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KT — komnbtoTepHas Tomorpadus

JINY — ne4vebHo-NpochmnakTudeckoe yupexgeHue

M3 — MuHMCTEPCTBO 34pPaBOOXPaHEHUS

MKB-10 — MexayHapogHas knaccudukaumst 6onesHen 10-ro nepecmoTpa
MPT —marHuTHO-pe3oHaHCcHasa Tomorpadus

MUP — nonumepasHas uenHas peakumsi

CO - cuHgpom OmeHH

PKW — paHgoMmnampoBaHHble KOHTPOSIMpYyEMble UCCneaoBaHus
PHK — pnboHyknenHoBas kucnota

PTIMX — peakuyusa «TpaHcnnaHTaT NPOTMB XO3aNHa»

P® — Poccuinckaa ®egepaunsa

TICK — TpaHcnnaHTauus reMonoaTUY4eCKNX CTBOMOBLIX KNETOK
TKNH — Tsxenas KoMOMHMpPOBaHHAsA UMMYHHast HEAOCTaTOYHOCTb
Y3W — ynbTpasBykoBOE nUccrnegoBaHne

®HKL, AFON — denepanbHbI HAYYHO-KITMHUYECKUIA LEHTP AETCKON reMaTonornu,
OHKONOrMm 1 UMMYHOOIMU

LUHC — ueHTpanbHas HepBHasa cuctema



OKI" — anekTpokapauorpadus

CD — cluster of differentiation — knactep agndpdepeHUNpPOBKM

CPB — C-peakTuBHbI 6enok

EBV- Epstein-Barre visrus- Bupyc dnwrtenH-bapp

GPPs — good practice points

HLA — human leukocyte antigens — aHTUreHbl TMCTOCOBMECTUMOCTU YeroBeK
IL — nHTepnenknH

RAG1\2 - Recombination Activating Gene 1 —reH, akTMBMpPYOLLNIA pekoMbuHaumio 1

TepMuUHBI U onIpeaeIeHUS

BHyTpMBEHHbIE UMMYHOINOOYNUHbI — Npenaparbl, CoAepXallne NPenMyLLeCTBEHHO
HOopManbHbIV YenoBeyecknin IgG. N3rotoensoTca U3 NynmMpoBaHHOW Niasmbl TbICAY
3[0pOBbIX 4OHOPOB, C NPUMEHEHNEM CreunanbHbIX METOAOB OYUCTKM U
BUPYCUHAKTUBALNM.

MonumepasHasa uenHas peakuus — MeTOA MOSEKYNAPHOM 61onorMm, NO3BONAOLLNIA
aMnnuduumpoBaTth (Pa3MHOXUTb) onpeaenénHbin yyacTtok [JHK

Peakuus TpaHcnnaHTaHT NPOTUB X03siIMHA — 3aboneBaHne, BO3HMKatloLLee npu
NPVXXMBAEHUN anioreHHbIX MTMMAOLMTOB 1 UX UMMYHOOMNOCPELOBaHHON «aTake» Ha
opraHbl Xo3amnHa (KoxXa, neveHb, kuweyHuk, ap). CoctostHue Hanbornee xapakTepHo Ans
annoreHHon TI'CK, ogHako Takke BcTpevaeTcs y 60nbHbiX ¢ TKUH npu npuxmsneHmnn
MaTepPUHCKUX UITU TpaHCPY3NPOBaHHbIX C 3pUTPOLIMTApPHON Maccon NMMMQOLMTOB.

CekBeHupoBaHue [JHK — onpegeneHne ee HykneoTuaHoON nocnegoBaTtensHoOCTU. B
pesyrnbTaTte CEeKBEHUPOBAHUSA NOSTy4aOT ONMCaHMe NePBUYHON CTPYKTYPbl FIMHENHON
AOHK B Buge nocnegoBaTenbHOCTU HYKNEOTUOOB B TEKCTOBOM BUAe.

TpaHcnnaHTaumMsa reMaTono3TMYECKMX CTBOJIOBbIX KNETOK — METO/ NeYeHns
HEKOTOPbIX HACNeACTBEHHbIX U NPUOBPETEHHbIX reMaToNorMyeckmnx, OHKONMOrMYECKUX U
MMMYHHbIX 3a60neBaHNii, OCHOBaHHbIA HA 3aMeHe COGCTBEHHOro, NaTONOrM4Yeckoro
KpOBETBOPEHUS BONMbHOIo Ha HopMarbHOE KPOBETBOPEHME AoHOpa.

AyTOCOMHO-peLieCCUBHbIN TUM HacnefoBaHUA — HacnegoBaHWE MyTaLWW FEHOB,
korga Anst NposiBreHnst 6onesHn MyTaums reHa, okanvM3oBaHHOIO B ayTOCOME, AOMKHa
ObITb yHacnegoBaHa oT o6onx poguTtenen. MyTtauusi NposiBNSIETCS TOMbKO B
FOMO3UrOTHOM COCTOSIHUW, TO ECTb TOTAa, kKoraa obe KonMmu reHa, pacrnosioXXeHHbIe Ha
FOMOJIOMMYHBIX ayTOCOMaX, SBNSATCS NOBPEXAEHHbIMU. ECcnn MyTaums HaxoauTcs B
reTepo3nroTHOM COCTOSIHUM, U MyTaHTHOMY asnesnto ConyTCTBYeT HOpMasbHbIN
byHKUMOHANbHbIV annenb, TO ayTOCOMHO-PELECCMBHAA MyTaLUs He NPOsABNAETCS
(HOCUTENLCTBO).

TREC — konbuesble oparmeHTsl [JHK, obpasytowmeca npu passutum T nMMqoumToB B
TUMYCe, B YaCTHOCTW, B NpoLiecce oopmmpoBaHus T KneTodHoro peuentopa. Mx
KOHLEHTpaLna B KpOBU OTpaXKaeT a(ppeKTUBHOCTL TUMONO33a. Mcnonb3ayeTcs ans
CKpUHUHra T KNeToYHbIX UMMYyHOAEMULNTOB.

1. Kparkas undopmanus



1.1 Onpenenenne

Cungpom OmeHH (CO) — Hanbonee Tskenbli BapMaHT NepBUYHOro MMMyHogeduumTa -
TSHKENON KOMOMHUPOBAHHOM MMMYHHOW HegocTaTouHocTu (TKNH) —
XapaKkTepusyLmnncsa onnroknoHansHon nponudepaunen aytopeaktusHbIx T
nUMoumnToB, YTO BeAET, MOMUMO XapakTepHblx ans Bcex TKMH kpainHe Tskenbix
NHEKUNIN BUPYCHOW, BakTepmnanbHON U ONNOPTYHUCTUYECKOW NpUpPoabl, K UMMYHHOMY
NopaXKeHU0 OpraHoB (KOXW, NeYeHU, KULLEeYHUKa Ap) U, B OTCYTCTBME
naToreHeTU4YecKon Tepanum, CMepTu B NepBble ABa roga xumsHu [1-3].

1.2 DTHOJIOrHS U MATOreHe3

CO vauwe Bcero Bbi3aBaH MyTaumsimun B reHax RAG1 n RAG2, ecTtb coobLieHnst 0 peakmnx
cny4dasx cuHgpoma OMeHH, Bbl3BaHHOro myTtauuen B reHax IL7R?, DCLRE1C-Artemis n
Ap. Bce aTu reHbl OTBETCTBEHHBI 3a cO3peBaHMe N OYHKLUUIO B NepByto odepeab T
numdounToB, a Takke B numdountos [3,4]. Tak, reHbl akTMBaunm pekomonHauum
RAG1\2 Heobxoanmbl Ana popmMmpoBaHNA aHTUreH-pacnodHatowmx T n B knetoyHoro
peuenTopos, 6e3 KOTOPbIX CO3peBaHME 3TUX KNETOK HEBO3MOXHO.

Kak nssectHo, T nMMdoumnTbl ABASKOTCA OCHOBHbIMU 30(EKTOPHBLIMU U
perynaTopHbIMn KneTkaMmu cneundgunyeckoro uMmMmyHnTeTa. B nx otcytcraume (Kak npu
TpaguumoHHblix TKUH) ctpagatoT oyHKUMKM NPOTUBOMUKPOBHOIO, NPOTUBOBUPYCHOTO
UMMYHUTETA, HapyLuaeTcs (oopMMpoBaHne ayToTonepaHTHoCTU. B cnyyae cnHapoma
OMeHH oTMeYaeTcs onuroknoHasnbHasa npondepauna HebonbLoro Yncna
npoweawmnx 3ToT 650K NMMAOUUTOB, KOTOPbIE KaK NPaBuio UMEKT ayTopeaTUBHYHO
HanpaBfIEHHOCTb, MH(PUNBTPUPYIOT N NOPaXKaKT OpraHbl, B NEPBYIO0 o4epenb KOXY,
KALLIEYHMK, NeYeHb 1 ap.

3aboneBaHune HacnegyeTcsa ayToOCOMHO-PELIECCUBHO.

1.3 Dnuaemuogorus

YactoTta poxgeHua naumeHTtoB ¢ CO coctaenseT 1:1 000 000 HoBOpOXAEHHbIX, Nuua
MY>XCKOIO M XKEHCKOro nosna nopaxarTca 0guHakoBo [5,6]

1.4 KoaupoBanue no MKb-10

KombuHupoBaHHble ummyHoaedununtel (D81):

D81.1 — Tshkenbln KOMOMHUPOBAHHBIN UMMYHOAEMULMT C HU3KUM cogepkaHnem T- un
B-knetok.

1.5 Knaccudgukanus

Knaccudpumkaumm CO He cywecTByeT. o gaHHbIM knaccudmkaumm MANOC 2015 T,
yTBEpXaeHHOM MexayHapoaHbIM CO30M MMMYyHonornyeckux obuwects (1UIS), CO
oTHocuTtes k T-B- TKH [7,8].

2. /luarsocruxka

2.1 /Kaja00bI 1 aHAMHE3



Podumenu 6051bHO20 KaK rpasusio rnpeodnbsssisom xanobbl Ha MnosieuBLUEECs C Nnepabix
mecsues, UHoz20a 0axke C POXXOEeHUS, 3pUMeMamo3HO-CK8AMO3HOE MopaXxeHuUe Koxu, a
makxe Xudkul cmyn, rnaoxyro rnpubasky e eece, mpyoHO MoOdarUUECS FTIEHEHUI
rnesieHoYHbIU depmMamum U MOJsI0YHUUa 80 pmy. MIHo20a podumernu coobwarom ob
OOHOU UIU HECKOIbKUX NMepeHeCceHHOU msiesbiX UHheKUUsX (MHE8MOHUS, cercuc), HO
HepeOKo nepeasi e pecrnupamopHas UHGheKyUs npomeKaem HacmosibKO msixerlo,
4Ymo Hagooum Ha MbIC/lb 06 UMMYyHoo2udeckou HedocmamoyHocmu [1-6].

[Mpu cbope cemeliHo20 aHamHe3a Hado 8bISICHUMb cmerneHb poocmea podumerel
(6riuskopodcmeeHHbIU 6pak, ceMbuU U3 OOHO20 peauoHa), makK Kak
6:1u3kopodcmeeHHbIl bpak ygenudusaem 8eposImHOCMb pa3sumusi aymocOMHO-
peueccusHo Hacrnedyemozo CO. CemeliHbili aHamHe3 TKUH kak nipasurio
omcymcmesyem.

[pu onpoce podumerneu criedyem ymoYyHUMb 0CobeHHoCMuU ¢hu3u4ecKo20 pa3gumusi
pebeHka, npubasky 8 eece, 0COBEHHOCMU opPaxkeHUSs KOXU, CPOKU 803HUKHOBEHUS,
yacmomy U msixecmhb rposierieHuUs1 UHGEKUUOHHbIX 3aboriesaHull (Quapeu, 2pubkosbix
ropakeHuli KOXU U Cru3ucmaix, MHE8MOHUU U UHGbeKyul Opyaux nokanusayud). Takxe
Heobxo0uMo y3Haeamb, rpoeodunack U eakyuHauus LXK e poOdome, ommeyarnuck
JlU u3MeHeHus1 8 Mecme gakuyuHauuu bLIXK u peauoHapHbIx Tumgoysnax yepe3 3-4 mec
rnocrne sakyuHauuu [9].

2.2 ®OusukajabHoe 00cIef0BaAHUE

lMauyueHmsl ¢ CO mMo2ym omcmageamb 8 Macce C nepebiX MECSUES XKU3HU. Y HUX
Hepedko ommeyaromcesi «kHemomueupoeaHHble» cybghebpunumemsl U iuxopadka 6e3
S8HO20 Ha MOMEHM obpauwieHus oyaza uHgekyuu. OOHaKo Hepedko bbieaem u
obpamHasi cumyayus — omcymcmeue memrnepamypHoOU peakyuu Ha msixesnyio,
2eHeparniu308aHHyH UHGhEKUUIO.

lpu ocmompe 6 nepsyto o4epedb obpauwjaem Ha cebsi BHUMaHUe apumemMamo3Hoe
ropa)keHue KOoxu, KaK rpaesursio cornpogoxoaroueecs rniacmuH4amsiM weslyuweHuem,
UHGbuyuposaHUeM U MOKHymueM, 4mo s8/15emcs namoaHOMOHUYHbIM ripudHakom CO.
Spumpodepmusi MOXXem codemambCsi C MoJIUMOPGOHOU ChirbHO, KaK nposierieHuem
peakuyuu mpaHcrisiaHmam rpomues Xo3siuHa 3a c4em MamepuHcko20 xumepusma [10].
Kpome moeo, moxem umems Mecmo KaHOUOO3HO20 Mopa)keHUs KOXU U CIIU3UCmabIX,
Hanu4us mauepauyuu repuaHasbHoU obracmu (ecrnedcmeue xpoHU4YecKol duapeu).
Heobxodumo ocmMompemsb fiegoe rniedvo 8 Mecme sakuuHauuu bLXK dns ucknodyeHus
JlokanbHo20 BL)Kuma u ocmarbHble KOXHbIE MOKPO8bI Ha rpedmem
UHQUIbMpamueHbIX NosuMopghHbIX 31EMEeHMOo8 (2eHeparnu3oeaHHbIl BLPKum) [9].

Lna CO xapakmepHo ysenu4eHue numgoysnos ecex epynn. [lomumo amoeo, 8 criy4ae
BLPKuma moxem ommedambcsi ocoboe ygerudeHuUe rnooOMbiueYHbIX TUMGOY31108
crieaa.

lMHeemoHuu npu CO Hepedko umerom amuosioauto P.carinii. Kak useecmHo, makue
MMHEe8MOHUU COrnpoe8oxxoaromcs rpozpeccupyrouweli ObixamesibHou
HedocmamoYHOCMbK C MaxurHo3, CHUXeHUeM camypauuu Kucropooom, obunuem
Kpenumupyrwux Xpuros.

Lna CO xapakmepHO ysenu4eHue nevyeHu, pexe — criieHomezarsnus [5].

2.3 JIabopaTopHasi IMAarHOCTUKA

o PekomeHngyetca obwimii aHanms kposu [11-13].



YpoBeHb yoeantenbHOCTU pekoMeHaauun A (ypoBeHb [ OCTOBEPHOCTU
AoKa3aTenbcTB — 1)

KommeHTapuum: s 6onbHbix ¢ CO, 8 omnudue om Opyaux TKUH, xapakmepHbi
nelkoyumo3s, 303UHOGUIIUS, MOXEem MOoXem ommedyambCsi aHeMUsi XPOHUYECKO20
gocrarseHusl.

o PekomeHgyeTtca onpeageneHne GMOXMMMYECKUX NnokasaTenen Kposn (MOYEBUHBI,
KpeaTuHuHa, pakumi bunupybuHa, acnaptataMmmHoTpaHcdepassbl,
anaHnHaMmvHoTpaHcdepasbl, nakrataerngporeHassbl, WenovYHon gocgarasbl), a
Takke napuyunaneHoro gasneHus knucnopoga (pO2)[11-13].

YpoBeHb yoeauTenbHOCTU pekomMeHaauun A (ypoBeHb AOCTOBEPHOCTHU
AoKa3aTenbcTB — 1)

KommeHTapum: s 6onbHbix CO xapakmepHO ropaxeHue rne4eHu ¢ CUHOPOMOM
yumornusa.

o PexomeHnayeTtca nccnegoBaHme YpoOBHA UMMYHOrNoBynMHOB CbiBOPOTKM [11-13].

YpoBeHb yoeauTenbHOCTU pekoMeHaauun A (ypoBeHb [OCTOBEPHOCTU
hoKasaTenbcTB — 1)

KomeHTapuum: B 6onbwuHecmese criyyaes y 60sbHbix ¢ CO 8bisensiemcs CHUXeHuUe
umMmyHozarobynuHos G, A, M u 3HayumerbHoe rosasiweHue ummyHoanobynuHa E. B
rnepebie Mecsybl XU3HU HoOpMarsibHble yposHU IgG obycrnoeneHb! nepcucmeHyued
MamepuHCKo20 UMMYHo2/106ynuHa, noy4eHHo20 mpaHcnnayeHmapHo. Y HeKomopbix
6osbHbIx ¢ CO ommedYaemcsi HopmaribHasi KOHUeHmpauyusi UMMYHO25106y1UHos,
00HaKo ux creyuguyHoCcmb 3Ha4YumesibHoO cmpadaem, Ymo MOXHO ornpedenums o
HU3KOMY mumpy rnocmeakyuHarbHbIX aHmumersl 8 criyyae sakyuHayuu pebeHka.

o PexomeHngyetca peHoTUNUpoBaHWe cybnonoynauun numdeoumTtos [11-13].

YpoBeHb yoeauTenbHOCTU pekoMeHaauun A (ypoBeHb [OCTOBEPHOCTU
[oKasaTenbcTB — 1)

KommeHTapuum: [Npu CO ecmpevyaemcsi CHUXeHHOe unu HopmarsibHoe Jucio CD3+ T
numgpoyumos. lNpu 6bonee demarnibHOM heHomunupPo8aHUU MOXHO ygudemsb 00HaKo
ymo 6osibluuHemaeo amux T numgboyumos umeem gheHomurn Kemok namsmu. Kak
rpasusio nosIHocmeo omcymemesyrom B numgboyumei, 8 Hopme unu ysesnudeHbl HK
numgpouyumsi. Kak u 0ns dpyaux eapuaHmos TKUH

XxapakmepHO 3Ha4yumesibHOe CHUXeHUe rposughepamusHoli akmugHocmu
Jiumeboyumos.

o Pekxomenpyetca nccnegosanHme TREC (T cell excision circles) [11-13].

YpoBeHb yoeauTenbHOCTU pekomMeHaauum B (ypoBeHb AOCTOBEPHOCTH
AoKasaTenbCcTB — 2)

Kommenmapuu: TREC sensromcsi kpumepuem achchekmusHocmu ripodykyuu T
numghoyumos 8 mumyce. KoHueHmpauyusi TREC 3Ha4umernibHO CHUXKEHa rpu 8cex
gudax TKMH, e mom yucne u npu CO.



o PekomeHayeTca MoOnekynsipHO-reHeTuyeckoe uccnegoBaHne CoOoTBETCTBYOLLNX
reHos [11-13].

YpoBeHb yoeauTenbHOCTU pekomMeHaauun B (ypoBeHb AOCTOBEPHOCTHU
AOoKa3aTesnibCTB — 2)

KommeHTapum: KnuHuko-nabopamopHasi KapmuHa Kak ripasusio bbieaem
docmamoyHa 01151 nodmeepxx0eHusi OuazHo3a CO. B ces3u ¢ Heobxo0umocmbo
HemedneHHOU mpaHcriaHmayuu cmeonosbix knemok rpu CO, eeHemu4veckoe
rnoomeepxdeHue OuasHo3a He mpebyemcsi 0515 ee rpoeedeHusi, 0OHaKo HeobxoduUMO
0519 cemeliHo20 KOHCYIbmuposaHusi. BbiseneHue mymauyuli npuYUHHbIX

2eH08 rpo8ooumMcs ¢ MOMoWbH rnoauMepasHol UernHou peakyuu u rnocriedyroueao
CEeK8EHUPOBaHUS MOJTyHEHHbIX MPOAYKMO8 Usiu C npuMeHeHueMm mMemooos8
cekseHuposaHusi Hogoeo rokoneHusi (NGS), ¢ nocnedyrowum noomeepxoeHue
Oegpbekma memodom lNLIP. ObbiyHo Ha4uHarom ¢ uccriedosaHusi eceHo8 RAG1\RAG2,
rpu HopmaribHoU ux rnocriedogamersibHocmu - dpyaux eeHos (IL7R?, DCLRE1C-
Artemis)

o PekomeHaytoTCs MUKpOOMONornyeckue n Bupycosiornyeckme nccnegosanus [11-
13].

YpoBeHb yoeauTenbHOCTU pekoMeHaauun B (ypoBeHb [OCTOBEPHOCTU
[OKa3aTernbCTB 2)

KommeHTapuu: Cepornozuyeckue uccriedosaHusi y 60sbHbix ¢ CO He uHghopmamueHbi
U He OOITKHbI MpuMeHsIMbCS. Bupyconoauyeckul cmamyc 60/1bHO20
Xapakmepu3yemcsi KOJlu4eCmeeHHbIM (rpedrnoYymumersibHO) Unu Ka4eCmeeHHbIM
onpederieHueM supycog MemoOoM rosumepasHou yernHou peakyuu (MNMLP) e kposu,
Karne, nukeope, 6pOHX0-anb8eoIAPHOM flagaxe, bUoONculiHOM Mamepuarie.
Heobxo0umo nomHumb, 4mo omcymcemeue 8upeMuu He 8r1i9emcs ceudemesibCmeom
Hez2amugHO20 8UPYCOI02UYECKO20 cmamyca, Heobxodumo uccrnedosaHue
coomeemcmeyouux cped rpu rnopaxeHuu mex Unu UHbIX opeaHos8 (8rninome 00
rnpoeedeHus us buorncuu). lNocesbl buomamepuana (Ha ¢priopy u epubei) ¢
onpedenieHUeM aHMuUbUOMUKOYy8CmM8UMeIbHOCMU CO CrIU3UCMbIX, U3 04a208
UHbeKUuU (8KIT0Hasi Moces Kposu U MOYU rpu coomeemcmeyroweli CUMImoMamuke),
a makxe rocesbl Kana, 6poHX0anb8eoIsAPHO20 nasaxa, JuKkeopa u buorncUoOHHO20
Mamepuarsna Heobxo0uMo rMpPo8odumb eceada rnpu Haauvuu UHEKYUOHHbIX 04az208.

o PekomeHayetcs HLA-TunupoBaHue [11-13].

YpoBeHb yoeauTenbHOCTU pekoMeHaauun A (ypoBeHb [OCTOBEPHOCTU
AoKasaTenbcTB 1)

KommeHTapuu: Tak kak ckopeliwee rnposedeHue mpaHcriaHmayusi
2emamornoamuydeckux cmeornosbix kremok (TI'CK) npu CO sensemcsi eOUHCMB8eHHbIM
yCr108UEM COXPaHEeHUs XU3HU smum 6onbHbiM, HLA-munuposaHue ¢ cubnuHaamu,
podumensamu (npu omcymceuu cubnuHeo8), unu munuposaHue 0515 MoucKa
HepodcmeeHH020 OoHopa QOIKHO MPO8OOUMBLCS cpa3ly rnocrie rnocmaHo8Ku OuasHo3a
CO.

2.4 UncTpyMeHTAJIbHAS TUATHOCTHKA

Heobxoduma kKomrbromepHasi momozpaghusi rieekux 0511 OUEHKU MOPaxeHUsi 3moao
opeaaHa. IHmepcmuyuarbHbie rMopaxeHus reakux, xapakmepHsie 0nsg CO, He moaym



6b6imb 8 NMosIHOU Mepe OUEeHEHbI C MOMOWbI0 peHmeeHozgpaghuu rieakux, noamomy KT
Jieekux OO/mKHO nPoeodumscs daxke npu HopMasibHOU PpeHmaeHoepamMme.

Bcem 60s1bHbIM roKka3aHo rposedeHue yribmpa3sgyKkogoao uccriedogaHue bprowHou
rnosiocmu u 3abprolWUHHO20 npocmpaHcmea 01151 OUEeHKU 808/1€4€HHOCMU 8HYMPEHHUX
op2aHos.

KomnbromepHasi momozpacghusi op2aHo8 bproWHOU rosocmu ¢ KOHmMpacmHbIM
ycurneHuem HeobxoOuma Or1si OUEHKU ropa)keHUsl neYyeHu, cmerneHu eHympubprowHou
numgpadeHonamuu. [nsa CO xapakmepHbI 2ernamocrisieHome2asus,
numghadeHornamusi.

Lpyaue uHcmpymeHmarnbHble uccriedogaHusi Mpo8oosIMcs nNpu Haauqyuu
coomeemcmeywux KIUHUYEeCKUX rnoKa3aHud.

2.5 NUnag 1MarHocTukKa

B ce53u ¢ YacmbiM 8UpYCHbIM ropaxeHuem ana3s y 6onbHbix ¢ CO Heobxodum ocmomp
oghmarbMosioza, 8 mom yucsie u 8 wesneegou namre. [lpu nopaxeHuu reakux
nposodumecsi 6poHX0-anb8eosAPHbIU nasax, npu rnopaxeHuu L{HC — nrombanbHas
MYHKUUSI, C rnocriedyrowum MUKpobuono2u4ecKku U 8Upycoio2u4eckuM uccriedosaHuem
cpeo.

[Npu comHeHuUU 8 duacHO3€e BO3MOXXHO rposedeHue buorcuu Koxu.
HuppepeHyuanbHbil duazHO3 criedyem 8 repayto o4epedsb rnposooums C:
? ¢ 2eHoOepmamo3samu;

? PTIIX npu dpyeux sudax TKUH.
3. JleueHnue

3.1 KoHcepBaTUBHOE JiIeYeHH e

Llenb neyeHusi: cmabunu3ayusi COCmosiHUS U npedomepaujeHue Ho8bIx
UHQEKUUOHHbIX 3r1u30008 Ha nepuod nodzomosku Kk TICK.

o Cpasy nocne nocraHoBku guarHo3a TKWH pekomeHgyeTca HaxoxaeHme
pebeHka B rHOTOOMONOrMYECKNX yCnoBuax (CTepunbHbii 6okc) [14].

YpoBeHb yoeauTenbHOCTU pekomeHaauun A (ypoBeHb JOCTOBEPHOCTU
AoKasaTenbcTB — 1)

KommeHTapuu: CO, kak u dpyaue sudbl TKUH, sensgemcs HeOmioxXHbIM COCMOSHUEM
8 neduampuul.

e He pekomeHOBaHO COXpaHeHWe rpyaHOro BCKapMiMBaHUSA B CBA3WN C PUCKOM
NHULUMPOBaHNSA, B NepByto odepenb LIMB, a Takke B CBSA3U C yCUNeHnem
AnapenHoro cuHapoma npu UCnonNb3o0BaHUN NTAaKTO30-CoAepKaLlmx NpoayKTOB.
PekomeHOoBaHO UCKYCCTBEHHOE BCKapMinBaHWe, OCHOBaHHOE Ha
rmaponun3aTHbIX cMecsax, 6€3MOMOYHbIX Kallax U Apyrnx NpoaykTax no Bo3pacrTy,
npoLeawnx TwaTenbHy TepMuyeckyto obpaboTky [14].



YpoBeHb yoeantenbHOCTU pekoMeHaauun A (ypoBeHb [ OCTOBEPHOCTU
AoKa3aTenbcTB — 1)

e B oTcyTCTBUM MHAEKLMOHHBIX O4aroB peKOMeHAYeTCs NMOCTOAHHANA
npodumnakTnyeckas NnpoTMBOMUKPOBHas Tepanua npenapaTom LUMPOKOro
cnekTpa, NpoTMBOrpnbkoBas — prnykoHa3onom (nNpu nNosy4eHnn BbICEBOB — MO
YYBTCTBMETNBHOCTK), NPOdUNaKTMKa NHEBMOLIMCTHOM NHMPEKLNN KO-
TpUMOKca3onom (NpodunaktTnyeckasa gosa 5 mr/kr, Tepanestuyeckast 20 Mr/kr no
KO-TPMMOKCa30s1y BHYTPMBEHHO), Npodunaktuka LIMB-nHpekumnn
raHumknosupom [14].

YpoBeHb yoeauTenbHOCTU pekomMeHaauum A (ypoBeHb A OCTOBEPHOCTH
AOoKa3aTenbcTB — 1)

KommeHTapuum: Tak kak 8 Poccuu eakyuHauusi LXK nposodumcs e rnepesie OHU
XKU3HU, mo demu ¢ TKWH e 6onbwuHcmee criydaeg oKa3blearmcesi
UHUUUpPOB8aHHbIMU, U y HUX pa3eugaromcs BLXK-umbi paznuyHol msxxecmu (om
JloKarnbHoU 00 eeHeparnu3oeaHHoU UHpekyuu). BLPK-uHpekyus mpebyem Ha3Ha4yeHUs
onumersibHOU UHMEHCUBHOU meparnuu He MeHee, 4em 3
npomusomukobakmepuasibHbIMU ripenapamamu. B criyyae npucoeOuHeHUs uHpekyul
rpoeooumcsi UHMeHcUBHasi MPomMu8oMUKpPObHasi, MpomueosupycHas u
rnpomuesoepubkosasi mepariusi 1o 4yecmeumesibHOCmu.

e [lpn Hanuummn cumntomoB PTTX n\unm MMMyHHOro nopaxeHusi OpraHoB
pekoMeHayeTCcs UMMYHOCYNpecuBHas Tepanms rmioKOKOPTUKOCTEPOUOHBIMMU,
APYrMMn UMMYHOCYNPECCUBHBIMW NpenapaTtaMmn — uHaMBMAyanesHo [14].

YpoBeHb yoeauTenbHOCTU pekomeHaauun A (ypoBeHb JOCTOBEPHOCTU
[oKasaTenbcTB — 1)

o [lpn HeobxooMMOCTUN NpoBeAEHMS NepPeNUBaHNIA KOMMOHEHTOB KPOBM
(3puTpoumnTapHasa macca, TPOMOOKOHLIEHTPAT) PEKOMEHAYTCS UCMNOSNb30BaTh
TONbKO 06sTyYeHHbIe M OTUNBLTPOBaHHbIE NpenapaTsl. B crniyyae nepenusaHus
Heoby4YeHHbIX 3PUTPOLUTOB U TPOMBOLIMTOB pa3BMBaETCA
noctTpaHcdyamoHHas PTIMX [14].

YpoBeHb yoeauTenbHOCTU pekoMeHaauun A (ypoBeHb [OCTOBEPHOCTU
[oKasaTenbcTB — 1)

e B cBA3K ¢ MaccuBHbBIM MMMYHHbBIM NOPaXXeHNEM OpPraHoB,
pekoMeHaoBaHa MMMYHOCYMNPECCMBHasA Tepanus B BUae
rntokokopTukoctepongos (FKC) 1-1.5 r/kr maccel Tena go momeHta TICK. Mpwn
HenonHoOM addeKTe N/Mnn pasBUTUK 3HAYMMbIX MOBOYHbIX 3PGEKTOB OT
Tepanun NKC pekomeHaoBaHa Tepanus UMMYHOTI00ySIMHOM
aHTUTMMoumMTapHbIM B fo3e 10 mr/kr 3 gHsa [14].

YpoBeHb yoeauTenbHOCTU pekomeHaauun B (ypoBeHb A4OCTOBEPHOCTU
AoKasaTenbCTB — 2)

e PekomeHayeTcs npodunakTnyeckoe rie4eHne ¢ NoMOLLbI BHYTPUBEHHOIO
nepenueaHns UMMyHornoodynuHos (BBUIM) ¢ MoMmeHTa NocTaHOBKM AuarHo3a ao
BOCCTaHOBNEHNA nmmMmyHHoM doyHKummn nocne TICK, Tak kak y Bcex 6onbHbix CO,



He3aBMCMMO OT YPOBHSA MMMYHOIMOBYNIMHOB CbIBOPOTKKU, HabrogaeTcs
HapyLleHue npoaykumm aHtuten [14].

YpoBeHb yoeauTenbHOCTU pekomMeHaauun A (ypoBeHb 4OCTOBEPHOCTHU
AOoKa3aTenbcTB — 1)

KommeHTapuum: Y 6osbHbix CO nedyeHue rnposooumcs exxeHedesibHO 8 0o3e 400-600
ma/Ke. [ns nedyeHuss msxkenbix uHgbekuut npumeHsemcst BBUI e 0ose 1 a/ke, npu
NeyeHuu cenmuyecKkux cocmosiHuti — BBUI', obozaweHHsbIt IgM ( UmmyHo2r106ynuH
yeriogeka HopmarsbHbll [IgG + IgM + IgA] ) 8 0o3e 3 mri/ke 8 cymku 2-5 egedeHul.

3.2 TpchnnaHTaunﬂ reMaTonoOITU4Y€CKUX CTBOJIOBLIX KJIIETOK

Llernb neyeHus: craceHue XU3HU nayueHma.
e Bcem 6onbHbIM CO pekomeHgoBaHa TICK [14-16]

YpoBeHb yoeauTenbHOCTU peKkoMeHaauun A (ypoBeHb [OCTOBEPHOCTU
hoKasaTenbcTB — 1)

KommeHTapum: Eciu CO duacHocmupogaHa 8 medyeHue rnepeozo mecsua Xu3Hu, 00
HacmyrnneHusi UHbeKUUOHHbIX OC/IOXHEHUU, adekeamHasi meparnusi U rnpogedeHue
annozeHHol HLA udeHmuyHol unu 2arnnoudeHmuyHou TICK obecrneyusaem
gbxusaHue 6onee 90% nayueHmMos He3agucumo om ¢hopMbl UuMMyHoOepuyuma. B
cny4dae bornee no3dHel duazHOCMUKU pa3eusaromcs mshxesibie UHheKyuu, rnioxo
rnoddarowuecss mepanuu, U 8biXXueaeMocms rnauyueHmos pe3ko nadaem — 0o 40-
50%. B mobom criydae, nposedeHue TI CK sensgemcsi eQUHCMBHHbLIM KypamueHbIM
mMemodom nedeHusi y bonbHbIx ¢ CO, 6e3 nposedeHusi TI CK cmepmHocmb
cocmasrnsem 100% e nepebie 12-18 mec xu3Hu [14-16].

lposodumcsi om poOcmeeHHO20 cO8MECMUMO20, HePOACMBEHHO20 COBMECMUMOZ0
unu eanaoudeHmMu4YHo20 O0Hopa o MemooOuKam, UCOob3yeMbIM 8 KOHKPDEMHOM
ueHmpe. B 3agucumocmu om UHQEKUUOHHO20 cmamyca U pa3gueLUUXCs OCOXHEHUU
onpedenssemcs Hanu4ue U UHMEeHCUBHOCMb KOHOUUUOHUposaHus. Npu

omcymemeuu co8Mecmumozo podcmeeHHo20 O0Hopa pe3yibmamel
aanjompaHcraHmayuu cpasHUMbI ¢ pe3yribmamamu HepodcmeeHHoU
mpaHcrnnaHmayuu om rnosIHoCMb0 coeMecmumo20 O0Hopa, 00HaKo rposedeHue
2anjompaHcriaHmayuu 803MOXHO 8 Kpamyauluwiue CPOKU, Mo3mMomy rnpu
HecmaburnbHOM cocmosiHuu 60/1bHO20 mpaHcIaHmayus om podumersel siensiemcsi
npednoymumeribHou [16)].

3.3 Xupypruueckoe jieueHue

MpoBoanTCAa NO NOKas3aHWAM, B 3aBUCUMOCTM OT OCITOXKHEHUN.

4. PeaOuauranusa

C momeHma nocmaHoeKu duaz2Ho3a u 00 Havyasa 80CcmaHo8IeHUsT UMMYHHOU
yHkyuu nocne TICK 6osibHOU QormkeH HaxodumbCs 8 cmayuoHape,
crnieyuanusupyrouwemcs Ha eedeHuu 6onbHbix ¢ CO.

S. IIpodunakTuka U JTUCIIAHCEPHOE HADII0IeHH e



lpogpunakmuyeckue Mepbl 8KIHOYaKM MeOUKO-2eHeMUYEeCKoe KOHCYIbmupogaHue
cemel U npeHamarbHyr0 duagHOCMUKY, Komopasi rnpoeooumcsi ¢ NoMoWw,bHo
MOIIEKYIISPHO-2eHEMUYECKO20 uccriedosaHusi buornmama XopuoHa C 8bISI8rIeHUEM
Mymauyuu coomeemcmeytouje2o eeHa, Ymo ro3eossiem rpedomepamumb pPoxXOeHuUe
Opyaux 6osibHbIX ¢ 0aHHbIM 3aboriesaHuem 8 ceMmbsix CO.

lNpeHamarnbHass duacHOCMUKa riokaszaHa morsibKo 8 briu3kopodcmeeHHoM bpake. B
Opyeaux criydyasix puck 3aboneeaHusi y demeu 6osbHo20 cocmassnisiem meHee 0,1%. Bee
demu 60s1bHO20 S8/15710MCST HOCUMESMU MymamHo20 2eHa, UM Heobxodumo
cemeliHoe KOHCYIbmuposaHue.

6. lonosiHuTe1bHAsA MHGpOpPMALMS, BJUAIOIIASA HA TEYECHHUE U
UCXO0/1 3a00/1eBaHUS

lpu ycnewHot TICK npo2HO3 kadyecmea U rnpodosmkumesribHOCmuU XU3HU 8 UesloM
6razonpusimHbIl, OH 80 MHO20M Orpedesiaemcs msiXXecmbo cghopMUPOBABLUUXCS K
MOMEHMY mpaHcriaHmayuu XpOHUYEeCKUX 04a208 UHEKUUU U MopaxeHUs1 op2aHos.
CpedHsis npodomkumeribHocmb Xu3Hu 6osbHbix CO 6e3 nposedeHusi TI CK e
Hacmoswuti MoMeHm cocmaernsem 7 mecsuyes [13-14].

Kpurepuu oieHKH KayecTBa MEAUIUHCKOU MOMOIIH

Kpurepuii kauecrBa 3HaueHnune
BoinonHeHa oneHka He0OOXOIUMOCTH B YPI€HTHBIX MEIUIIMHCKUX MEPOIPUSITHUSIX Ja\er
(MCKyCCTBEHHAs! BEHTHIIALIUS JIETKHX )

BolnosnHeHb! KIMHUYECKUI aHATU3 KPOBHU , OMOXMMHYECKUI aHaIU3 KPOBH,

KJIMHUYECKHH aHAJIM3 MOYH, KoaryJjaorpamma, ornpeeieHne HHQHUIHPOBAaHHOCTH Talser

BUY, Bupycamu renatuta B u C, OKI', Y3U OproiHoii nonocTtu, peHTreHorpadus
IPYAHOM KIIETKH

BrinonHena onpeneneHne MMMYHOTJIOOYJIMHOB CHIBOPOTKH KPOBHU
U crnenupuuecKkrux MOCTBAKIMHAIBHBIX AaHTUTEN U (DEHOTUITUPOBAHHE Ha\uer
TUM(OIIUTOB KPOBU

BoinonHeHo BUpycONIOrHuecKoe UCcCaeq0BaHNe AJIs UCKIIOUEHHS] BUPYCHOTO
nopakeHus opratoB ¢ nomoiupsto Metoza [P (¢ yuetom ummyHnonedunuta u Ha\uer

HEUH(GOPMATUBHOCTH CEPOJIOTHUECKUX METOJ0B 00CIe0BaHus)?

Brmmonneno MOJICKYJIAPHO-TCHECTUYCCKOC UCCICIOBAHUC ITOTCHIUAJIBHO

. a\ner
MOPaKEHHBIX TCHOB C [ENIBIO BBISBICHUS MyTallUii JaHHOTO TeHa? A
[TpoBeneHa 3aMecTUTENBHAS TEPAITUS TperHapaTaMyi BHYTPUBEHHBIX Jla\er
UMMYHOIJIOOYJIHHOB, HE 3aBHCUMO OT YPOBHSI UMMYHOTIIO0yiinHa G
[TarrieHT ¥ €ro ceMbst IPOMH(DOPMUPOBAHBI O HEOOXOIUMOCTH MPOBEICHHUS Jla\ser

TPAHCIIAHTAIUKU CTBOJIOBBIX KJICTOK IJISA U3JICUCHU A 3a00JIeBaHUS



[IpoBeneHo ceMelHOe TEHETUYECKOE KOHCYIbTUPOBAHUE Ha\uet
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Hpunoxkenue Al. CocraB padouyen rpynnbl

BanawoB AMmutpun Hukonaesu4 — JOKTOP MEOULMHCKNX HAYK, YneH
HaunoHanbHoro obuiecTsa akcnepToB B 06nact NepBUYHbIX UIMMYHOAEMULMTOB, YSieH
HauunoHanbHoro obuiectea AeTCKMX reMaTosioroB 1 OHKOSOroB, YrieH EBponenckoro
obwectBa UMMyHOOEDULMTOB

PymaHueB AnekcaHap NpuropbeBuY - JOKTOP MEOULIMHCKMX HayK, npodheccop,
akagemuk PAMH, npe3ngeHT HaumoHanbHOro obuiectsa akcnepToB B o6nacTtu
NnepBUYHbIX UMMYHOAEMUUMTOB, YnieH HaumoaHanbHoro obuectesa eTCKUX
reMaTosioroB U OHKOJSIOroB, YrieH EBponenckoro obuiecTea remaTosnoros

Lep6uHa AHHa KOpbeBHa — LOKTOP MeAMUMHCKUX HayK, NCMOMHUTENbHbIN ANPEKTOP
HaunoHanbHoro obliecTsa akcnepToB B 06nacTn NepBUYHbIX UMMYHOAEMULNTOB, YrieH
HaunoHanbHoro obuiecTsa 4ETCKMX reMaToslIoroB U OHKOMOroB, YneH EBponenckoro
obwecTtBa UMMyHOOEULNTOB

KoHdnukT nHtepecos: Lllep6uHa A.1O. B TeyeHne nocnegHux 5 net ocyuwecTensana
NEKTOPCKY AeAaTenbHOCTb Npu nogaepxke komnannin CSL Behring, Kedrion, Biotest,
P®apwm, sasnsawowmeca n3arotoButensaMmn/guctpnbsioTopaMmmn npenapaToB BHYTPUBEHHbIX
UMMYHOrno6ynnHOB.
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Ta6bnuua N1 — YpoBHM 4OCTOBEPHOCTU AOKa3aTENbCTB

YpoBeHb
H0CTOBEPHOCTH N CcTOYHMK 10Ka3aTEJILCTB

HpOCHeKTI/IBHBIe paH)IOMI/ISI/IpOBaHHI)Ie KOHTpOJ'II/IpyeMI:IG HUCCIICO0OBAHUA
1 (1) JlocTaToOuHOE KOJIUYECTBO UCCAESIOBAHUM C TOCTATOYHOM MOIIHOCTBIO, C

ydacTuem OOJILIIIOr0 KOJIMYECTBA MMAalMMEHTOB U IMOJTYUCHUEM 0oJIBIIIOrO
KOJIMYCCTBA JaHHBIX



Q)

11 (3)

IV (4)

Ta6bnuua N2 — YpoBHu yb6eanTensHOCTN pekoMeHaaLmi

YpoBennb
y0eauTeabHOCTH

Kpynnbie meTa-aHanusbl
Kak MUHMMYM 0/IHO XOpOIIIO OPraHW30BaHHOE PAaHAOMHU3UPOBAHHOE
KOHTPOJIMPYEMOE HCCIIE0BAHNE

PenpesenTaTuBHast BRIOOpKA MALlMEHTOB

[IpocniekTuBHBIE C paHAOMU3ALUEN WK O3 UCCIIEIOBAHUS C
OTPaHUYCHHBIM KOJIMYECTBOM JaHHBIX

Heckonbko uccienoBanuii ¢ HEOOJIBIIMM KOJIMYECTBOM MAIIUEHTOB
XO0poI1110 OPraHU30BAHHOE NIPOCIIEKTUBHOE UCCIIEJOBAHUE KOIOPThI
MeTa-aHanu3bl OrpaHUYEHbI, HO MPOBEACHBI Ha XOPOILEM YPOBHE
Pe3ynbrarhl HE Mpe3eHTATUBHBI B OTHOILLIEHUH 1[EJI€BOM MOIMYIISIIIUN

XOpOH_IO OpTraHU30BaHHBIC NCCIICAOBAHNA ((CJ'Iy‘IﬂfI-KOHTpOJII:»

HepaHI[OMI/ISI/IpOBaHHBIG KOHTPOJIUPYEMBIC UCCIIECAOBAHNA
I/ICCHGHOBaHI/IH C HCJOCTATOUYHBIM KOHTPOJIEM

PaHI[OMI/ISI/IpOBaHHbIe KIIMHUYCCKUEC UCCIICAOBAHUS C KaK MUHUMYM 1
3HAYUTEILHON WM KaK MHWHUMYM 3 HEe3HAUYNTCILHBIMU

MCTOAOJIOTHYCCKHMMH OIIMOKaMH

PeTpOCHeKTI/IBHI)IG 20044 Ha6JIIOI[aTCJH)HI)IC HUCCICI0OBaHUA

Cepus KIMHHYECKUX HAOIIOICHUI

[IpoTuBOpeUYnBEIC TaHHBIC, HE MTO3BOJISIONINE CHOPMHUPOBATH

OKOHYAaTCJIbHYIO pEKOMCHAAI U0

MHeHue 3KcrepTa/TaHHbIe U3 0TYEeTa HIKCIIEPTHONH KOMUCCHH,
HKCHEPUMEHTATIbHO MOATBEPKACHHBIE U TEOPETHUECKH 0OOCHOBAaHHbBIE

Onucanue

PexomMmeHmanus ocHOBaHa Ha BEICOKOM

YPOBHE JI0Ka3aTEIHHOCTH (KaK
MUHUMYM | yOenuTenbHast
nyOnukanus [ ypoBHs
JI0Ka3aTEIbHOCTH, TOKA3bIBAIOIIAs
3HAYUTENILHOE MPEBOCXO/ICTBO
I10JIb3BI HaJl PUCKOM)

Pexomenpanus ocHOBaHa Ha CpeiHEM
YPOBHE J10Ka3aTEIbHOCTH (KaK
MUHUMYM | ybenurenbHas
ny6nukanus 11 ypoBHs
JOKa3aTEIBHOCTH, TOKa3bIBAIOIIAs
3HAYUTEIILHOE IIPEBOCXOACTBO
T10JIb3bI HaJl PUCKOM)

Pexomenaiust ocHoBaHa Ha ciabom
YPOBHE JI0Ka3aTeIbHOCTHU (HO KaK
MUHUMYM | yOenuTenbHast
nyonukanus 111 yposust

Pacmugposka

Metoa/Tepanus nepBoi JIMHNY;
1100 B COYETAHUU CO
CTaHJApPTHOU
METOIMKOM/Tepanuen

Meton/Tepanus BTOpOi INHUY;
0o MpHU OTKa3e,
MPOTUBONOKA3aHUU, UITU
Hed(DPEeKTUBHOCTU CTAaHIAPTHOU
METOTUKH/TePaTTHH.
Pexomennyercs
MOHHTOPHPOBAHHE MOOOTHBIX
SIBJICHUU

Her Bo3paxxenuii mpoTus
JTAaHHOTO METOAa/Tepariy WIn
HET BO3PaXEHUI IPOTHB
IIPOJIOJKEHMS TAHHOTO



JIOKA3aTeJIbHOCTH, MIOKA3bIBAIOIIAs METO/1a/Teparuu

3HAYUTEIHHOE MTPEBOCXO/ICTBO PexomMenioBaHo npu oTkase,
HOJIb3BI HAJl PUCKOM) UU NPOTUBOIIOKA3aHUH, HITH

HeT yOeqUTEeNbHBIX JaHHBIX HU O HEd(PPEKTUBHOCTH CTaHIAPTHON
M0JIb3€, HH O PUCKE) METOIUKH/TEPAITNH, TIPH YCIOBUH

OTCYTCTBUS MOOOYHBIX YPPEKTOB

OtcyTcTBHE YOEIUTENIBHBIX
ny6smkanuit 1, 11 umm 111 ypoBHs
JIOKa3aTEeJIbHOCTH, TOKA3bIBAIOLINX
3HAYUTEIILHOE IPEBOCXO/ICTBO
D II0JIb3bI HaJl PUCKOM, JTH00 He pexomennoBano
yoenurenbuble myonukanuu 1, 11 nmu
III ypoBHS 10Ka3aTeIbHOCTH,
[IOKa3bIBAIOLIUE 3HAUUTEIBHOE
IIPEBOCXOJICTBO PUCKA HaJ MOJIb30U

Mopsaaok oGHOBMNEHUS KIMMHUYECKMX peKoMeHaaummn — nepecmoTtp 1 pas B 3 roga.

Hpuiaoxenne B. Uudopmanus 1yl NauMeHTOB

Cungpom OmeHH — reHeTuyeckn obycnosrneHHoe 3aboneBaHne, B OCHOBE KOTOPOro
NeXuT TaxXenenwmun gedekt uMMyHuTeTa. 3aboneBaHne xapakrepmusyeTcd UMMYHHbIM
nopaxxeHneM KOXU, NeyYeHn, Apyrnx OpraHoB, TSXKeNbIMU MHAEKUNAMU BUPYCHOM Y
BGakTepmanbHOM NpUPoabl U, B OTCYTCTBUE TPaHCMNAHTaLUN CTBOSOBbIX KIETOK,
CMepTbIO B NepBble ABa roAa XXU3HW.

CO BbIzBaH nonomkamu (Mytaumsamu) B reHax RAG1/2, oTBETCTBEHHbIX 3a cCO3peBaHune
N PyHKUMIO B NepByto odepenb T numdouunTos, a Takke B numdountos. [na 605nbHbIX
c CO xapakTepHo paHHee (B NepBble HeAenn UM Mecsubl XN3HW) Havano KNMHUYeCKnX
nposiBrieHnn 3abonesaHns B BUAE rmnepeMmnn 1 WenyLweHnUs KOXu, XXUOKoro ctyna,
YrNOPHOW MOMOYHULLbI, MENEHOYHOro AepMaTtuTa 1 TsKenbiX MHdekunn. B crnyyvae
BakumHauum pebeHka BLIK B pogaome nnm nosxe xapakTepHo pa3BUTUE permoHapHoOm
n/unn n reHepanuaoBaHHon BLK-nHpekunn.

Ha coHe Taxenbix nHdekunn Habngaetca oTctaBaHMe B M3MYECKOM U MOTOPHOM
pa3sutun. Criegyet NOMHUTL, YTO Aaxe npu Hannumm CO y MnageHueB He cpasy
pa3BMBalOTCS BCE BbllleNepeyYnCrieHHble CUMNTOMbI, U B TEYEHME HECKOMbKNX MECHLIEB
OHW MOTYT pacTu 1 pasBMBaTbCA HOPMasbHO.

TICK aBnsieTcss eAUHCTBEHHBIM CNOCOBOM COXpPaHUTb NauneHTy xnsHb. TICK
NpoOBOAUTCA OT COBMECTUMOro bpaTa/cecTpbl, B UX OTCYTCTBUE — OT HEPOACTBEHHOIO
COBMECTMMOro goHopa unu ot poautenen. Mcxoawl TICK 3aBucaT BO MHOroOM OT
NMetoLLLerocst MHPEKLMOHHOIO cTaTyca, NOPaXXeHNs OPraHoB N CUCTEM.

Puckun poxgexus apyrmux geten ¢ CO B gaHHOW ceMbe COCTaBMAKT NPUMEPHO 25%.
PekomeHOoBaHO NpoBegeHME CEMENHOMO KOHCYNbTUPOBAHNUSA U
npeHaTanbHOW/NMPeMMNIaHTaUMOHHHON OMarHOCTUKKN, AN UCKMTIOYEHUST POXOEHMS
APpYrux geTen ¢ gaHHbIM 3aboneBaHneM.

10 okmsbps 2016 a.



