTH ~ pekomenHaanmii C  (ypoBeHb  [I0CTOBEPHOCTH
0KA3aTeJbCTB -4)

Kommenrapun: Ceponoeuueckue uccnedosanus y nayuenmos c IIHJ[C, 6 uacmuocmu ¢
XTI, mano ungopmamusnvl. Bupyconoeuueckuii cmamyc nayuenma Xapaxmepuszyemcs
KONUYECBEHHbIM (NPeOnoYmumenbHo) Uil KauecmeeHHblM ONnpeoeieHueM Upycos MemoooMm
nonumepasnou yennou peaxyuu (IIL[P) 6 kposu, xane, 1uxkeope, 6pOHX0-a1bBEONAPHOM Aasaddice,
ouoncutinom mamepuane. B ciyuae XJIII 6 nepsyio ouepedb peKOMeHOO08AHO ONpeOenuns
Koauvecmeo konui eupyca IbB 6 kposu u, no nokazanuim, 6 opyeux cpeoax. Yuumuoieas [[MB-
u HHV Vl-accoyuuposannvie I'JII" pexomenoosano makice onpedeieHue KoIu4ecmea OaHHbIX
8UpYCcos 8 kposu u opyaux cpedax. Ilocesvl buomamepuana (Ha gropy u epubsl) ¢ onpedenreHuem
AHMUOUOMUKOYUYECMBUMENLHOCTU CO CTUSUCMBIX, U3 0YA208 UHGDeKyuU (8KII0Uas noces Kposu U

Mmouu npu coomeemcmeyiou;eﬁ cuManMamuKe), a mdakKoce noceesvl Kaaa, 6p0Hx061Jlb6€0ﬂ}lpH020
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Jaaeaosica, iuKkeopa u OUONCUOHHO20 mamepuaia p€KOM€H006aH0 npoeodumb 6cez0a npu Haaiuduu

qubeKLﬂlOHHblx o4acos.

[Taruentam ¢ mojo3peHueM Ha X-CUEMJICHHBIA JIuMdornponudepaTuBHbIA CUHAPOM
pexomenayercsi HLA-TunupoBanue a8 NOATOTOBKM K IEPECATKE KOCTHOTO MO3ra,
ONpEENICHUI0 COBMECTUMOCTH C CHUOJNMHramM, pOAUTEISIMH (IIPU  OTCYTCTBUH
CHOJIMHIOB), MJIM TUITHPOBAHKE JIJIS [IOMCKA HEPOJACTBEHHOTO A0HOopa [6,27].

YpoBenb  yOenurTeqbHOCTH  pekoMeHganmmii C  (ypoBeHb  J10CTOBEPHOCTH

JI0KA3aTeJbCTB - 3)

2.4 HacTpyMEHTAJILHAS AUATHOCTHKA

Bcem nmanmenTam ¢ mojjo3peHreM Ha X-CIeTICHHbIH TuM(onposndepaTuBHBINA CHHIPOM
pexoMenayercsi kommbtorepHas tomorpadus (KT) rpynHoit u OpromrHOW MOIOCTH €
KOHTPACTHBIM  YCHJIGHHEM Ui OIEHKHM BBIpQXEHHOCTH JuMdomnporudepanuu,
UCKITFOUEHHS JTUM(OMBI; MarHUTHO-pe3oHaHcHas Tepanuss (MPT) romoBHOro mosra c
KOHTPACTHBIM YCHJICHUEM JUISl OLICHKH IOPaKCHHS UEHTPAIbHOW HEPBHOM CHUCTEMBI
(LTHC) mpu T'JIT', a Takke A UCKJIIOYEHHUS BACKYJIMTA W €ro OCIOKHEHHH (Tpomb03,
aHeBpH3Ma M T.1.) y manuentos ¢ XJII11 [26,28].

YpoBenb  yOenutenbHocTH  pekomengamuii  C  (ypoBeHb  /10CTOBEPHOCTH
JI0KA3aTeJbCTB - 3)

Bcem nmanmenTam ¢ nopo3peHueM Ha X-CIEeIIeHHbIH TuMdonponndepaTuBHbINA CHHAPOM
pPeKoOMeHayeTcsi KOCTHOMO3rOBasi MyHKLMS Ui noaATBepxkAeHus Teuenus ['JII', a Takxke
OIIEHKH €ro MOpPaKeHHs KOCTHOTO MOo3ra npu pa3Butiu jJumMdpom [10].

Yposenb  yOenurtenbHocTH  pekoMeHgammii C  (ypoBeHb  [10CTOBEPHOCTH

JI0KA3aTeJIbCTB - 3)

[Tanmentam ¢ mopo3peHneM Ha X-CHEIUICHHbIH JMM@ponpoarudepaTuBHbIM CHUHAPOM,
OCJIO)KHEHHBIM  remodaronurozom uiaum  Backyautom ¢ nopaxenuem LHC,
peKoMeHaAyeTcsl JTIoMOanbHasi MyHKIUS ¢ UTOJOTHYECKUM HMCCIIEI0BaHUEM JIMKBOpA, a
TaKXKe OINpe/eieHNue COJAepKaHus Oelika, TJIOKO3bl, JJs TOATBEPXKACHUS WU
uckiroueHus Bopieuennoctu [{THC [16,28].

YpoBenb  yOeaureqabHocTH  pekoMeHgauuii C  (YypoBeHb  JI0CTOBEPHOCTH

0KA3aTeJbCTB - 3)

[Taruentam ¢ mojo3peHHMeM Ha X-CUEIJIEHHBIH JumbonponndepaTUBHbIA CUHAPOM
PEeKOMEeHAyeTCsl TI0 MOKa3aHHUSIM TaCTPOCKOMUS U KOJIOHOCKOIHUSI C TMCTOJOTHYECKUM
UCCJICIOBAaHHEM OHONTATOB JKENyJKa W KHIICYHHKA (IpU HAIWYHU KHIICYHOTO

CHUHApOMA) JUIsl YTOUHEHHUS XapakTepa MOpPaKEHUs JKEIyAOYHO-KHUILIEYHOIO TpaKTa
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(KKT) u pemenust Borpoca 00 IMMYHOCYIIPECCUBHON Tepanuu W/HWIA XUPYPTrHIECKOM
metoze jeueHus [29].
YpoBeHnb yoenuteabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH

0KA3aTeJbCTB - 3)

3. Jleuenue

3.1 KoucepBaTuBHoOe JieYeHHE

Llenv neuenus: cmabunusayusi cOCMOSAHUA, KOHMPOTb PA3ZGUBULIUXCS OCIONCHEHUU U
npedomspaujeHue Ho8blX 0CI0HCHe Ul Ha nepuod noocomosku Kk T1'CK.

Jeuenue numegpomoi. I[Iposooumcs no npomokonam aevyeHus IUM@Pom, 8 3a8UcCUMOCmu
om ee muna (cm. coomgeemcmeayoujue KiuHuyecKue peKomeHoayuu,).

Jeuenue 2emopazoyumapnozo numgozucmuoyumosa. I[Iposooumcs no npomoxkonam
neuenus I'JIT, 6 nacmoswee epems — no npomoxony HLH2004 (0excamemazon™*, smonozuo™*,
YUKTOCNOpUH™™ - cm. coomeemcmeyiouue KiuHuyeckue pexomenoayuu). [lonyckaemcs 6
Kauyecmee OONOJHUMENbHOU ONYuu NpuUMeHeHue aHmMUyumoKuHo8ol mepanuu, Hanpumep,
npenapam MOHOKIOHALHBIX aHMumen K 4Yel08eyecKoMy peyenmopy uHmepieukuna 6 —
#Toyunuzymab™™, a makoce npumenenue cerekmuenozo uneubumopa JAK-xunazvr —
#Pykconumunuba™*-nasnauenue KOMOpPvIX OOIHCHO PACCMAMPUBAMBCSA  UHOUBUOYATLHO 8
kascoom konkpemuom cayuae [30-32].

Jleuenue éocnanumensvho2o 3a60ne6anun KuuwiedHuka. IIposooumcs no npomoxkonam
JleYeHUsl B0CNANUMENbHO20 3a001e6aHUsL KUUEYHUKA, 8 3A8UCUMOCTNU OM 2UCMOI02UYeCKOU
KApMUuHbsl (CM. COOmMeemcmeyrowue KiuHuieckue pekomeHoayuu,).

e Bcem manuentam ¢ XJIII pekoMenayercst MpoBEICHUE 3aMECTUTEIBHON TEPAITMU
BHYTPUBEHHBIMU HMMYHOTTI00ynHamMu (BBUT™**) TobkO BRICOKOTO KauecTBa BBUILY UX
BHUPYCHOM 0€30MacHOCTH, B TOM YHCJIE B OTHOIIIEHUH MapBoBupyca B19, koTopsiii
cMepTeNbHO omaceH Juisd naruentos ¢ [TU]] [2].

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH
0KA3aTeJbCTB - 4)

KommenTapum: mepanusi npogooumcs nojicusHeHHo\0o MOMEHmMa 60CCMAHOBEHUS.
ummynumema nocie TI'CK ¢ cmanoapmuvix pesxxcumax 6 0oze 400—600 me/xe seca 1 paz 6 3-4
Hedenu, ¢ yeavto noooepiicanus ypoes 190G ne nuoce 6 2\ [2]. B cayuae, ecau oannas
KOHYeHmpayus He 00CMUSHyma, NOKA3auo ygeeaudenue pazosou 0036t BBUT™* 0o 0,8 -1 ep/ke
UU COKpaujeHue UHMeps8ala mMexcoy 66edeHusmMu npenapama 0o 3-x Heoens. llpumenenue

UMMYHO2100YIUHA Yenoseka Hopmanvusill [IgG+IgM~+IgA] ** ons enympusenno2o gedenus, a
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makKorce uMMyHOZJZO5yJZuHCl onsa GHYMPUMbBIULEYHO20 66e0erusl npomueonoKa3saro u3-3a eco

HeaghpexmusHocmu y nayueHmos ¢ OaHHbIM OUASHO30M.

[Taniuentam ¢ XJIII, ocnoxuenubiM DbB-undekiueli pekoMenayeTcs JieueHre

#purykcumabom™* [27].

YpoBenb yoenurteabHocTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH I0KA3ATEJIbCTB -

3)

Kommentapun: Crneyuguueckue supycocmamuxu, akmuguvie 8 omuouwleHuu IBB, na

ceco0HAWMNUNL OeHb omcymcmsytom. Tax kax OBB ungexyus npedcmasnsiem yepo3y HCU3HU

nayueHma, npu 8bl6IeHUU BUPEMUU PEeKOMEHO0BAHO NposedeHue mepanuu Epumykcumabom™* 6

0oze 375 me / m2 1 pa3 6 Hedento 4 Hedenu, oaree — NO HeEOOXOOUMOCMU NOO KOHMPOIEM

supemuu.

[Tartuentam ¢ XJIII ¢ meritponiernert meree < 1,0 x109/m1 mocie uckitodeHus
remo¢aronuTo3a u reMo0J1acTo3a peKoOMeHayeTcsl Ha3HAYCHHE MPernapaToB KOPOTKOTO
JIEUCTBUSI TPAHYJIOLHUTAPHOTO KOJIOHUECTUMYIIUPYIOUIETO (hakTOopa PEKOMOMHAHTHOTO

(pul'-KC®) s ocTHXREHHS ¥ OAIEPKAHUSA a0COTIOTHOTO KOJIMYECTBA HEUTPODHIOB
>1,0 x109/1 [33].

ypOBeHb Y6eIlI/lTeJ1bHOCTI/I peKOMeHHaHHﬁ C (ypOBeHB AO0CTOBEPHOCTH 10KA3ATECJbCTB -

4)

Kommenrapumn: /Josuposka u kpamuocms 88edenuis ienocpacmuma u gunepacmuma™>

noobupaemcs UHOUBUOYATLHO.

[TpodunakTuyeckas NpOTUBOMUKPOOHAs Tepanus peKOMeHAyeTcsl BCeM MalleHTaM C
XJIIT ¢ oTATOIEHHBIM HH(EKIIMOHHBIM aHAMHE30M /10 MOMEHTA CaHallui XPOHUUYECKUX
ouaroB HH(peKIH, He MeHee 3 MecaleB. Beioop npenapara paccMaTpuBaeTcs
WH/IMBUIYAIHO B KaXX/IOM KOHKPETHOM CJIy4ae, B TOM YHCIIE C yU4ETOM
qyBCTBUTEIBHOCTH BbISIBIEHHONW MUKpOGuopbl. CTaHAapTHAs NpOopHIaKTHIECKas
aHTHOaKTepualIbHAs Tepanus — a3uTpoMUIMH** 1 OMI/Kr/cyT 3p/Hen., TakKe Ha3Ha4aeTcs
(0COOEHHO MpH HATMYUK HEUTPOTICHUH) TIPO(UITAKTHYECKAsT TPOTUBOTPUOKOBAS TEpaTTHsI

— (baykonazon** 3-8 mr/kr/cyr.) [34,35].

YpoBennb yoeaurebHOCTH pekoMeHaanuii C (ypoBeHb JOCTOBEPHOCTH 10KA3ATEIbCTB -

4)

3.2 XMpypruyeckoe Je4eHue

[Tatmentam ¢ XJIII pexomeHayercsi MO MOKa3aHUSAM XUPYPrUYECKOE JIEUEHUE B
3aBUCUMOCTU OT OCJIO)KHEHWH. [Ipu BBIpaKEHHOM S3BEHHOM IOPAXEHUHM KUILIECYHUKA

1eJIECO00Pa3HO PACCMOTPETh BOMIPOC O BBIBEJICHUM CTOMBI Ha Bpems npoBenaeHus TI'CK
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U paHHETro MOCTTPaHCIUIaHTAMOHHOTO mepuoa [29,36].

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH
J0KA3aTeJbCTB - 3)

3.3 TpancIaHTALMA TeMaTonodTHYecKuX cTBOJ0BbIX KJIeTOK (TT'CK)

e [lanmmentam ¢ XJIII pekomenayercst nposenenune TI'CK, sBisttomeiicsi e IMHCTBEHHBIM
KypaTUBHBIM METOJI0M JeueHus nauueHToB ¢ XJIII. [IpoBoguTcs OT poACTBEHHOTO
COBMECTHUMOTI'0, HEPOJICTBEHHOT'O COBMECTHUMOTO WJIH TaIlJIONICHTUYHOTO JOHOPA 10
METOIUKaM, MCII0JIb3yeMbIM B KOHKPETHBIX 1eHTpax [6,37].

YpoBeHb yoeauTeIbHOCTH pekoMeHnaanuii B (ypoBeHnb 10cToOBepHOCTH

JI0KA3aTeJIbCTB - 2)

4. PeaOnuranus

e Jlatmentam c¢ XJIII pexomenayercsi peabumurtanus 1ocine npoeacHuss TICK,
BKJIIOYAIONAs  BAaKIMHAUMIO B COOTBETCTBMU C HAIIMOHAJIBHBIM KaJCHAAPEM, MPHU
HEOOXOIUMMOCTH — KOHCYJIBTALIUHU C TICUXOJIOTOM, CIIeUaINCTaMU JeueOHON (hr3ruecKoi
KyabTypsI [38].

Yposenb  yOenurTenbHocTH  pekoMengamumii C  (ypoBeHb  [10CTOBEPHOCTH

0KA3aTeJIbCTB - 4)

5. IpoduiaakTuka u AUCNaHCEPHOE HADJIIOIEHHE

e [Jlanmentam c¢ XJIII pexomenayercsi MPOBOAUTH MPOPUIAKTHUECKUE MEPOIPHUSITHS,
BKJIFOYAKOIIME MEAUKO-TEHETHUYECKOE KOHCYJIBTHPOBAHHE CEMEH M INPEHATAIBHYIO
JUArHOCTHKY, KOTOpas NPOBOAMUTCA C TIOMOIIBIO MOJIEKYJISIPHO-TEHETUYECKOTO
UCCIIeIoBaHMsl OMONTaTa XOpPUOHA C BBISIBIEHHEM MYTallMd COOTBETCTBYIOIIETO I€Ha,
YTO MO3BOJISET MPEIOTBPATUTH POKICHUE APYTUX MAMEHTOB C JaHHBIM 3a00JI€eBaHHEM
B cembsix XJIIT [38].

YpoBensb yoenurebHOCTH pekoMenaauuii C (ypoBeHb JOCTOBEPHOCTH

JI0KA3aTeJIbCTB - 4)

e [lammentam ¢ XJIII pexkomMeHayeTcsl AMCIIaHCEpHOE HAOIIOJEHHE TMeauaTpa WIH
aJJIeproyiora-MMMYHOJIOTa TIO  MecTy JkurTenbcTBa. IIpodmnakrtuyeckas Tepanus
IPOBOJIUTCS aMOYJIaTOPHO, ATUTEIbHO — 10 MoMmeHTa nposeaeHus TI'CK. IlanueHTs u

YJIEHBI UX CEMEH JOJDKHBI ObITh 00yUYCHBI MPaBUIIaM WHIUBUAyaIbHOU Turrens! [38].
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YpoBenb yoenurteabHocTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB -

4)
KommenTapumn:
Jlabopamopnsle u uncmpymenmanvHble UCC1E006aAHUSA

® OOwuii KIUHUYeCKUll aHanu3 Kposu (obsizamenen noocuem AeUKOYUmapHou ¢opmyiivt)

nposooumcs 1 paz 6 1 mec, no nokazanusm — uauye.

® buoxumuueckuti ananus Kpoeu ¢ onpedeﬂeHueM AKmueHocniu ne4YeHO4YHblX qbepMeHmoe‘, C-

peaxkmugnoeo beaxa — 1 pasz 6 1 mec, no nokazanuam — uawe.

® Oowutl ananusz Mouu — 2 pasa 8 200, N0 NOKA3AHUAM- Yauje

® Dnexmpokapouoepagusa (OKI) — 1 pa3z 6 200.

® Viempassykosoe uccrnedoganue (Y3H) oprowmnoii nonocmu — 1 pas 6 3 mec.

® Peumeenocpagus epyonou kiemku — 1 paz 6 200.

Ilepuoouunocmov ocmompa cneyuaiucmamu, RPOBOOUBUMU MEPANUIO
Annepeonoe-ummynonoe ocmampusaem nayuenma I pas é 3 mec.
Ilepuoouynocms KOHMPOLLHBIX OCMOMPOS CREYUATUCTIAMU CMENHCHBIX CREYUATbHOCEl:

» ocmomp cemamonoea - 1 paz 6 3 mec;

= ocmomp okyaucma — 1 paz 6 6 mec;

» ocmomp cmomamonoza — 1 pas 6 200;

» ocmomp omoaapuneonoea — 1 paz 6 200

* ocmomp Hesponoea — 1 pasz 6 6 mec;

Bakyunayus 0o nposeoenus TI'CK ne noxaszana.

6. lonoiHuTeNbHAS UH(OPMALIMS, BIUAIONIAS] HA TEYEHUE U UCXOJ]

3200J1eBAHUSA

IIporuos

[Ipn ycmemnoi TI'CK mporHo3 kadectBa M NHPOJOJDKUTEIBHOCTH JKU3HU B IIEJIOM
OJ1aronpusATHBIA, OH BO MHOIOM ONpeNeisieTcs TSHKECThI0 C(HOPMHUPOBABIIUXCS K MOMEHTY
TPAHCIUIAHTAIlMM XPOHUYECKHX OYaroB MHQEKIMH U MOpakeHHs opraHoB. [Ipornocruyecku
HeOnaronpusaTHeIM (akTopoM K MomeHTy TI'CK sBisercss oTcyTCTBHE BBIXOJA B PEMHCCHIO

['JIT" w/vmu 30KauecTBEHHOMN TuMQompondepaniu.
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CemeiiHOe KOHCYJIbTHPOBAHHE U NPEHATAJIbHAS IMATHOCTHKA.

Cewmpbst narmenrta XJII1

[Tocne nmocranoBku manueHty auarnosza XJIII pexkomeHI0BaHO CpodyHOE OOCIETOBaHHE
BceX OpaTheB (MO MOKAa3aHUSAM — JIBOIOPOJHBIX OpaTheB) MAIMEHTAa, HE 3aBHCUMO OT BO3pacTa,
TaKk Kak OHU MOTYT UMeTh OECCHMIITOMHOE 3a00JieBaHuE, elle He WH(DUIUPOBABIINCH BUPYCOM
OBbB. Tem He MeHee, PHCK CMEPTEIBHOIO HCXOAA\TSDKEIEHINNX OCIOKHEHHUH HpHU IEPBOM
KOHTAaKT€ C BHPYCOM HACTOJIBKO BEJIMK, 4YTO OeccMMNTOMHBIM manueHtam ¢ XJIII Takxxe

pekomennoBatno nposeaenue TT'CK [5,6].

[IpenaTanbHast AMarHOCTUKA MOKa3aHa MPHU BCEX MOCIEAYIOMUX OepeMEHHOCTIX MaTepu
B JTaHHOM Opake U B JApyrux Opakax ( X-CIeMIeHHbIH TUI HacienoBanus). [Ipu X-crerieHHoM
TUIIE HACJIEJOBAHUS PEKOMEHJIOBAHO TECTUPOBAHME HAa HOCHUTEIBCTBO MYTALlUU CECTEP
NanUeHTa, BCEX CECTep MaTepu JIETOPOJHOrO BO3pacra, IO [OKa3aHUAM — JIPYTHX

POICTBEHHUKOB JeHCKOrO Tona [5,25].

THarment XJIIT mocne TI'CK

Puck 3aboneBanus y nereil nauuenta cocrasisieT meHee 0,1%. Bce nodepu nanueHta

ABJIAIOTCA HOCUTCIIIMU MYTAHTHOI'O I'€HAa, UM PCKOMCHAOBAHO ceMeiiHoe KOHCYJIbTHPOBAHUC

[25].
I'ennast Tepanus

B mHacrosmee BpEMA HUAYT AKTHBHBIC KIIMHUYCCKUC HCCICAOBAHHUSA, KOTOPBIC HOAAYT
BO3MOXHOCTb PYTUHHOI'O HNPUMCHCHUA TeHHOM T€palnu, B TOM YHCIIC U IIPpU X.HH, TEM HC

MEHEE Ha CEeTOJIHSIIHUM He SBISEeTCA TepaHeBTI/I‘lCCKOﬁ MOJAJBbHOCTBIO [39]

I_IOHO.]IHI/ITCIII)HLIC METOAbI JTUATHOCTUKHU

g nanuentoB ¢ XJII2 xapaktepHo cHmxkenue npoaykuuu T NF-alpha mononuTamu B
orBerT Ha crumyisnuio NOD2 peuentopoB. B cBA3M ¢ 3TUM B KadyecTBE JOIMOJHUTEIHHOTO
MeToAa Bepu(UKalMW JMarHo3a MalMeHTaM ¢ [OAO03peHHeM Ha  X-CIETJICHHBIH
aumbonponudepaTUBHBIA CUHAPOM 2 THUIA peKOMEHAyeTcsl ompeneneHue npoaykiuun TNF-
alpha MoHoIMTaMK B OoTBeT Ha WX ctuMmyssinuto auraggomM NOD2-penenropos - L18-MDP (B

Poccuun manHoe uccnenoBanue moka He npooautcsi) [12].

Kpurepuu oueHkn kayecrsa MeAUIMHCKONA IOMOLIH

No Yposenn Yposennb
Kpurepun xauecrsa JAOCTOBEPHOCTH | yOeAHTEeJIbHOCTH
JA0Ka3aTeJIbCTB | PeKOMeHJanui
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Kpurtepuu xkavyecrBa

YpoBeHb
AO0CTOBEPHOCTH
A0KA3aTeJIbCTB

YpoBeHb

y0eauTeJbHOCTH
peKoMeHanuil

BrimontHeH cOop anamHe3a 1 kano0, GU3uKaIbHOE
00cIieIoBaHNE BPAuOM-T'€MaTOJIOTOM H/HIIN
QIIIEPT0JIOTOM-UMMYHOJIOTOM

C

3

BrimonHneno 6a3oBoe naboparopHoe 00CiIeI0BaHIE
(KJIMHUYECKUH aHaIu3 KPOBH; OMOXMMHYECKHMA
aHaJIM3 KPOBU (MOYEBHHA, KPEATUHUH, (DpaKIHK
OounpyOnHa, acriapTaTaMHHOTpaHCc(epasa,
QITaHMHAMUHOTpaHcdepas3a, anbOyMrHa,
MaKTaTAeTUAPOTeHasa, menodnas ¢ocdarasa,
[IIF0K03a, TPUITHLIEPUIbL, pepputut, C-peakTUBHBIN
0emo0K, (MOPUHOTEH)

BbIMoIHEHO HHCTPYMEHTAIbHOE 00CIeI0BaHNe
(kommbroTepHast TOMOrpadus TPYAHON U OPIOLIHOM
[10JIOCTH C KOHTPACTHBIM ycuiieHueM win Y31
OPIOIIHOI MOJIOCTH M PEHTTeHOTpadusi TPYIHON
KJICTKH

IIpoBeneHO NMMYHOJIOTHYECKOE 00CIeJOBaHNE
(ompeneneHre MMMYHOTJIOOYJIMHOB CHIBOPOTKU KPOBH
lgG, 1A, IgM, nmmyHopeHOTHITHPOBAaHHE
ITUMQOIMTOB)

[IpoBeIeHO BUPYCOJIOTMYECKOE UCCIIEIOBAHUE JIS
MCKIIIOUCHHS BUpeMun DmiteiH-bapp Bupyca,
[IUTOMEraJIoBUpYycCa, BUpyca reprieca 6 Tumna ¢
rmomoiisio Metoaa ITIP

HpOBCI[eHO MOJICKYJISIPHO-TCHECTUYCCKOC
MCCIICAOBAHNEC MOTCHIUAJIBHO ITOPAKCHHBIX TCHOB

(SH2D1A, XIAP, MAGT1)

[Ipu mogo3peHuu Ha reMo(arouTo3 BHIMOIHEHA
KOCTHOMO3I0OBasi MyHKIIHS

BrinonHeHa moM0OanbHast MyHKIKS U MArHUTHO-
[p€30HaHCHAasi TOMOTpadusi FOJI0BHOIO Mo3ra (Ipu
[10/103pEHUH Ha IOPAKEHHUE LIEHTPAJIbHOM HEPBHOM
CHCTEMBI)

ITpoBeneHa 3amecTUTENBHAS TEpANUs IperapaTaMu
BHYTPUBEHHBIX IMMYHOTJIOOYJTMHOB

10.

[IpoBeneHa anTubakTepranbHas, IPOTUBOrPUOKOBas
Tepanuy ¢ NpopUIAKTUIECKOM LIeNbl0 Ha 3Tare
HaOJII0ACHUS TIPU HAJTMYUY PELUIUBUPYIOILUX
MH(DEKIIMOHHBIX 3a00JIEBaHUSX
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No YpoBeHb YpoBeHb
Kpurepun kauecrBa JAOCTOBEPHOCTH | yOeIuTeIbHOCTH
A0KA3aTeJNbCTB | peKOMeHAauuii

11 [IpoBeneHo cemelHOE TeHETUYECKOE C 4

KOHCYJIbTUPOBAHHE ITALIMEHTA, €TI0
HEIOCPEACTBEHHON CEMbBH, a TAKXKE IPYIUX
[POJICTBEHHUKOB C LIEJIbI0 HH(POPMHUPOBAHUS HX O
pricKax 3a00JieBaHuUs y HOTOMCTBA MallMCHTa\4JICHOB
CCMBH.
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IIpunoxenune Al. CocraB padoueii rpynnbl

banamos JImutpuii HwuxosaeBH4 — JOKTOp MEIUIMHCKUX HAayK, WIEH
HanuonaneHOro oO0mecTsa 3KCNEpTOB B OOJIACTH MNEPBUYHBIX HMMMYHOAE(DUIIUTOB, WIEH
HaumonaneHOTro 00111€CTBa JETCKUX T'€MaTOJIOrOB U OHKOJIOTOB.

PonneasT AHHa ApTrypoBHa - wieH HarmonanbHOro o0miecTsa 3KCepToB B 001acTu
NEPBUYHBIX MMMYHOAEPUIMTOB, wieH HamuonanbHOro oOmiecTBa AETCKMX IeMaToloroB U
OHKOJIOTOB, wieH EBponelickoro oduiectBa MUMMYHOIE(PHUIIUTOB

PymsinueB AJjexcanap I'puropbeBHY - JOKTOp MEIMIMHCKHX Hayk, Hpodeccop,
akaneMuk PAMH, mpesunent HanmonamsHOTO OOIECTBa HKCIEPTOB B 00JIACTH MEPBUYHBIX
UMMYHOAEPUIMTOB, wieH HalmoHnaasHOro obmiecTBa 1eTCKUX reMaToIoroB M OHKOJIOTOB, YWIEH
EBponeiickoro o61iecTBa reMaTosoroB.

Ilepouna AnxHa IOpbeBHa — [OKTOp MEOWIIMHCKUX HaykK, mpodeccop PAH,
UCIIONHUTENbHBIN aupexkTop HannonanbHOro oOmIecTBa 3KCHEPTOB B 00JIACTH MEPBUYHBIX
UMMYHOAEPUIMTOB, wieH HalmonansHOro obmiecTBa 1eTCKUX reMaToIoroB U OHKOJIOTOB, YIEH
EBponeiickoro o61iecTBa UMMYHOIE(HUIUTOB.

Kongauxkr unarepecos: Illepouna A.FO. ocymiecTBiseT 1EKTOPCKYIO AE€ATEIBHOCTD

npu nojaep;kke kommanuii CSL Behring, Kedrion, Biotest, P@apwm, siBisromuecs
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U3rOTOBUTEISAMU\TUCTPHOBIOTOPAMH ITPENapaToB BHYTPUBEHHBIX KIMMYHOTIOOYIiHOB. He

y4aCTBOBaJIa B IPUHATUA OKOHYATEIIbHOM peaakuuu pasaciia JCUCHUA.
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IIpunoxenue A2. MeronoJiorus pa3padoTKki KJIMHHYECKUX PEeKOMEH A i

HeseBasi ayIuTOPUS JAHHBIX KIMHUYECKUX PEKOMEHIALMIA:

I'emartosoru

AJ1epronoru- UMMYHOJIOTH

[Iennatper

NH}eKnoHuCThI

1
2
3
4. ["actposnTeponorus
5
6

Bpauu o6meit npakTHKu

Ta6aunna I11 — YpoBHU JOCTOBEPHOCTH JJOKA3aTEIbCTB

YpoBeHb
J0CTOBEPHOCTH

HcTouHNK 10KA3aTEIbCTB

1 (1)

[IpocniekTrBHBIE PaHAOMHU3UPOBAHHBIE KOHTPOIMPYEMBIE HCCIIEIOBAHUS
JlocTaTOYHOE KOJIMYECTBO MCCIENOBAHUN C JOCTATOYHOM MOIIHOCTBIO, C
ydacTHeM OOJIBIIOrO KOJIMYECTBA MNAIMEHTOB M IOJIYy4EHHEM OOJIBILOrO
KOJIMYECTBA JaHHBIX

Kpynueie meta-ananussl

Kak MMHMMYM OJHO XOpOLIO OpPraHM30BaHHOE PaHIOMHU3UPOBAHHOE
KOHTPOJIMPYEMOE MCCIEA0BAHNE

Penpe3enTaTuBHas BBIOOpKA MALMEHTOB

Q)

[IpocnexkTuBHBIE C paHAOMM3anMed Wi 03  HCCIECIOBAaHUS  C
OrpaHUYEHHBIM KOJIMYECTBOM JaHHBIX

Heckomnbko uccnenoBanuii ¢ HeOOIBIINM KOJIHMYECTBOM ITAllHEHTOB
XO0po1I0 OPraHu30BaHHOE NPOCIIEKTUBHOE UCCIIEI0BAHUE KOTOPTHI
Mera-aHanu3bl OrpaHUYEHbI, HO MPOBEJEHBI HA XOPOIIEM YPOBHE
Pe3ynbrarhl HE Mpe3eHTAaTUBHBI B OTHOILIEHUHU LIETIEBOM MOMYISIUN
XOpoIo OPraHN30BaHHbBIE UCCIICIOBAHUSI «CIy4ali-KOHTPOJIbY

11 (3)

HepangomuzupoBaHHbIE KOHTPOIUPYEMBIE UCCIIEIOBAHUS

UccnenoBanust ¢ HEAOCTaTOYHBIM KOHTPOJIEM

PannomMusnpoBaHHbIe KIMHUYECKHE HCCIENIOBAaHUS C Kak MHUHUMYM |
3HAYUTEILHOMN HIIH KakK MUHAMYM 3 HE3HAYUTEJIbHBIMU
METOJI0JIOTHUECKUMHM OIIMOKAMH

PerpocniexkTuBHBIC MK HAOIIOATEbHBIE UCCIICTOBAHMS

Cepust KIMHHYECKUX HAOTIOACHHIA

[IpoTuBOpeunBEHIE JTaHHEIE, HE MO3BOJISIONINE chopMHUpOBaThH
OKOHYATEJIbHYI0 PEKOMEHIAllUI0

IV (4)

MHeHne  JKcmepTa/maHHBIE W3 OTYeTa  OKCIEPTHOM  KOMHUCCHH,
HKCIIEPUMEHTAILHO MOATBEPK/ICHHBIE U TEOPETHUECKH 000CHOBAHHBIE

Tadauua I12 — YpoBHU yOeIUTETEHOCTH PEKOMEHIAITHI

YpoBeHn
p Onucanne Pacuu¢poska
y0euTeJIbHOCTH
Pexomenmanyst ocHoBaHa Ha Meroa/Tepanus IepBOM JTUHUY;
A BBICOKOM yYpPOBHE JIOKA3aTE€IbHOCTH | JIMOO B COYETAHUU CO CTaHAAPTHOU

(kak MuHUMYM | yOenuTenpHas METOAMKON/Tepanuei




nyonukarus | ypoBHs
JI0Ka3aTeIbHOCTH, IIOKA3bIBAIOILAS
3HAYUTENIbHOE MPEBOCXO/ICTBO
110JIb3bI HaJl PUCKOM)

Meroa/Tepanusi BTOpO# JIMHHH;
1100 mpu OTKa3ze,
IPOTUBONOKA3aHUH, UIH
Hed((HEKTUBHOCTH CTaHIAPTHOMN

Pexomenpanus ocHoBaHa Ha
CpeIHEM YPOBHE JOKa3aTeIbHOCTH
(xax MuHUMYM | yOeauTenbHas

B nyonukanus |l ypoBHs

METOAUKH/TepaInu.
JI0Ka3aTeNbHOCTH, I0Ka3bIBAIOILAS

Pexomennayercs
3HAYUTEIIBHOE NPEBOCXO/ICTBO

MOHUTOPHPOBAHUE TOOOYHBIX
10JIb3bI HaJl PUCKOM) o

SIBJICHUI

Her Bo3pakeHuii IpoTUB JaHHOTO
METO/1a/Tepanuy UiH HET
BO3paKEHUH IPOTHB
IPOJOKEHUS JTAHHOTO
MeTO/1a/Tepanuu

PexoMennoBaHo npu OTKase,
MPOTUBONOKA3aHUH, UIH
Hea(ppekTUBHOCTH CTaHIAPTHON
METOUKH/Teparuu, IPH YCIOBUU
OTCYTCTBHSI TOOOYHBIX 3(hheKkToB

Pexomennanust ocHoBaHa Ha cabom
YPOBHE JI0Ka3aTeIbHOCTH (HO KaK
MUHUMYM | yOenurenbHast
nyomukarus |1 ypoBus

C JI0Ka3aTeIbHOCTH, TIOKA3bIBAFOIIAS
3HAYUTENIBHOE [IPEBOCXOJICTBO
MOJIb3bI HAJl PUCKOM) UIU

HET yOeAUTEeNbHBIX JaHHBIX HU O
M0JIb3€, HU O PUCKE)

OtcyTcTBHE YOeIUTENbHBIX
nyonukauii |, 11 v 1l ypoBHs
JI0Ka3aTeIbHOCTH, TIOKA3bIBAIOIINX
3HAYUTEIHHOE MPEBOCXOACTBO

D HOJIb3bI Ha/l PUCKOM, JTO0 He pexomenaoBaHo
yoenutenbHble myonukanuu |, 11
i |l ypoBHS 10Ka3aTenpHOCTH,
MOKa3bIBAIOIINE 3HAYUTEIHHOE
IIPEBOCXOJICTBO PUCKA HaJl MOJIB30M

IMopsiniok 00HOBJIEHUS KIMHUYECKUX PEKOMEHAAH.

Mexanu3m 0OHOBJICHUS KIIMHUYECKUX PEKOMEHIAININ TIPEeIyCMaTPUBAET UX
CHCTEMAaTUYECKYIO aKTyJIM3AINIO0 — HE PEXKE YEM OJMH Pa3 B TPU roJia, a TAKXKE MPH MOSBICHUU
HOBBIX JAHHBIX C MO3ULIMH JI0KA3aTEIbHON MEIULIMHBI IO BOIIPOCAM JUArHOCTUKH, JICUCHHS,
NpOoQUTAKTUKA U PeadMIUTAIIMK KOHKPETHBIX 3a00JIeBaHUi, HAIMYUH 00OOCHOBAaHHBIX

JIOTIOTHEHU/3aMeuaHuil Kk panee yrBepk€HHbIM KP, HO He yvamie 1 pasza B 6 mecs1ieB.
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Ipuioxenue b.

AJIropuT™M 1IOAX010B K JieueHuto XJIIT

PerynapHan samectutensHan Tepanua BBUI +/-
npodunakTMyeckaa NpoTMBOMMKpo6Haa Tepanua

l

Hanwuune 36B B KpoBM
(meTogom MNUP)

|

DA HET
NeuyeHune putyKcumabom

-t - ¥ ————————
| Hanwuuue npusHawos MMl Hanuune numdpombl Hannuune B3K
(N I N A N I |

v v 3 ¥ Y ) 4

OA HET DA HET OA HET

l l A 4

fNeuenue no NeyeHue no NeyeHue no
npotokony HLH NPOTOKONY NeyeHua NPOTOKONY NeYyeHUA
numdpom B3K
1L v v

A

Moprotoska K TICK

r 3
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Aaroput™m noaxoaos kK TT'CK npu XJIIT

| AOwarnosz XJ1MN |

|

Hanunumne cubnuuros

| l

DA HET
HLA TunupoBaHue
| CoBMecTUM | | He coBmectum |
A 4
PopcreeHHan TICK ot TICK oT anbTepHaTMBHOIO JOHOpPA
NO/IHOCTbIO COBMECTMMOTO (rannonpaeHTMYHOro/HEPOACTBEHHOIO
AOHOopa cosmectumoro)*

*Bpi6op Buga TI'CK 3aBUCUT OT TEXHUYECKMX BO3MOXKHOCTEH LIEHTPa, B KOTOPOM

nposoautca TI'CK
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Hpuiaoxenue B. Undopmauus A4 nanueHra

X-cuerneHHbii auMdonponudeparuabiii cuaapoM (XJIII) — 370 KOMOMHMPOBAaHHBIN
nepBuyHbli  UMMmyHoaepuuut (ITMJ]), xapakTepusyromuiicss aTUIIAYHOM peaknuer Ha
uHdpeknuo Bupycom DmmteiiHa-bapp (ObB), BciencTBue yero pazBuBaeTcs reMo(daromuTos,
JUCTaMMAaryioOyTMHEeMHEe, ayTOMMMYHHOW TATOJOTHUEH, ¥ , B 3aBUCUMOCTH OT THIIA,
35okauecTBeHHON JuMdonpomudepanueit. Ha cerogusmuuii nens Boigenstor 3 tuna XJIII ¢
mytauusimMu B reHax SH2D1A, XIAP u MAGT1, cOOTBETCTBEHHO.

Bricokas mpenpacrnonoxkeHHOCTs K ObB-uHbeknum, mnpuBoasmas K pPa3BHTHUIO
(GyIbMUHAHTHOTO MOHOHYKJIC03a, MPEICTABIISIFOIIET0 CO00W (GaKkTUYecKH TreMo(aromuTapHbIi
TUMGOTUCTHOLIUTO3, W HAPYIIEHHE KOJMYECTBEHHOIO COCTaBa HMMMYHOTJIOOYJIMHOB KpPOBU
SIBJISIFOTCSL OOITUMU XapakTepuctukamu 11 Beex BuaoB XJIII. XJIIT 1 tuna gyacto ociioxkHsAETCS
pasBuTHeM JIUM(POM, KaK MpaBuiio B-kieTtounsix, B To Bpems kak st XJIII 2 Tuma xapakTepHoO
dbopMHUpOBaHHE KOJIUTA, HE MOJJIAIOIIETOCS JICUCHUIO CTAHAAPTHBIMU METOJIaMU TEpanuu, U
HEPEIKO TpeOYIOUIEro XUPYPrudeckoro BMeEIIATeNbCTBA I PE3EKUUHU  HEOOpaTUMO
MOBPEXICHHOIO YYaCTKa KHUILKH.

Knuandecku cToUT 00paTuTh BHUMaHKUE Ha MOSBUBIIMICS C pAaHHETO BO3pAcTa KUJIKUI
CTyJl, HAJIWYHC YBEIMYCHHBIX JIMM(OY3T0B (TeHepanu3oBaHHAsS JUM(AJICHONATHS WU
YBEIIMUEHHUE OJHOU TpyMIbl JIUMGPOY3TIOB B CIydae pa3BUTHUS TUMQPOMBI), STTU30bI JIUXOPATKU
0e3 sIBHOTO ouara MH(EKIMU U OTBETa Ha aHTHOaKTepHuanbHylO Tepamnuto. [lociennee mMoxer
COTPOBOXKAATHCS  yBENIMUYEHUEM TMEYEHHU/CENEe3€HKH U  SIBISAThCA HEMONHOW  (dopmoit
reMogaronuTapHoro cuaapoma. Takxke SMU30,1bI TUXOPAIKUA U\IIIK CyOpeOpHiIuTeTa C MOTaMu
U TIOTepe Macchl Teida MOTyT OBITh MNpPHU3HAKAMU 3JI0KAYECTBEHHOTO 3a0oJieBaHUA (Tak
Ha3bpIBaeMmble «B» cumnTombl mpu nuMdome, Hanmpumep). YBelWYeHUE NMEYCHH U Celle3eHKU
BO3MOXKHO W Kak TmposBieHHe XpoHudeckoil DObB wmudexnuun unu numdomsr. Ilossrenue
MATHUCTO-TIANYJIE3HBIX BBICBIMTAHUN TaKkKe JOJKHO HacTopakuBath B mane [JIT.

YV nammentoB ¢ XJII 1 m 2 Tuma MOryr oTMe4aTbCsl ISITHUCTO-TIAMYJIE3HBIE CBIIH,
xapaktepasle s [JII. Ilpu pa3BUTUM HHUTONEHHWH, B TOM 4YHUCIE€ TPOMOOIMTOINEHUU,
OTMEYAEeTCA reMOpparuieckas Chlib.

Jleuenne mammentoB ¢ XJIII mpeacraBnsieT co0OW KOMIUIEKCHBIM TOAXOM, BKJIFOYAst
CBOEBpeMEeHHOe M ajiekBaTHOe JiedeHue nmumdom, ['JII, ObB-undexnuu, xonmura. OgHako Tak
Kak Bb3AOpoBIeHHE OT JuMpombl unu ot [JI[T He rapaHTUpyeT OTCYTCTBHE IMOBTOPHBIX
SMU30/I0B, a KOJIUT Y JAHHBIX MAIUEHT OYEHb MJI0XO0 MOJIAETCS UMMYHOCYTIPECCUBHOM Teparnuu,
€IMHCTBEHHBIM IIAHCOM Ha IOJHOE BBI3IOPOBJICHUE B HacTosuid mMomeHT siBisgercs TI'CK.
TI'CK mpoBoauTcsi OT COBMECTHMOTO Opara\cecTphl, B UX OTCYTCTBHE — OT HEPOACTBEHHOTO

coBMecTUMOro JoHopa uin ot poaurteneid. Mcxoasl TT'CK 3aBUCSIT BO MHOTOM OT MMEIOIIETOCS
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MH(EKIMOHHOTO CTaTyca, MOpa)KeHHs] OPraHOB M CHUCTEM, a TaKXk OT BBIXOJa B PEMHUCCHUIO 1O
[JIT" u mumdome k momenty TI'CK.

Pucku poxnenus npyrux manpumkoB ¢ XJIII B Toli ke cembe cocraBisitor 50%.
PexomennoBano MIPOBE/ICHHE CEMENHOr0 KOHCYJIbTUPOBAHUS u
HpeHaTaIbHON \PESUMILIAHTAIMOHHOMN JUArHOCTHKH, U UCKITFOUCHUS POXKICHUS IPYTHX JeTei

C JAHHBIM 3a00JIEBAHUEM.
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