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Tsxenass KomOuMHUpoBaHHAsE UMMYHHas HenoctaTouHocTh (TKMH) saBasgeTcss camoit xusHeyrpoxatoieit hopmoit
MEPBUYHBIX UMMYHOJIE(DULIUTHBIX COCTOSTHUI, TPUBOSIICH K TMOEM MallMeHTa, eCIv He TPoBe/leHa TpaHCIIIaHTalusI
reMomnoaTuYeckux cTBoJIOBBIX KieToK (TT'CK) B mepBbie ronbl XXu3HU. PaHHSS AuarHocTruKa 3a00J1¢BaHuUs TTO3BOJISICT
n30eKaTh PA3BUTHSI MHOXKECTBEHHBIX XKMU3HEYTPOXKAIOIINX OCIOXHEHN I, MAKCUMaJIbHO COXPAHUTh YIOBIETBOPUTEIIb-
HBIM COMATUYECKUIA CTAaTyC MalMeHTa, YTO B CBOIO OUEPE/Ib SIBIISIETCS KITIOYEBBIM YCIOBUEM JUIS YCTICIITHOTO TPOBE/Ie-
Hus TT'CK. B 1aHHBIX KITMHAYECKUX PEKOMEHIAIMIX MTPEACTABICH MOAPOOHbINA airoputM nuarHoctuku TKH u ee
OCJIOKHEHMI, KOMIUIEKCHBII noaxoa K Tepanuu, Bkiatodass TT'CK, ocBellleHbl BOIPOCHI MPeHAaTaIbHON AUArHOCTUKU
Y TEHETUYECKOTO KOHCYJIETUPOBAHUSI CEMbU.

Karouesnte cro6a: nepBUYHbBIA UMMYHONE(DUIIUT, TSKEAast KOMOMHUPOBAHHAS UMMYHHAs! HEAOCTATOYHOCTb,

ITHEBMOIIMCTHAS ITHEBMOHUSI, BHYTPUBEHHBINI UMMYHOTJIOOYIMH, MaTePUHCKUI XUMEPHU3M, TIpeHaTaIbHASs
JIUATHOCTHMKA, TPAHCIJIAHTAIIMsI TeMATOITOATUYECKUX CTBOJIOBBIX KJIETOK
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1. Kparkas uapopmanms

1.1. Onpenenenne

Taxenas KOMOMHNPOBAHHAS MMMYHHAsI HEOCTA-
TouHocTh (TKMH) — reHeTnyecku oOyCIOBICHHBIN
(TIepBUYHBII) UMMYHOAE(DULIUT, XapaKTepU3YIOLIUIACS
MPaKTUIECKU TTOJTHBIM OTCYTCTBUEM 3peibIX T-1umdo-
LATOB MPX HaJTU4YUKU MU oTcyTcTBUU B- 1 HK-1mum-
¢GOoUUTOB, YTO BeAeT K paHHUM, KpaliHe TSIKeJIbIM
UH(pEKIMUSIM BUPYCHOI, OaKTEpUaIbHOM U OMITOPTYHU-
CTUYECKOU MPUPOJIBI U B OTCYTCTBHE TPAHCIUIAHTALIUA
TeMOMO3TUYECKUX CTBOJIOBBIX KJIETOK — K CMEPTHU B
nepBble ABa roma xku3Hu [1—3].

Nudopmamus pust mammenta. TKH — renetuuecku
00YCJIOBJIEHHOE 3200JIEBAHUE, B OCHOBE KOTOPOTO Jie-
KT TsDKeJIenmii nepekT uMMmyHuTeTa. 3abo/ieBaHue
XapaKTePU3yeTCs TSHKETBIMU MH(PEKITNIMHA BUPYCHOM 1
OakTepuasbHOMN MPUPO/IbI U B OTCYTCTBUE TPAHCIIAHTA-
LIMU CTBOJIOBBIX KJIETOK MPUBOAUT K CMEPTU B TIEPBbIE
JIBa rojia XK1U3HMU.

TKHWH BbI3BaHa IoJJOMKaMu (MyTallMsIMM) B pa3-
JIMYHBIX TeHAaX, OTBETCTBEHHbIX 3a CO3pEeBaHUE U (DYHK-
LIMIO B TIepBY10 ouepenb T-1MM@POLUTOB, B HEKOTOPbIX
cllydasix — W Opyrux cyonomyasuuid 1uMgoLuTOB.
B Hacrosdiee BpeMsi U3BECTHA TeHETUYeCcKasl MpUupo-
na 6onee 20 popm TKMH, onHako yacTh MalMeHTOB
UMEIOT 10 CUX MOP He BepU(DULIMPOBAHHBIE TEHETUYE-
ckue nedextol. g maunueHtoB ¢ TKMH xapaktepHo
paHHee (B MepBble HEeIEJU WU MeCSILbl XU3HU) Ha-
YyaJio KIIMHUYECKUX MPOSIBJIEHU I 3a001eBaHNSI B BUIE
>KMJIKOTO CTYyJja, YIIOPHOW MOJIOYHMUIIbI, TIEJIEHOYHOTO
JiepMaTUTa U TSDKEbIX MH(eK1uii. B ciyyae BakiinHa-
muu pederka BLI2K B pommomMe mim 1mo3xe xapakKTepHO
pa3BUTHE pPETMOHAPHON W/WIU TeHepaJlu30BaHHOM
BLIK-nHdexum.

Ha ¢oHe Tsaxenbix uHpekunii HabJogaeTCs
OoTCTaBaHUE B (PU3MYECKOM U MOTOPHOM Pa3BUTHUM.
Crenyet IIOMHUTD, 4To gaxe npu Hanuuun TKMH y
MJIaJIEHLIeB HE Cpa3y pa3BMBAIOTCS BCE BhIILIETIEPEYnC-
JICHHbIE CUMIITOMBI, U B TeUEHUE HECKOJbKUX MECSLIEB
OHU MOTYT PAacTy U pa3BUBAThCS HOpMasibHO. TpaHc-
MUIaleHTapHasl repeaaya MaTepUHCKUX TUM@OLIUTOB
MOXET BbI3BaTb CUMIITOMbI peaKIMU «TPaHCILJIaHTaT
npotuB xo3suHa» (PTIIX), Ha3piBaeMOIi B 3TOM cllyyae
MaTepuHcKo-PeTanbHoit PTITX. OHa nposiBasieTcs B
OCHOBHOM B BUJI¢ KOXHOW CBHIIU W/WJIU TTOPaXXKeHUS
MevyeHu, KUIIeYHUKa.

TI'CK sBasgeTcs enIMHCTBEHHBIM CIIOCOOOM CO-
XpaHUTh nmanueHTy xXu3Hb. TT'CK npoBoautcst ot
COBMeCTUMOTro Oparta/cecTpbl, TPU UX OTCYTCTBUU —
OT HEPOJICTBEHHOr0 COBMECTUMOIO IOHOpA WJIU OT
poauteneii. Mcxonpr TT'CK 3aBucdIT BO MHOTOM OT
“MelIerocss MHMEKIIMOHHOTO cTaTyca, MOpaxKeHUsI
OpraHoOB U CHUCTEM.

Pucku poxnenus npyrux neteii ¢ TKMH B nanHoi
ceMbe cocTaBiISTIOT OT 25 mo 50%. PekomeHmyeTcs
MpoBeJeHe CEMEHHOro KOHCYJIbTUPOBAHUS TpeHa-

TaJIbHOM /TIPEUMILIAHTALIMOHHON TUATHOCTUKM JJIsI
UCKITIOYEHUSI POXIEHUSA IPYTUX JETEH C JaHHBIM 3a-
0OoJIEBaHUEM.

1.2. DrHoJiorus 1 naToreHes

TKHWH BbI3BaHa MyTalUMSIMKU B pa3IdYHbIX TeHaX,
BBI3BIBAIOIIMX Ae(ULIUT Pa3IUYHBIX KIOUEBBIX MO-
JIeKy1 U pakTopoB, HEOOXOAMMBIX ISl CO3PEBAHUS U
HopMajibHOU nuddepeHUMPoBKA T-1MMGOLUTOB, B
HEKOTOPBIX CJIy4asiX — ¥ APYTHUX CyOMOMyIsUi JTMM-
¢ouunToB (puc. 1).
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Puc. 1. Cxema OCHOBHBIX MEXaHU3MOB (POPMUPOBAHUS U TUb-
depenunpoBku T-muMbounToB [4]

ADA — aneHosunae3damuHasza; AK2 — ameHuaaT-KuHasa;
CD3delta — delta uens peuentopa T-numdbonutos (CD3);
CD3epsilon — epsilon enb perientopa T-1umdorutos (CD3);
CD3zeta — zeta nens perienropa T-nmumdporutos (CD3); CD45 —
CD45 protein tyrosine phosphatase — Tupo3uHdocdarasa mpo-
teuHa CD45; DNA-PKcs — DNA-dependent protein kinase,
catalytic subunit — JIHK-3aBucumas nporenHknHasza, KaTaau-
tnueckast cyobeaunuia; DCLRE1 — DNA cross-link repair 1
protein — JIHK-cmuBatommii npoteuH 1; IL7RA — anbda-uens
peuenTtopa uHrepiaeiikuHa-7; IL2ZRG — ramma-1iens perenropa
uHTepaeiikuHa-2; JAK3 — Janus kunaza-3; LIG4 — DNA ligase
4 — NHK-nuraza4; LSK — Lymphocyte kinase — Tupo3nHKurHa3a
oenkoB-muiieHei T-nmumporutos; PNP — purine-nucleoside
phosphorylase — nmypunHykieosuadochopunaza; PTPRC —
protein tyrosine phosphatase receptor type C — TUpO3UHOBasI
npotenHdocdaraza C peuentopHoro tuma; RAG1/RAG2 —
recombination-activating gene — reH-akKTUBaTOpP peKOMOUWHa-
uuu Y2; STATSb — Signal transducer and activator of transcription
5B — curHaBHBIN TTPe0Gpa3oBaTelb U AKTUBATOP TPAHCKPUTIIIAN
5B; XLF/NHEJ1 — non-homologous end-joining factor 1 — mipo-
TeuH HeroMmoJiornuHoro coenuHenus JJHK; XRCC4 — X-ray
repair cross-complementing protein 4 — peHTITeHKOHTPACTHBII
6enok 4 pennapauuu JIHK; ZAP — zeta associated protein-3era —
aCCOLIMUPOBAHHBIN OEJIOK.

B Hacrosiiee BpeMst n3BeCTHA TeHeTUYeCKasT PH-
pona 6omnee 20 ¢popm TKMH [1—3], yacTh mamueHTOB
MMeeT 0 CUX TTop He BepU(UIIMPOBaHHBIC TCHETUYEC-
ckue aedekTrl. 3a001eBaHNe MOXKET HAaCJIeA0BAaThCS KaK
X-cuerieHHO (IIpuOJIU3UTENIHLHO B IIOJIOBMHE CIIy4aeB),
TaK 1 ayTOCOMHO-PELIeCCUBHO [5].
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[Ipenrmonaraemast 4yacToTa BCTPEYaEMOCTH T€X WIIN
WHBIX TEHETUYECKUX Ae(PEKTOB, BHIYMCICHHAS Ha OC-
HOBaHMU JTaHHBIX HeoHaTalibHOro ckpuuunra TKH
B CILIA [6], npencTaBieHa Ha puc. 2.

HeunsBecTHbIN
nedekt
16%

Puc. 2. IluarpamMmma, TIpecTaBIISIONIast YacTOTy OOHApYXKEeHUS
Pa3IUYHBIX TeHETUYECKUX Ae(heKTOB, Jexaiiux B ocHoBe TKMH

Kax uszBectHO, T-1MMGOLUTHI IBASIOTCS OCHOB-
HBIMU 3(PDEKTOPHBIMU U PETYIITOPHBIMU KIETKAMU
MpUOOpeTeHHOTO UMMYyHHUTeTa. B UX oTcyTcTBUE
cTpazaloT GYHKIMU TPOTUBOMUKPOOHOTO, MPOTHUBO-
BUPYCHOTO UMMYHUTETA, HapyIaeTcs GopMUpoBaHue
ayToToJiepaHTHOCTHU. Jlaxke B Caydasix MPUCYTCTBUS Y
nauueHToB B-1uMpounToB (yHKIIUS aHTUTEI1000pa-
30BaHUS TaKXKe 3HAUMTEJbHO CTPaaaeT, TaK Kak s ee
OCYILIECTBJIEHUSI HEOOXOIMMO B3aumojaelicTeue T- u
B-1umdonutos [3].

1.3. Dmuaemuoaorus

Yacrora poxxaeHus naimeHToB ¢ TKMH coctasnsieT
1:58 000 HoBOpOXKmeHHBIX (1:46 000—1:80 000), cpenn
MalKEeHTOB MPeobIagaioT JMLa MyKCKOro moJja [6—8].

1.4. Komquposanue no MKb-10

D.81 KomMOGuHMpOBaHHBIE UMMYHOAEC(MUIIUTHI.

1.5. Knaccudukanus

Ha ocHoBanum kiaccudukaniu epBUYHBIX UMMY-
HoneduuutHbIX coctossauii (ITUIC) 2017 1., pazpado-
TaHHOI MeXIyHapOIHBIM COI030M MMMYHOJIOTUYECKUX
obmects (IUIS), Beiaensior 2 rpynnsl TKMH, B 3aBu-
CHMOCTH OT HAJIMUMSI MJTU OTCYTCTBUS B-nmMbo1nnTos:
T-B~u T-B* [5, 9]. DT nBe GombIMe rPyIITbl MOTYT
OBITH TaKKe MOIpas3aeeHbl HAa MOATPYIMIIBI B 3aBU-
CUMOCTHU OT Hainuusi uianm orcytcTBus NK-kieTok:
T-B-NK*, T"-B-NK-, T"B*NK*, T"-B*NK~ (Ta6m. 1).

1.6. Knunnueckas KapTuHa

Kimmnunyeckas kaptrHa 3a00jieBaHUs MPaKTUIECKU
HE 3aBUMCUT OT reHeTuueckoro aedexra. st nauueH-
toB ¢ TKMH xapakrtepHo paHHee, B TiepBble HeleIU 1
MecCs1bl KU3HU, Hayalo KJIMHUYECKUX MPOSIBICHUI
3a0oJieBaHUS B BUIE YIIOPHOUW AUapeu, CUMHIpoMa
ManbabcopOuuy, MHPEKUNN KOXM U CIU3UCTHIX
(B mepBylO ouyepeab KaHAWI03), MPOrpeccCrupyloiiero
nopaxeHus pecriupaTopHoro TpakTta. Bo3oyautensamu
MH(MEKINI MOTYT SIBJIIThCSI OaKTepPUU, BUPYCHI, TPUOHI,
YCIIOBHO TTaTOT€HHBIE MUKPOOPTAHU3MBI (B TIEPBYIO
ouepenb Pneumocyctis jiroveci). LlutomerajioBupycHast
nHdeKIus npoTeKaeT B BUAE UHTEPCTULIMATbHON
MMHEeBMOHMU, TenaTuTa, XopuopeTnHuta. Hecmotps Ha
TO YTO KaHIMIO03 HE SIBJISIETCS PEAKOCTHIO Y 3MOPOBBIX
JIeTeil mepBhIX MeCsLIeB X13HU, y mauueHToB ¢ TKIMH
OH MMeET YIOPHBIN, peLUANBUPYIOLIUI XapaKTep.
B cayyae BakuuHauuu pedeHka bILIZK B pongome unu
MO3Xe XapaKTepHO pa3BUTHE PETMOHAPHON M /WU
U reHepanu3oBaHHOU M. bovis nHdEKIIUM, KOTOpas
MPOSIBJISIETCS] B BUJIE YIUIOTHEHMSI M Ka3e03HOTO Mopa-
JKEHUSI B MECTEe UHBEKIIMU, YBETUUCHUS PETMOHAPHBIX
JTUMbOY310B, crieludUUecKoro mopaxkeHus: Koxu
B BUJE 3JEMEHTOB ChINU UK ctpodyiyca. Ciaeayer
MOMHUTB, uTo y MHOTUX MiiafieH1ieB ¢ TKIMH He cpazy
pPa3BUBAIOTCSl BCE BbIIIENIEPEUNCIEHHBIE CUMITTOMBI.
B TeueHMe HeCKOIbKUX MeCsILIeB PeOCHOK MOXKET PacTU
1 pa3BUBATbCsS HOPMaJbHO, OCOOEHHO €CJIM BaKIIMHA-
s BII2K He Obuta mpoBeneHa rpu poxxaeHuu [1—4].

2. JInarHocTHKA

CornacHo kKoHceHcycy EBporeiickoro obiiectna
uMmmyHoneduuuton (ESID), mis moaTBepXaeHuUs 1ua-
rHo3a TKMH Heobxonrma KoMOMHALIMS TIPU3HAKOB [9]:

OIIHOTO U3 CIEAYIOIIUX:

1. uHBa3UBHbIE OaKTepUaIbHbIC, BUPYCHBIE, TPUO-
KOBBIE WJIA OTNITIOPTYHUCTUYECKUE MTHPEKITUN

— JUTATENIbHAS TUapesi C OTCTaBaHUEM B (PM3UIECKOM
pa3BUTHUH;

— NPVXKUBJICHUE MAaTePUHCKUX T-TMMQPOILUTOB;

— cemeitablil anamHe3 TKMH;

MHaJ4YKie TaTOTeHHOTO TeHEeTUYeCKOro aedekTa
(MyTauuu) B OOHOM U3 TEHOB, OTBETCTBEHHBIX 32 pa3-
putue TKNH;

B COYETaHUMU C:

2. 1e0I0TOM CUMIITOMOB B BO3pacTe MJIaflIe 2 JieT;

3. uckmouyeHnem BUY-undeximu (BUpyc MMMYHO-
nedulnTa 4eaoBeKa);

4. IBYMsI U3 CJIEAYIOIIUX KPUTEPUEB:

— nmuMmponenus meHee 1000 K1/MKIT;

— 3HAYUTENbHOE CHUXeHMe coaepxanus CD3*
T-nmumbouuroB (MeHee 20% OT 00ILIEro KOJIMYEeCTBa
nmm@ounToB) wiu MmeHee 300 KJ1/MKIT;

— TMOoBBIIIeHUE copepkaHus y/6 T-muMdOoIUTOB;

— 3HAYMTENBbHO CHMKEHHAs/OTCYTCTBYIOIIAs TPO-
nudepanns B OTBET HA MUTOTEHBI WIM CTUMYJISIIIUIO
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Ta6auma 1. Tun HacienoBanus 1 HIMMYHOJIOTHYECKHE HAPYIIeHUs Tpu ocHOBHBIX hopmax TKH

KoMOuHMpoBaHHBIN Tun Lvpxymupyiowme TMMGOLMUTLI
KinuHunueckue ocobeHHOCTU IgG
UMMYHOAEe(ULIAT HacJIeI0BaHUs T | B | NK
T-B* TKUH
Heduuunt y-uenu XC A W N/T A
Hedunut JAK3 AP N A N/T A
Hedwmt IL7Ra AP W) W N/t N
Heduuur CD45 AP Hopwmanbhbie yd T-kneTku \’ W N/ 0 N
Jedpuuur CD3 AP OrcyrcTBue y6 T-KeTok \? ICD3 N N
Heduuur CD3e AP OtcyterBre ¥6 T-KIeToK \2 {CD3 N N
Heduuut CD3C AP OtcytcrBue y6 T-KieTok \ 1CD3 N N
Jedurur CoroninlA AP EBV-accounnpoantas y lcD3 N N
sumornpordeparys
Heduutr DOCK2 AP CHuxeHue ¢pyHkiuu NK-knetok duwm N | lCD3 N N
T-B-TKUH
Aequuur AK2 IpaHynouuroneHus: TpOMOOLIUTONIEHUS
(peTuKyasspHas AP paHy’ion P o ’ W "3 J wiN "
rIyxoTa
JIUCTeHe3Us)
Hedumur RAG1 AP Hapymenue VDJ pekoMOuHanmmn N S I N
Heduut RAG2 AP Hapymenue VDJ pekomOuHammm W S I N
Hedummmut DNA PKCs AP TToBbIlIeHHAsST YYBCTBUTEIBHOCTD W W dwm N N
K paaualuu, Mukpoliiedanus, 3aaepxka
pa3BUTHSI, ayTOUMMYHUTET, TPAHYJIEMBI
Hepuuutr DCLRE1IC AP TToBbllIeHHAsT YYBCTBUTEIBHOCTh 2 A A N
(Artemis) K pajauanuu
Hedurut Cernunnos AP IToBblllIeHHAs1 YYBCTBUTEIBHOCTh W W W N
K paaualuu, MUKporedanus, 3aaepxka
pa3BUTHUS
Jedpuuut AP TToBblIlIeHHAsT YYBCTBUTEIBHOCTh N2 A A N
JAHK-nuaraszser [V K paaualuu, Mukpouedanus, 3aaepxka
pa3BUTHS
Jedbuuut ADA AP PacivpeHue KocTHO-XOHIPaIbHBIX W W { {
COYJICHEHU I, HEBPOJIOTUYECKAsA
CHUMIITOMATHKa, HapylIeHre cayXa

TCR (menee 10% 110 OTHOIIIEHUIO K TAHHBIM TTPaKTH-
YeCKMU 310POBbIX JIUII);

— 3HAYNTENIBHO CHIKEHHAsI/OTCYTCTBYIOIIAST AKTHB-
HocTb ADA (ageHo3nHAe3aMuHa3a) (MeHee yeM 2% 1o
OTHOIIIEHUIO K JAHHBIM IMPAKTUIESCKU 3MOPOBBIX JIHII).

2.1. XKaj0o0bl 1 aHaMHE3

PexomeHnyeTcst BceM TMaleHTaM ¢ MOA03pEHUEM
Ha TKMH noapoOHLIii orpoc xKanob, cOop aHaMHe3a
3a00JIeBaHMSI, CEMETHOTO aHAMHE3a ¢ LeJIbIo Bepudu-
KallMY TUITMYHBIX CUMIITOMOB, HAJIMYMS TTOTEHIIUAIb-
HOTO yKa3aHUs Ha TUIT HACJIeIOBaHUS 3a00IeBaHus U
OLIEHKM TSDKECTU COCTOSIHUS [1—4].

YpoBeHb yoeauTenbHOCTH pekomeHaauuii C (ypo-
BEHb JOCTOBEPHOCTU J0Ka3aTeabeTB — 4). Kinaccuduka-
LMY YPOBHENM JOCTOBEPHOCTHU 10KA3ATEIbCTB U YPOBHEMN
yOeIUTEIbHOCTH PEKOMEH IALIMIA PUBEIEHbBI B TA0JI. 2, 3.

MeTomos10rus pa3padoTKH KIMHUYECKIX
peKoMeHaanmii

IleneBas aynuTopusi JAHHBIX KIMHAYECKMX PEKOMEH-
Jlanmii:

1. Bpau-remaToJior

2. Bpay aJJIeprojior-uMMyHOJIOT

3. Bpau-neauaTp

4. Bpau o0l1ieil mpakTUKHU (CeMelHbII Bpay)

ITopsa0K 00HOBJIEHHS KIIMHHYECKIX
pexoMeHaanmi

MexaHu3M OOHOBJIEHUST KIMHUYECKUX PEKOMEH-
JIaluii IIpeaycMaTpUBaeT UX CUCTEMATUYECKYIO aKTya-
JIM3ALIMIO — HE pexXe YeM OIUH pa3 B TPU T'oJa Uu IIpUu
MOSIBJIEHUM HOBOM MHMOpPMaLlM O TAKTUKE BEIEHUS
MalMeHTOB ¢ JaHHBIM 3abojeBaHueM. PelnieHune o0
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Tabmuna 2. YpoBHH 10CTOBEPHOCTH J0KA3aTEIbCTB

YpoBeHb
JIOCTOBEPHOCTHU

McrouHKK noKa3aTesibCTB

1(1)

[TpocrniekTBHBIE paHIOMU3UPOBAHHBIE KOHTPOJIMPYEMbIE UCCIeTOBaHUSI.

JlocTaTOYHOE KOJIMYECTBO UCCACIOBAHUM C JOCTATOUHOM MOITHOCTBIO, C y4acTHEM OOJIBIIIOTO KOJIMUYECTBA
MalMEeHTOB U MOJydYeHUEeM OOJIbIIOTO KOJUUeCTBA JaHHbIX.

KpymnHbie MeTa-aHaIuU3bI.

Kak MUHMMYM OJTHO XOPOIIIO OPraHU30BaHHOE PAaHAOMHU3UPOBAHHOE KOHTPOJIUPYEMOE UCCICAOBaHNUE.
Penpe3eHraruBHas BbIOOpKa MallMEHTOB

I1(2)

TIpocIieKTUBHBIE ¢ paHAOMU3AIMEH WK 6e3 UCCIeI0BaAHUS ¢ OTPAHUUYEHHBIM KOJMYECTBOM JaHHbIX.
HeckobKo rccienoBaHuii ¢ HEGOIBIINM KOJIMYECTBOM ITALIMEHTOB.

XopolII0 OpraH30BaHHOE MTPOCIIEKTUBHOE UCCIIEI0BAHIE KOTOPTHI.

Merta-aHanu3bl OrpaHUYEHBI, HO MPOBEIEHBI HA XOPOIIIEM YPOBHE.

Pe3ysbTarhl He IPE3EHTATUBHEL B OTHOLIEHUH LEJIEBOM ITOMYJISLIAN.

Xopo1Io OpraHM30BaHHbIC UCCIIEIOBAHUS «CITy4aii-KOHTPOJIb>

111 (3)

HepannoMusupoBaHHbIE KOHTPOJMPYEMbIE UCCISTOBAHMSI.

HccnenoBaHus ¢ HETOCTaTOYHBIM KOHTPOJIEM.

PanmoMusnpoBaHHbBIE KTUHUYECKHE UCCIEIOBAHUS ¢ KAK MUHUMYM | 3HAUMTETbHOM UM KaK MUHUMYM
3 He3HAYUTEJIbHBIMU METOAOJOTUYECKUMHU OIITMOKAMM.

PerpocriekTuBHBIE WK HAOIIOAATEIbHBIE UCCISTOBAHUSI.

Cepust KIIMHUYECKUX HAOTIOICHMIA.

[IpoTuBOpeunBbIe JaHHbBIE, HE MO3BOJISTIONIME C(HOPMUPOBATH OKOHYATEIbHYIO PEKOMEHIALIUIO

IV (4)

MHeHue 3KCHCpTa/I[aHHLIC U3 OTYETA SKCNIEPTHON KOMUCCUU, SKCTIEPUMEHTAJIBHO MOATBEP>KAEHHbIE
" TCOPETUYCCKU 000OCHOBaHHbIE

Ta6amna 3. YpoBHH yOeauTeIbHOCTH PEKOMEHIAIMii

YpOBeHb OnucaHue Pacmmmdposka
yOeauTeIbHOCTU

A PexomeHmaiyst ocHoBaHa Ha BLICOKOM YPOBHE Meron/Teparus mepBoil TUHUW; JIMOO B COYSTAHUM
JTIOKa3aTeTbHOCTH (KaK MUHUMYM | yOoeauTenbHas €O CTaHIAPTHOI METOAMKOI/Teparnueit
nyosukauust | ypoBHSsI 10Ka3aTeIbHOCTH,

ITOKa3bIBAOIIIast 3HAUUTEILHOE IIPEBOCXOICTBO
TTOJIB3BI HAJl PUCKOM)

B PexoMeHnaimsi ocHoBaHa Ha CpeIHEM YPOBHE Meron/Tepanus BTopoii JMHUM; IUOO MpU OTKa3e,
JTOKa3aTeIbHOCTH (KaK MUHUMYM | yoenuteabHast TIPOTUBOITOKA3aHUN WM Hed(PHEKTUBHOCTH
nyoaukanus 11 ypoBHST moka3aTeIbHOCTH, CTaHIAPTHOM MeTONMKM/Tepanun. PekomeHmyeTcst
MoKasblBaroLIasl 3HAYMTEIbHOE ITPEBOCXOJCTBO MOHUTOPUPOBAHUE MOOOYHBIX SIBJICHUI
TTOJTB3BI HAJl PUCKOM)

C PexomeHpanust ocHoBaHa Ha ¢J1aboM YPOBHE HeT Bo3paxkeHuit MpOTHB JaHHOTO METOJa,/Tepanuun
JOKAa3aTeIbHOCTU (HO KaK MUHUMYM | yOeauTenbHasT | WM HEeT BO3paXKeHW I POTUB MPOIOJIKEHUSI JAHHOTO
nyosukaums 111 ypoBHS foka3aTeIbHOCTH, MeTo/a/Tepanuu.

MoKa3bIBaoIasl 3HaYMTEIbHOE TTPEBOCXOICTBO PexomeHnnoBaHo Mpu oTKase, MPOTUBOIMOKA3aHUKN

TTOJIB3BI HAZl PUCKOM) WJIM HET YOeIUTEbHBIX TaHHBIX | MM Hed((MEKTUBHOCTU CTAaHAAPTHON METOINKM/

HH O TI0JIb3¢, HU O PUCKE) Teparuy Ipu YCIOBUU OTCYTCTBUSI ITOOOUHBIX
a¢hheKToB

D OrcyrcrBre yoenuTenbHbIx myoaukauuii I, 11 He pekomeHnnoBaHo
wiu I11 ypoBHSI 1oKa3aTeIbHOCTH, TTOKAa3bIBAIOIINX
3HAYUTEJIBHOE TTPEBOCXOICTBO MOJIb3bI HAL
puckoM, 11bo yoeaureabHbie nyonukanuu I, 11
unu 111 ypoBHS 10Ka3aTebHOCTH, MTOKa3bIBAIOIIINE
3HAYUTEJIBHOE TTPEBOCXOICTBO PUCKA HAM IMOJb30iA

obHoBIIeHNU NpuHUMaeT M3 P® Ha ocHoBe Tipen-
JIOXKEHUW, TIPENCTaBIeHHBIX METUITMHCKUMHA HEKOM-
MepUYeCKMMU TTpoheCCHOHATBHBIMU OPTaHU3AIUSIMMU.
CdhopMupoBaHHBIE TPEUTOKEHUS TOJDKHBI YIUTHIBATh
pe3yabTaThl KOMIIJIEKCHOM OIIEHKM JIEKapCTBEHHBIX
TIperapaToB, MEAUIIMHCKUX U3IETNI, a TAKXKE Pe3yiTh-
TaThl KIIMHUYECKON arrpodaIinm.

KommenTapun: podumeau nayuenma, Kax npasuno,
npedsasAaom Hcar00bl HA NOABUSUIUIICS C NEPBLIX Me-
CAYEB JHCUBHU HCUOKUU cmya, omcymcmeue npudasku
maccol meaa, mpyoHo no0oarouuecs 1e4eHuio neaeHOUHbll
depmamum u moaouHuya 6o pmy. Muoeda pooumenu cooo-
warom 06 00HOU UNU HECKONbKUX NePeHeCeHHbIX MSANCENbIX
UHpeKkyuax (NHe8MOHUsL, cencuc), HO HepedKo nepeas
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Jce pecnupamopHas UHQeKyus npomekKaem HACMOoAbKO
msxceno, 4mo HagooUm HA MbLCAb 00 UMMYHOA02UHECK Ol
He0oCmamo4HoCmu.

IIpu coope cemeiinoeo anamHesa Hado oOpawamo
BHUMAHUE HA CAYYAU NOBMOPHBIX MAICENbIX UHPEKYULl U
cmepmell demell 6 paHHeM 803pacme ¢ KAUHUKOU UHpeK -
UuoHHbIX 3a60aeeanuil. Cmepmu MAaab4uK08 8 HeCKOAbKUX
NOKOACHUSIX 6 ceMbe N0380AA10M npednosazams X-cye-
naeHHblil xapakmep 3aboneéanus. bauzkopodcmeenHublil
opak y podumeneii ygeauuusaem 8eposmHOCMb AYyMoco-
MHO-peyeccusHoll namonoeuu.

Ilpu onpoce pooumeneii caredyem ymounums 0cobeH-
HOCMU (hU3U4ecKo0eo passumus pebeHKa, npudasky mac-
cbl mena, CPOKU GO3HUKHOBEHUS, YACMOMY U MSIHCeChy
nposieaeHus UHMEKUUoOHHbIX 3ab0aecanuil (duapeu,
2PUOK0BbIX NOPACEHUI KOJNCU U CAUSUCTBIX, NHEBMOHUU
u unghexyuii dpyeux aoxasuzayuii). Taxace Heobxo0umo
y3Haeamo, npogodunacs au eaxkyunayus bII2K ¢ poo-
dome, ommeuaiucy AU UMeHeHus 8 Mecme 8aKUUHAUUU
BIK u pecuonaphuix aumgoysnax uepe3z 3—4 mec nocae
saxyunayuu [10].

2.2. OusuKajILHOE 00C/IeI0BAHNE

® PekoMeHIyeTCs BCeM MalMeHTaM ¢ TTOI03peHUuEM
Ha TKMWH npoBoauTh moHbIN (pU3MKaTbHBIA OCMOTP
¢ 1eJblo BepuduKaluuy IMarHo3a, OUeHKU TSKEeCTU
cocrostHus [1—4].

'YpoBeHs yoeauTeabHoCTH pekomeHaamuii C (ypoBeHb
JI0OCTOBEPHOCTH JI0KA3aTeJbCTB — 4)

KommenTapun:

1. Qusuueckoe pazeumue: nayuenmot ¢ TKHH 00biuro
omcmairom 6 npubagKe Maccvl meaa ¢ Nepevix Mecsayes
JCU3HU C NPOSPECCUBHBIM pa3eumuem eunompoguu ms-
acenoli cmeneru. I100K0icHO-2cuposoil a0t 00bIYHO pe3Ko
ucmonyen. Takaice 3a0epicka NCUXOMOMOPHO20 Pa38UMuUs
ecnedcmaue msicenbix UHGeKyuil.

2. Tepmomempus: y nayuenmos ¢ TKHH nepeoko
OMMEUAIOMCs «<HeMOMUBUPOBAHHble» CyOhebpusumemol
u auxopadka 6e3 s16H020 HA MOMeHm 00paweHus ouaed
ungexyuu. Odnaxko Hepedko Obleaem u 0OpamHas Cu-
myauyus — omcymcmeue memnepamypHoil peakuyuu Ha
MANCENYI0, 2eHepPaNU308aAHHYI0 UHDEKUUIO.

3. Ocmomp KOJICHbIX NOKPOBOB: 8AJICHO 00paAMUmMb
BHUMAHUE HA HaAu4ue KaHOUO03H020 NOPAJICEHUS KOJICU U
CAUBUCMBIX, MAYepayuil NepuaHalbHoi ooaacmu (6cred-
cmeue XpoHuueckoi duapeu). B cayuae npedwecmayro-
Weeo nepeausanuss NAuUeHmam HeoOAY4eHHOU 3pUmpo-
UYUMAPHOU MACChbl UAU NPU NPUNCUBACHUU MAMEPUHCKUX
Aumpoyumos (MamepuHcKuili Xumepusm) 603MONCHA
NAMHUCMO-NANYAE3HAS NOAUMOPPHAS CbiNb, C8UAemeNb-
CMBYHWAs 0 HAAUYUU PEaKYUU «<MPAHCHAAHMAM NPOMUB
xo3sauna». Heobxodumo ocmompems nesoe nieuo 6 mecme
séaxyunayuu B1I2K ons uckarouenus aoxanvnoeo b112Kuma
U OCManbible KOJCHble NOKPOB8bL HA NpeoMem UHPUALMPA-
MUBHBIX NOAUMOPPHBIX INEMEHMO8 (eeHeparu308aHHbLll
b1>Kum) [10, 11].

4. llanenayus epynn nepugeputeckux aumghoysnoe: 6
ueaom 0aa nauuenmos TKUH xapaxmepuna eunonaasus
nepugepuueckoil AUMpoUOHOll MKaHU, 0OHAKO 8 cayude
BI>Kuma moxcem ommeuamupcsi noOMbluleyHAst AUMPa-
deHonamus cieaa.

5. Opeanvbl dvixanus: nHeemonuu npu TKUH nepedxo
umerom amuonoeuro P. jirovicii. Kak uzeéecmno, maxue nneg-
MOHUU CONPOBONCOAIOMCS NPOpeccupyrouieli 0bixamenbHoll
He0oCmamo4HOCHbIO C MAXUNHO3, CHUMICEHUEeM Camypayuu
KUcaopooom, obuauem Kpenumupyrouux Xxpunos, maionpo-
OVKMUBHO20 HABA3UUB020 KAULIA.

6. Iluwesapumensvras cucmema: 4acmo xapaKmepHo
e3dymue ncugoma, OUapeliHvlii CUHOPOM, CPbleUBAHUE U
peoma, ¢ HapyuleHuem moAepaHmHoOCmu SHMePaIbHOl
Haepy3Ku, 6naoms 00 noaHo2o omkaza om edvl. Cmya,
KaKk npaguno, JHCuoKuil ¢ 6oabuum KoAu4ecmeom cau3u,
8 HeKOMOPbIX CAYHASX C NPOACUAKAMU KPOBU U NPUMECHIO
Henepesapueaemozo NUMAaHus.

7. llaavnayua newenu u cene3eHkKu: ygeauueHue
neueHu ommeuaemcs Hepeoko KaK nposeienue moKcu-
Yeck0eo eenamuma npu 0epeKmax nypuHo8o2o 0OMeHa,
neuenounolii popmot PTIIX. Cnaenomezanus xapakmepHa
013 msadiceno2o meueHus: UHGeKYUOHHbIX 0CA0NCHEHUI,
cenmu4eckKoeo npouecca, a makdce 2eHeparu308aHHoll
BIK-ungpexyuu [10—12].

2.3. JIabopaTopHasi AMATHOCTHKA

® PekomeHayeTcs BceM MalleHTAM C IOJ03PEHUEM
Ha TKMH, a TakxXe ¢ yCTaHOBJIEHHBIM THUAarHO30M
TKHWH npoBoauTh KIMHUYECKUI aHAJIN3 KPOBHU C JIeHi-
KOLUTApHOU (DOPMYJION ISl OLEHKU JIMM(POTIEHU N KaK
JUArHOCTUYECKOTO KpuTepust 3aboneBanus [1, 9, 13].

YpoBeHb yoeauTeabHocTH pekomeHaamuii C (ypoBeHb
JIOCTOBEPHOCTH J10KAa3aTebCcTB — 4)

Kommenrapun: dias nayuenmos ¢ TKHUH 6 6oavuium-
cmee cay4aes XapaKkmepHa 2nyooKkas AUM@oneHus mexee
1000 ka/mkn, maxice moxcem ommeuamspCsi AHeMUs,
NPUBHAKU XPOHUUECKO020 G0CHANCHUS PA3AUYHOL 8bipa-
JdceHHocmu (ne2koil 00 MANCeN0l CIeneHU MANCecmiL).

Pekomennyercs Bcem namuyeHtam ¢ TKMH npoBo-
JIUTh OMOXUMUYECKUI aHAJIU3 KPOBU C 00513aTEIbHBIM
uccliefoBaHueM obuero 6ei1ka, alboyMruHa, MOYEBHU-
HBI, KpeaTuHuHa, obiiero omunupyouna, AJIT (amanu-
HamuHoTpaHcdepassl), ACT (acmapraTamMmuHoOTpaHCche-
passl), JIAT (makratneruaporeHassl), LD (1meaouHoi
docdorasel), I'TT (ramma-riotaMuiaTpaHcdepasbl),
[VIIOKO3bl, aMUJIa3bl, JUMAa3bl, XOJeCTeprUHA, Kallus,
HaTpUsI U KUCIOTHO-1IeouHoro cocrossHus (KIIC,
pH) m1st oLleHKM TSKECTH COMaTUUECKOTo cTaTyca u
CTEIIeHU MopaxKeHus opraHos [14].

YpoBeHb yoeauTeabHOCTH pekoMeHaamuii C (ypoBeHb
JIOCTOBEPHOCTH JI0KA3aTeNIbCTB — 4)

Pekomennyercsa BceMm mauueHtam ¢ TKMH mpose-
JIeHe MUKPOOUOJOTMYECKOTO U BUPYCOJIOTUYECKOTO
HCCIIeIOBaHUI Pa3IMYHBIX CPeJl OpraHM3Ma IS BbISIB-
JIEHUS COMYTCTBYOLIEH maTtojoruu [15].
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‘Yposennb yoeaurebHocTH pekomennanuii C (ypoBeHb
JI0CTOBEPHOCTH JI0KA3aTEJIbCTB — 4)

KommeHnTapuu: cepoaoeuueckue ucciedoganus y
nayuenmos ¢ TKUH neungopmamuenvt u He 0044CHDYL
npumeHamscs. Bupyconoeuveckuii cmamyc nayuenma
Xapakmepusyemcsi KOAUYeCMEeHHbIM OnpedeseHuemM GU-
pycoe CMV (cytomegalovirus — yumomeeanosupyc), EBV
(Epstein-Barr virus — eupyc nwumeiina—bapp), HHV6
(Human herpesvirus 6 — eepnecsupyc, 6-ii mun) memooom
noaumepasuoii yenroii peaxkuyuu (I11IP) 6 kposu u auxeope,
6 OPOHX0ANbEEONAPHOM Na8adce OONOAHUMENbHO K Gbl-
WeYKa3aHHbIM MAaKdIce 8UPYCO8 PeCnUpamopHoOll epynnbl
[PC-6upyc (pechupamopro-cunmuyuanvuslii upyc)],
a0eHo8UpyCco8, MemanHe8mo8Upyco8, KOPOHABUPYCcos,
8UPYCO8 NApacpunna), 8 Kaie u OUONCUliHoM mamepuane
causucmoii KKKT — Hoposupycog, adenosupycos, poma-
supycoes, acmpogupycos, a maxkxce CMV, EBV, HHVG.
Heobxo0dumo nomnums, umo omcymcemeue supemuu He
A6A€MCS CBUOCMENbCMBOM He2aMUBHO20 GUPYCON02U-
Yeck0eo cmamyca, Heobxo0umo uccaedoganue coomeen-
CMBYIowUx cped npu nopa)ceruy mex Ul UHbLX OpeaHos
nopaiceHHviX (6N10Mb 00 NPosederust OUONCULL).

¢ PekoMeHIyeTcs1 BceM MaIlieHTaM ¢ TIO03peHIEM Ha
TKHMH, a Takcke ¢ moarBepkaeHHBIM nrarHo3om TKIMH
BBIMOJIHSITh UCCIEA0BaHNE KOHIICHTPALIMU OCHOBHBIX
KJIaCCOB ChIBOPOTOYHBIX UMMYHOIJTOOYIMHOB (IgA, IgM,
IgG) nnasg onTUMaJbHOIO MOHUTOPHHIA IIpeTpaHcdy-
3MOHHOTO ypoBHA IgG, a TakKe BBIIBICHUS IUCTaM-
Marjao0yIMHEMUH 3a CYeT TOBBIIeHUS ypoBHS IgM 110
OTHONIEHUIO K HU3KUM YpoBHsIM IgA u IgG [13, 14].

‘YpoBeHb yoeauteabHocTH pekomeraaiuii C (ypoBeHb
JIOCTOBEPHOCTH JI0KA3aTEJbCTB — 4)

KommenTtapuu: 6 6oavuuncmee cayuaes y nayuenmos
¢ TKHH c nepsbix mecayes ycu3nu 8bla6451emces 2Uno2am-
Mmaenobynunemus. OOHaKo, yuumvleas HU3KUe 803pacmHble
HOpMbL y demell nepeoeo e00a HCU3HU, OUCHKA YPOGHS UM-
MYH02100YAUHOB HEPeOK O A61eMCs MANOUHPOPMAMUBHOI
6 nocmanoske duaenoza TKHH. He cmoum 3a6bi6amo
makice, ymo HopmanvHole yposuu IgG 6 nepevie mecsaubl
HCUBHU 00YCA0BAEHbI NepCUCMeHyUell MamepuHcKo2o
UMMYHO2A00YAUHA, NOAYHEHHO20 MPAHCHAAUEHMAPHO,
u moeym umemsv mecmo y maadenyee ¢ TKHUH. Jaxce
npU HOPMANBHOU KOHUEHMPAYUU UMMYHO02A00YAUHO8 NPU
TKHH ux cneyuguurocms 3Ha4umenbHo cmpaoaem, 4mo
MOJICHO onpedeaums no HU3KOMY MUMpy HOCMBAKUUHANb-
HbIX aHMUmMen 8 cayuae 6aKUUHAUUU pebeHKa.

¢ Pexkomenayercs Bcem nauveHtam ¢ TKUH mpo-
BOJWUTh UMMYHO(MEHOTUIMPOBAHE OCHOBHBIX CYyOIO-
nynsiuuii tumpouuros (CD3*, CD4*, CD8*, CD19,
CD3-CD16%56%, CD3*CD25", CD3*HLA-DR") misa
BepuduKalmu auartHosa |9, 12, 13, 15].

Yposenn yoeaurenbHocTH pekomenaanuii C (ypoBeHb
JIOCTOBEPHOCTH I0KA3aTeJIbCTB — 4)

Kommenrtapuu: npu nposedenuu ummyrnogpenomunu-
POBAHUSL 3HAYUMeNbHOe cCHUuMdceHue codepicarnus T-aum-
gouyumos ecmpeuaemcs npu ecex ghopmax TKUH (menee
300 ka/mKn uau menee 20% om obueeo Koauvecmea Aum-
gouyumos), o0naxo uucao B-arumpoyumos u HK-kaemox

3a8uUCUM OM 2eHEMUYECK020 degheKma, N1eicauie2o 8 0CHO8e
TKHUH, u moxcem 6bimb 6apuabdesbHbim.

Hopmanvroe uau 6.au3koe k HOpmarbHOMy obuee 4ucao
CD3* T-aumepoyumos ommeuaemecst maxice npu MamepuH-
ckom xumepuszme. OOHAKO npu pacuupeHHoM UMMYHOGe-
HOMUNUPOBAHUU IMU AUMPOYUMbL UMEIOM (DeHOMUN KAe-
mok namamu CD3*CD4*CD45RO*/CD3*CD8*CD45R0O".

Tlamoenomonuunwim ons X-cuennennoii popmor TKHUH,
00YC1061eHHOU Jeghekmom odwell eamma-uenu peyenmo-
pa HJI-2 (unmepneiikun-2) seisemcs pe3koe CHUdNICeHue
CD3*CD25" cyononyasayuu T-aumghoyumos.

¢ PekomeHIyeTcs [UTS BCEX MTAIIMEHTOB C TIOTO3PEHM -
eM Ha TKMH, a Takxe npu yCTaHOBJIGHHOM JMarHo3e
TKHWH ananu3 npojudepaTuBHON aKTUBHOCTU JIUM-
(ho1IMTOB B OTBET Ha CTUMYJISIINIO MUTOTEHAMMU |peak-
us onactrpancgopmauyu tuMbonutoB (PBTJ) | s
BBISIBJICHUSI CHVDKEHUS ITPOJTbepaTUBHOM aKTUBHOCTH
[9, 12, 13].

‘Yposennb yoeaurenbHocTH pekomennanuii C (ypoBeHb
JIOCTOBEPHOCTH J10KAa3aTe/IbCcTB — 4)

Kommenrapun: das ecex eapuanmoe TKHH xapak-
MEPHO BbIPANCEHHOE CHUJICEHUe NPOAUPEePaAMUBHOU aK-
MueHoCMU AUMPOYUUMOE 8 OMBem HA MUMO2eHbL (MeHee
10% no cpasnenuio ¢ konmponem,).

¢ PekomeHayeTcs BceM TMalleHTaM C TTOI03peHUEM
Ha TKMH omnpeneneHne MmapkepoB HOpMaIbHOTO (pop-
MmupoBaHus T-kierouHoro penentopa TREC (T-cell
excision circles — koabLeBblie pparmenTsl JHK, odpa-
3ylolIrecs B mmporecce GopMupoBaHusT T-KIeTOYHOTO
perieniTopa) IJIsT BBISIBICHUS TIIYOUHBI T-KJIETOYHOTO
nedeKTa KaK JOTTOTHUTEIBHOTO KPUTEePHsI TOCTAHOBKHU
nnardHosa TKUH [16, 17].

‘Yposenb yoeaurenbHocTH pekomenaanuii C (ypoBeHb
JI0CTOBEPHOCTH JI0KA3aTEJIbCTB — 4)

Kommenrapun: TREC seastomces kpumepuem sghgex -
muenocmu co3peeanus u oupgepenyuposku T-aumgho-
yumoe 6 mumyce. Konuenmpauus TREC 3nauumenvho
cHucena npu écex eudax TKH H nezasucumo om eenemu-
yeckoeo deghexkma (menee 50 < 10 aeiikoyumos).

e Pekomenayercs Bcem namueHtam ¢ TKWH
orpenesieHre MaTePUHCKOro XUMepusMa B T-TuM-
¢ouurax (CD3*) metomom FISH (fluorescence in situ
hybridization — meTon ¢JyyopeclieHTHOW TUOpUAN-
3aluy “in-citu”) y MmalmyMeHTOB MYXKCKOTO MOoJja WA
HLA-tunmpoBaHus y NaleHTOB KaK >KEHCKOIro, TaK
Y MYKCKOTO TI0JIa JIJIST TIOATBEPKICHMST/UCKITIOYeHUSI
CHHIIpOMa TIPVKUBIICHHUST MAaTEPUHCKUX JTUM(OITUTOB
(MaTepUHCKON «peaKIIK TPAHCIIIAaHTAT TIPOTUB X035~
nHa (PTIIX)») [18].

Yposennb yoeaurebHocTH pekomernanuii C (ypoBeHb
JIOCTOBEPHOCTH J10KAa3aTe/IbCcTB — 4)

Kommentapun: 6oaee uem y 40% nayuenmos ¢ TKUH
passusaemcs nepcucmenyus mameputckux T-aumgouumos,
NPOHUKAIOWUX 8 OP2AHU3M NALUEHMA MPAHCHAAUEHIMAPHO,
8b13b18aS PA3BUMIE CUHOPOMA NPUICUBACHUS MAMEPUHCKUX
aumepoyumos (mamepunckoit PTIIX). Dmo ocroxncHenue
eaeuem 3a coboll msicenoe NopaldceHue NPaKmu1eckKu 6cex
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0peaH08 U cucmem nAyueHma, 6 nepeyio ouepeds Kodicu,
KUWevHUKa, neueHu, u mpedyem AeeHus ¢ Ucnonb308aHUeM
UHMEHCUBHOU UMMYHOCYNPECCUBHOU mepanui.

® PekoMeHayeTcs BceM TAllMEHTaM C YCTaHOBJIGH-
HbeIM guardHo3om TKHMH nipoBeneHme MoJieKyIsspHO-Te-
HETHYECKOTO MCCIIeIOBAaHUS COOTBETCTBYIOIINX TEHOB
JUJIS ceMeiHOTO KOHCyIpTupoBaHus [9, 13, 19, 20].

YpoBeHb yoeauTeabHocTH pekomeHaamuii C (ypoBeHb
JIOCTOBEPHOCTH J10KA3aTeIbCcTB — 4)

KomMmenTapuu: kaunuko-1a60pamopHoll KapmuHol,
KaK npasuno, 00Cmamo4Ho 0451 NOOmaepiicoerus OuacHo3a
TKHUH. B ces3u ¢ Heobxo0umocmvio nposedeHus Hemeo-
aennotl TICK npu TKHH eenemuueckoe noomeepoicoerue
duaenoza He mpedyemcs 0451 NPOBeOeHUs IM020 8U0a Ae-
ueHUs, 00HAKO He0OX00UMO 0451 NOCALOYHOU,e20 CeMelIH020
KOHCyabmuposanus. Boisearenue mymayuii npuauHHbix
2eH08 NPOBOOUMCS C NOMOULDIO NOAUMEPA3HOU YeNnHOll
DPeaxkyuu u nocaedyoweco CeK8eHUpo8aHus NOAY4eHHbIX
NPOOYKMO8 Uau ¢ npUMeHeHUueM Memo0o8 CeK8eHUPOBAHUS
Hoe020 nokosenus (NGS — next generation sequencing)
¢ nocaedyrouum noomeepicoenuem oeghexma memooom
I[P (noaumepasnas uennas peakuyus). B nacmosuwee
8peMsi UCNOAb3YIOM mapeemubvle NAHeAU, 8KAIOUAIOUjUe
8 cebs1 OCHOBHblE ONUCAHHbIE 2eHbl, OMEEMCMEeHHble 3a
pazeumue ITHJIC (om 250 do 400 6 3asucumocmu om aa-
bopamopuu), a maksice NoAHOe IK30MHOE CEeKBeHUPOGAHUe.
I1o memody Caneepa nposodsm cmapmosoe uccaedogarue
eena IL2RG y auy myxncckoeo noaa ¢ UmMmyHOGDeHomunom
TKHH (T-B*NK~), npu HopmaavHoll e2o nocaedosa-
MeAbHOCMU, JICeHCKOM nojae nayueHma u/uiu opyeom
ummyHnogpenomune TKHH u wacmomsr écmpeuaemocmu
degpexma npumensiiomes naneau NGS uau noanoe 3K30m-
HOe CeK8eHUposanue.

Ilpu naauvuu nodospumenvHovlX heHoMUNUUECKUX
CUMNMOMO8 Heo0X00UMO UCKAIOYAmb 0eaeyuro Kopom-
Ko0eo naeua 22-ii xpomocomsl (cundpom Hu leopea)
memodom FISH.

¢ Pekomenayercs BceM mauueHTam ¢ TKIH BbI-
nonHeHue HLA-tunuposanusi (Human leukocyte
antigens — aHTUT€HBI THCTOCOBMECTUMOCTH YeJIOBEKa)
IT0 IBYM KJIaccaM C BBICOKHMM pa3pelieHueM TS TTPo-
Benenust TI'CK [21, 22]. Anroputm noaxoga K TT'CK
npu TKMH npencrasien Ha puc. 3.

‘Yposenn yoeaurensHocTH pekomenaanuii C (ypoBeHb
JIOCTOBEPHOCTH JI0KA3aTeJIbCTB — 3)

Kommentapun: maxk xax cxopetiuiee nposedenue TICK
npu TKHUH sensemcs eOuHCmMEeHHbIM YCA0BUEM COXPA-
HeHusi Jcu3Hu smum nayuenmam, HLA-munuposeanue c
cubauHeamu, pooumensmu Uau MuUnUposarue 015 NOUCKa
HepodcmeeHH020 00HOPA (MpuU OMCYMCMEUU CUOAUH2O08 Ul
Haau4uy MeOUUyUHCKUX NPOMUBONOKA3aHUU K OOHOPCINGY
y podumeneii) 00AXCHO NPOBOOUMBCS CPA3Y NOCAe NOCMA-
Hoeku duaenoza TKHUH.

2.4. MHCcTpyMeHTA/IbHAS IUATHOCTHKA

¢ Pekomenayetcs Bcem naimeHtam ¢ TKIH npose-
JneHune koMnbioTepHoit Tomorpadun (KT) gerkux mis
OLIEHKM TSDKECTH IMOPaXKeHUs JierouHoi TKaHu [20, 23].

‘YposeHb yoeauteabHocTH pekomenaauii C (ypoBeHb
JIOCTOBEPHOCTH I0KA3aTeJIbCTB — 4)

Kommenrapuu: unmepcmuyuanvHoie nopaxcenus nee-
Kux, xapakxmepuvie o TKUH, ne mocym O6bimb 8 NOAHOI
Mepe OUeHeHbl ¢ NOMOULbIO PeHMeeH02paApUU Ne2KUX,
nosmomy KT neexux 0oaxcho nposodumoucs dadice npu
HOPMAABbHOI peHmeeHoepamme.

THKUH

¥

HLA TunMposaHue

DA N HET
Taxensle MHPEKUMOHHBIE OCNOMHEHUA
MNouck

AA € Hanwuue cubnunroe —=| HET HepOACTBEHHOrO AOHOPa

\ /\
CoBMecTUM He coemectum He HailpeH Hatinex
PoacTteeHHan ] HepoacreeHHan

TICK | [anno TICK [« TICK

Puc. 3. Anroputm noaxona Kk TTCK mpu TKMH
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KT opyeux obnacmeit, 6 mom uucae opeanos 6prouHoLL
nosocmu u 3a6prOWUHHO20 NPOCMPAHCINEA, C BHYMPUGEH-
HbILM KOHMPACMUPOBAHUEM NPOBOOUMCS NPU NOOO3PEeHUU
Ha uHgekyuonHoe nopasicerue (abcyeccol, UHDEKYUOHHbIE
omcesul), a makaice 045 UCKAIOYeHUs aumgponporughepa-
muenblx ocnodxcHenuli TKUH (pedko — aumghombt).

¢ Pekomennyerca nauveHtam ¢ TKMH npu nono-
3peHUM Ha MEHUHTOBHLE(hATUT, a TAKXKe TpU MpoBe-
JEHUU TTPeaTPaHCIUIaHTAIllMOHHOTO 00CIeTOBAHUS ST
HUCKIIOUEHMUST CKPBITOIM COCYAUCTOM MaTOJIOTUM (aHEB-
PU3MBI, BAaCKYJIUT), O9aroBBIX M3MEHEHUI BellecTBa
MO3Ta TTOCTTUITOKCHYECKOTO XapaKTepa MpoBeIcHIE
MarHUTHO-pe30HaHCcHOoI1 Tomorpaduu (MPT) romos-
HOTO MO3Tra ¢ BHyTPUBEHHBIM KOHTpaCTUPOBaHUEM [24].

Yposenb yoeaurenbsHocTH pekomenaanuii C (ypoBeHb
JIOCTOBEPHOCTH JI0KA3aTeJIbCTB — 3)

® PekomeHnayeTcs BceM IMalldeHTaM C MOJ03peHUEM
Ha TKHWH, a takxxe ¢ ycTaHOBJAEHHBIM JAMAarHO30M
TKWH npoBeneHue yabTpa3ByKOBOTO MUCCIEAOBAHUS
OPIOIIHON MOJIOCTU U 3a0PIOIIMHHOIO MPOCTPAHCTBA
JUJIST OLIEHKY BOBJICYEHHOCTH BHYTPEHHUX OPraHOB,
BBISIBJICHUSI COITYTCTBYIOIIEH maToyioruu [14, 15].

YpoBeHb yoeauTeabHOCTH pekoMeHaamuii C (ypoBeHb
JIOCTOBEPHOCTH J10KAa3aTebCcTB — 4)

Kommenrapum: dpyeue uncmpymenmanvHoie uccaedosa-
Hus (DKI, DXO-KT, Y3U nepugepuueckux aumgpoysnos,
HelpocoHoepaghus), KOHCYAbMAUUU CMeNCHbIX Cneyuant-
cmos (JIOP, negponoe, xupype) npoodsamcs npu HaAu4uu
COOMBEMCMBYIOUUX KAUHUHECKUX NOKA3AHULL.

2.5. lnag nuarHocTuka

¢ Pekomenayetcsa BceM narmeHTam ¢ TKMH B cBsi3n
C YacThIM BUPYCHBIM MTopaxxeHueM ria3 (LIMB — xope-
OPETUHMUT, TePIIeCBUPYCHBIN KEPATUT) OCMOTP O TalIb-
MOJIOTa, B TOM YHMCJIE B 11I€JIEBOM JIaMIle 1 C TIOMOIIIbIO
nearaTpuuecKoi HudpoBoii MPOKOYTOJbHON peTu-
HaJIbHOW KaMephl JJIs AMarHOCTUKU COIYTCTBYIOIIEH
naTtosiornu [20, 25].

‘Yposenb yoeaurenbsHocTH pekomenaanuii C (ypoBeHb
JI0OCTOBEPHOCTH JI0KA3aTEJIbCTB — 4)

¢ Pekomenayerca Bcem mnanuentam ¢ TKMH npo-
BEJCHUE TMATHOCTUYECKOI OPOHXOCKOIUU C 3a00pOM
OPOHX0ATbBEOJISIPHOTO JlaBaxa JJIsl MOCIeAYIOLIeTro
KOMIJIEKCHOTO MUKPOOMOJOTUYECKOTO aHAIu3a U
BepuUKalM1 MHOEKIIMOHHBIX BO30YyIUTEIEH pecIin-
paTopHOro Tpakra nauuenTa [14, 15, 26].

YpoBeHb yoeauTebHOCTH pekoMeHaamuii C (ypoBeHb
JIOCTOBEPHOCTH J10Ka3aTebCcTB — 4)

¢ Pexomennyercs nauuveHtam ¢ TKMH npu nono-
3pEHUU HAa MEHUHTO3HILEMaIUT MPOBEIeHUE TUATHO-
CTUYECKOM JIIOMOAJIbHOU MyHKIIMU C TMOCJIEIYIOLINM
LIMTOJIOTUYECKUM, BUPYCOJIOTMYECKUM, OaKTepHUOJIO-
r'MYECKMM MCCleIoBaHUSIM JIMKBopa [24, 27].

YposeHnb yoeautenbHocTH pekomenaamuii C (ypoBeHb
JI0OCTOBEPHOCTH JI0KA3aTEJIbCTB — 4)

® Pekomenayercs ceMbsM nanueHToB ¢ TKMH
MPOBEJEHUE TEHETUUYECKOTO KOHCYJbTUPOBAHUS U
MpoBe/ieHre TTpeHaTaJIbHON AMarHocTuku [19].

Yposenb yoeaurebHocTH pekoMeHnanuii C (ypoBeHb
JIOCTOBEPHOCTH JI0KA3aTeJIbCTB — 4)

KommenTtapuu:

Cembs nayuenma ¢ TKUH

Heobxoduma nperamanvHas ouacHOCMuKa npu cex
nocaedyrouux bepemMeHHOCmAX Mmamepu 6 OQHHOM Opake u
6 Opyeux opaxax npu X-cyenieHHom mune Hacaedo8aHus.
Ilpu X-cuyennennom mune nacnaedoganus HeobXo00UMO
mecmuposanue Ha HOCUMENbCMEO MYMAayuu cecmep na-
yuenma, ecex cecmep mamepu 0emopooH020 803pacma, no
NOKAa3aHUAM — Opy2ux poO0CMEeHHUK 08 HCEHCK020 NOAd.

Ilayuenm ¢ TKUH nocae TICK

Ilpenamanvnas duacHocmuka noKazana moavKo 8
oauskopodcmeenHoM Opake. B dpyeux cayuasx puck 3a-
bonesanus y demeti nayuenma cocmaensem menee 0, 1%.
Bce 0demu nayuenma npu aymocommo-peyeccusHom mune
Hacnedosanus u ece douepu nayueHma npu X-cuenieHHom
mune HacAe008aHUsL AGATIOMCSL HOCUMENSIMU MYMAHMHO20
2eHa, UM Heobxo0uMo cemelinoe KOHCYAbMUposaHue.

3. Jleuenue

Bce nalmeHTBI ¢ ycTaHOBIIEHHBIM JUATHO30M JOJIK-
HbI HAXOAUTKCS B CTALIMOHAPE, CIIEIUATM3UPYIOLIEMCST
Ha BegeHuu nanueHToB ¢ TKMH, Ha Bech mepuon
neuenwnst, Bkiodas TTCK, mo moctrkeHuss UMMYHHOM
PEKOHCTUTYLINU.

3.1. KoncepBaTuBHoe JieyeHne

Llenv neuenus: cTabUIM3aNAST COCTOSTHUS U TTPEIOT-
BpallleH!e HOBbIX MUH(MEKIIMOHHbIX 9MTM30I0B Ha MePU O
noarotoBku K TTCK [4, 28—38]. TKUH sBnsiercst He-
OTJIOXHBIM COCTOSIHUEM B TieauaTpuu. Cpasy nociie rno-
craHoBkU nuarHo3za TKH netu 1oakHbI HAXOAUTHCS
B THOTOOMOJOTUYECKUX YCIOBUSIX (CTEPUIbHBIN OOKC).

He pexoMeH10BaHO coXpaHEeHUE IPYIHOTO BCKApM-
JINBAHMS B CBSI3U C PUCKOM UH(UIIMPOBAHMS, B TIEPBYIO
ouepenb [IMB, a Takxe B CBSI3U C yCUJIEHUEM JUapeii-
HOTO CHHApOMa TPU UCMOJb30BAHUU JTAKTO30COAEP-
Kallux NpoaykKToB. MCKyCCTBEHHOE BCKapMJIMBaHUE
OCHOBAHO Ha I'MJIPOJIM3ATHBIX CMECIX, 0€3MOJTOUYHbIX
Kalllax v JIpyrux MpoayKTax 1o BO3pacTy, POLIEAIInX
TIIATEbHYIO TEPMUUYECKYIO 00pabOTKYy.

e Pekomenayercsa nanveHtam ¢ TKUH, B ciydae
MNPUCOENUHEHUS UH(EKIINI, TPOBENEHNE UHTEHCUB-
HOI MapeHTepaJbHOU IMIPOTUBOMUKPOOHOM, MPOTH-
BOBHPYCHOI M MPOTUBOIPUOKOBOI Tepanuu B COOT-
BETCTBUM C YYBCTBUTEIbHOCTHIO MUKPOOPTaHU3MOB
MapeHTepalbHO, B PEAKMX UCKIOUEHUSIX C UCTIOJb-
30BaHUEM MEPOPaTbHBIX (POPM MPOTUBOMUKPOOHBIX
npenapatoB [13, 28—35].

Yposennb yoeaurebHocTH pekoMeHaanuii C (ypoBeHb
JI0CTOBEPHOCTH JI0KA3aTeIbCTB — 4)

KommenTapuu:

1. Kombunuposannas anmubaxmepuanivHas mepanus.

Kak npasuno, naubosee uacmo ucnoav3yromesa anmu-
bakmepuanvHble NPenapamosl WUPOK020 cneKkmpa oeii-
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CMaUst ONUmMenbHO 00 NOAHO20 Pa3pelleHust UHDEKUUOHHO20
3NU300a/0CA0NHCHEHUSA:

* yeganrocnopunv 3—4-20 nokoaenusn (yegenum
80— 100 me/xe/cym 6/6 Kaneavho 3a 2 esederust; yego-
nepazon-tcysvoaxmam 80 me/ke/cym 8/6 kaneavHo 3a 2
66edeHls);

* Kapoonenemwl (meponenem 80— 100 me/xe/cym 6/6
KaneavHo 3a 3 66edeHus).

A makice KOMOUHAYUS NPENApPamMos WUpoK020 CheKmpa
delicmasust ¢ OAUMeNbHbIM KYPCOM 8NA0Mb 00 O0CIMUNICCHUS
umMMyHHOU pexoHcmumyyuu nayuenma (nocae TICK):

* amuHoeaukozudamu (amuxkauyun 15 me/ke/cym oo-
HOKPAmMHO /8 KaneabHo);

* eaukonenmuoamu (8ankomuuur 60 me/xe/cym 6/8
KaneavHo 3a 3 86edeHus);

* okcazoaudunonamu (aunezoaud 30 me/ke/cym 6/8
KaneavHo 3a 3 66edeHus).

2. I[lneemoyucmuas nHeemMoHus, 00yCA061eHHASA
Pneumocysta jirovici, o0na uz naubonee onacHuix uHgpex -
yuii ¢ PyrbMUHAHMHBIM MeYeHuem U 3a4acmyro 1emaib-
HbIM ucxo0om. Jlevenuro u npoghusakmuke smoil ungpexyuu
0MeB00UMCsl 8aJCHOE MECO 8 NPOMUBOMUKPOOHOU mepa-
nuu nayuernmos ¢ TKHH.

* Ko-mpumokcazon 20 me/k/cym ne menee 21 0ns uau
0o ompuyamenvHo2o pe3yrbmama MUKpoou0a02u4ecKo2o
uccaedosanus bAJI.

* Ko-mpumokcaszon 5 me/ke/cym nepoparvHo oau-
meavHo 00 00CMUNCeHUS UMMYHHOU PeKOHCIMUMYUUU
nocne TTKC.

» [leumamudun 4 me/ke/cym 6/6 kaneavto 14 dnueii.
Hcnoavsyemces kak npenapam 2-ii AUHUU mepanuu npu
omcymemeuu sghgekma om Ko-mpumoxKcaszona uiu 8
cayuae enyboKoil anaazuu Kpogemeoperus y nayueHma,
YYUMbBIBAST HAUMEHBULYIO 2eMAMON02UHECKYI0 MOKCUY -
HOCMb NO CPABHEHUIO C KO-mpumokcazonom. [lpenapam He
3apeaucmpuposat ¢ PO, npumenernue 603MOACHO MOALKO
no peutenuro gpauednoil komuccuu (BK).

3. Ilpomusosupycnas mepanus 6 aevenuu u npoghu-
aakmuke IIMB-ungexuyuu nposodumcs no peuieHuio
8paueOHOU KOMUCCUU:

* Tanyuknosup 10 me/ke/cym 6/6 kaneavro 0o 08yx
ompuuyamenvHuix pe3yasomamos LM B-eupemuu 6 kposu
memodom I[P, danree npogpuraxmuueckuil pejscum —
2anHyuKA08up 5 me/Ke/cym 8/ KaneabHo NOCMOSIHHO
(npomueonokazano npumernenue y demeii do 12 nem).

* Baneanyuxnosup 40 me/ke/cym nepopanvHo 6 déa
npuema (npu omcymcemeuu OuapeiiHo2o CUHOPOMa) makice
do deyx ompuyamenvHbvix pezyabmamos LM B-eupemuu
8 kposu memodom I11]P, npopuraxmuueckuii pexcum —
saneanyuxnosup 20 me/Ke/cym — NOCMOSHHO.

* QDockapuem 180 me/xe/cym 6/6 Kaneavro. Hc-
noavzyemcs Kak npenapam 2-il AUHUU mepanuu npu
omcymemeuu s¢pgpexma om eanyukaogupa. llpenapam
He 3apeeucmpuposan 8 PP.

* L[udoghosup 1 me/ke/cym 8/6 kaneavro kadicovie 484
(uepe3 dens). Hcnoav3yemcs kak npenapam 3-il AUHUU
mepanuu npu OmMcymcmeuu 3hgexma om 2aHYUKA08UPA
u ¢pockapnema. Ilpenapam e 3apecucmpuposar 6 P®.

4. Tak xak 6 Poccuu éaxyunayus bI2K nposodumcs
6 nepevle OHu ycuznu, mo demu ¢ TKHUH 6 60avuiun-
cmee cay4aes 0Kasvl8armcs UH@OUUUPOBAHHbIMU, U Y
Hux pazeusaromcs BI[2Kumbi pazauunoii maxcecmu (om
JNOKANbHOU 00 2eHepanu306anHol ungexyuu). bLIK-un-
gekuus mpebyem Ha3HAUEHUS OAUMENbHOU UHMEHCUBHOT
npoOMUBOMUK00AKMePUANbHOU mepanuu, 6KA4auell 6
cebsiom 3 00 5 npomueomMuUKobaKmepuaIbHbIX NPenapamos
0AUmMenbHO 00 NOAHO20 PA3peteHUs KAUHUYEeCKUX CUMNMO-
M08, a makice 00CMUICEHUsI UMMYHHOU PeKOHCMUMY YUY
(nocae TICK) [33, 34].

* B knaccuueckoii cxeme npumeHsemcs 1e80(A0Kca-
yun (10 me/xe/cym), amukauun (15 me/ke/cym), uzouu-
azud (10 me/xe/cym).

* Ilpu eenepanuszosannoii popme BIK-unpexyuu x
8bIUIEYKA3AHHBIM NPenapamam 0oNnoAHUMeAbHO HA3HAYA-
emcs aunezonud (30 me/xe/cym) u smamoymon (15 me/ke/
cym, npomugonoxkasan y demeii 0o 13 sem).

5. IIpomusoepubiosas oiumenvHas mepanus 00 Mo-
MeHma 00CMUICeHUs. NAUUEHMOM UMMYHHOU PeKOHCMU-
myuuu (nocae TICk):

* Cmapmoeo ucnoav3yromcs npenapamol u3 epynnol
azo0106 — AyKoHaszon 6 aeuebHoll do3uposke §— 10 me/ke/
cym 8/6 kanenvHo. Jlns npogurakmuueckoeo npuema — 5
Me/Ke/cym 8/6 KaneabHO Uil NepopanbHo (8 3a8Ucumocmu
om Haauyus/omcymcmeus nopaxcerus KKT).

* Ilpu udenmugpukayuu acnepeunie3za — 80pUKOHA301
8 me/ke 2 p/cym 8/6 KaneavbHo (no peuleHuro 8pa4eoHoll
Komuccuu) 00 NOAHO20 paspeuleHus UHGeKYUOHHO020
npouecca.

* Ilpu kanoudemuu usu msaxcesom mevyeHuu Kau-
o0udosa, pe3aucmeHmHOM K (PAYKOHA301Y, NPUMEHSIIOMCS
IXUHOKAHOUHBI NO PeuleHuro 8paveOHoll Komuccuu (Mu-
KaghyHeuH, Kacno@yneur, oHudOA0QYHeUH), a MaKice
AUNOCOMANbHBLI amgpomepuyun B 0o noanoeo pazpeutenus
KAUHUHECKOU CUMNIMOMAMUKY OAHHO20 OCAONCHEHUS.

6. Ilpogunraxmuka u seuerue pecnupamopHo-cuHmu-
UUANbHOLL 8UPYCHOIL UHDeKyUU:

» Ilaaususzymab 15 me/ke/66e0d 6/m exnceredenbHo
6 meuenue 4 ned, daree 15 me/xe/66ed 1 paz 6 mecsy 6
meuenue 3 mec.

B omcymcmeue ungekyuonHbix o4azo6 Heobxoouma
nocmosHHas npohuraKmueckas npomueoOMuKpooHas
mepanus. aHMUOAKMEPUANbHbIM NPEnapamom Wupoko2o
cneKkmpa, npomueoepubKo8as — (AyKoHa3040M, NPOMU-
BONHEBMOYUCMHAS — KO-MPUMOKCA30A0M.

e Pekomenayercd rmannentam ¢ TKMH ¢ nHanmauem
cuMIToMoB MatepuHckoit PTIIX u/nim MMMyHHOTO
TTOpaXkeH!sI OPTaHOB JIEYCHHE TIIFOKOKOPTUKOCTEPOH -
JlaMHM, a TAKKE IPYTUMU UMMYHOCYITPECCUBHBIMU TIpe-
ImapaTaMy ¢ WMCTIOJb30BaHUEM WHTHOMTOPOB KaIbIIM-
HeBpWHA (IIUKJIOCIIOPUH, TAKPOJIMUMYC) 1 TPErapaToB
MOHOKJIOHAJIbHBIX aHTUTE (aJIeMTy3yMa0, abaTalleIiT)
C pacyeTOM CXeMBI JICUeHUS U TO3UPOBKY TIperapara B
WHAUBUAyaIbHOM Topsiake [18, 37].

YpoBeHs yoeauTeabHoCTH pekomeHaamuii C (ypoBeHb
JIOCTOBEPHOCTH I0KA3aTeJIbCTB — 3)
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¢ Pekomenayerca nanueHtaM ¢ TKMH tepanus
MperapaTaMi KOJOHUECTUMYJIHUpPYoIIero ¢pakTopa
I'-KC® u 'M-KCO® (rpanynouutapHo-Makpodaraib-
HbII KOJIOHUECTUMYJIUPYIOIIU (paKTOP) MPU pa3BUTUU
HEeNTpOoNeHuN/arpaHya01UTO3a, a TAKXKe TTPU TSKeT0H
reHepaianizoBaHHoi BII2K-uHdekuum, B TOM 4ucie
C MopaXkeHUeM KOCTHOU TKaHW, IS MOAAepKaHUI
abCOJTIOTHOTO KOJIMYecTBa HeiTpoduimoB >2x10°/m.
Jlo3upoBKa U KpaTHOCTb BBEICHUS MOAOMPAIOTCS UH-
IuBUayaiabHoO [38].

‘Yposenn yoeauresHocTH pekomenaanuii C (ypoBeHb
JI0OCTOBEPHOCTH JI0KA3aTEJIbCTB — 4)

¢ Pekomennyercs BceM nauueHTam ¢ TKIH, Hesa-
BHCUMO OT YPOBHSI UMMYHOTJIO0YJTMHOB B CHIBOPOTKE
KpOBH, MPOoDUIaAKTUYECKOE JIeUeHe BHYTPUBEHHBIM
nepearMBaHueM IperapaToB HOPMaJbHOTO UMMYHO-
rnooynuHa (BBUT') genoBeka moka3aHO ¢ MOMEHTa
ITOCTAaHOBKHM AIMArH03a 0 BOCCTAHOBJIECHMUS UMMYHHOM
¢ynkuuu nnocie TIT'CK [13, 20, 39—41].

‘YpoBeHb yoeauTeIbHOCTH peKoMeHaanmii B (ypoBenn
JIOCTOBEPHOCTH J10KAa3aTebCcTB — 4)

Kommenrapun: ungysus BBUT nposodumcs edxnce-
HedeavHo 6 do3e 1 ¢/kxe. B c6:3u ¢ 00Ka3aHHOL UPYCHOII
bezonacHocmyio (6 mom uucae oas napgosupyca B19, ko-
MOpbLil cMepMeNbHO ONAceH 0451 NAUUEHMOE C NePEUUHbIMU
UMMYHOOeHUUUMHBIMU COCIMOSHUAMIL), NAUUeHMAM Heo0-
Xoduma nekapcmeeHnas mepanus 00HUM U3 NPenapamos
HOPMANBHO20 UMMYHO2A00YAUHA YeA08eKa ¢ OOKA3AHHOU
0e30nacHOCMbI0 8 OMHOUIEHUU IM020 8UpYCd.

s neuenuss masicenvix 8UPYCHuIX MEHUH2OIHYedanu-
moe npumensiemcss BBUI ¢ doze 2—3 e/ke, npu aeveHuu
cenmuueckux cocmosiHuii — BBHUT, oboeawennviii IgM
(UMMYHO2100y1UH Henoeeka Hopmanbhblil 1gG + IgM + IgA)
6 003e 3—5 mMa/Ke 6 cymKu 6 meueHue mpex nocaedosd-
menbHbIX OHell.

s nposedenus kombunuposauroii mepanuu L[M B-60-
AN€3HU UCNOAB3YEeMCsl AHMUUMMYHORA00YAUH YeA08eHeCK ULl
anmu-1IMB 6 cmandapmnoii dozuposke 1 ma/ke 8/6
KaneavHo Kaxcovie 48 u 00 ucue3Ho6eHuUss KAUHUYECKUX
CUMNIMOMO8.

3.2. UHoe 1eyenne

¢ Pekomenmyercsa namueHtam ¢ TKMH ¢ Teuenuem
LIMB-undexuuu ¢ ucxogom B LIMB-060J1e3Hb, pe3u-
CTEHTHOW K KOMOMHWPOBAHHOUW MPOTUBOBUPYCHOM
Tepanuu (BKJIKOYas Tperaparbl pe3epBa), TpOBOAUTD
cneuu@uueckylo KJIeTOUHYI0 Teparuio TOHOPCKUMU
muMmdonmtamu (CD3*CD45RA™) or ramjiouaeHTuY -
HOTO WJIM TOJHOCTbIO COBMECTUMOTO POJACTBEHHOTO
IoHopa [42—44].

YposeHnb yoeaurebHocTH pekoMenaanuii C (ypoBeHb
JI0OCTOBEPHOCTH JI0KA3aTeJbCTB — 3)

KommenTapuu: cmapmoeéas 003a kaemouHoeo npooyk -
ma cocmaesnsem 25x 10P/ke ¢ 603M02ucHOI IcKarayueii 0o
100x 1% /xe, e6odumcs 6/6 kaneavro. Cxema 6edenus
paccuumoleaemcst UHOUBUAYaNbHO.

Pexomennyetcs namentam ¢ TKMH nipu cHuke-
HUU reMoryioorHa MeHee 80 1/11, TPOMOOLIMTOB MeHee
30 ThIC./MKJI TTO XKM3HEHHBIM MOKa3aHUSIM ITPOBEACHUE
3aMECTUTEILHON Tepaluy npernapaTaMu Kposu [45].

Yposenb yoeaurenbHocTH pekomenaanuii C (ypoBeHb
JIOCTOBEPHOCTH J10KAa3aTe/IbCcTB — 4)

KommenTapuu: credyem ocobo ommemums, ymo npu
Heobxodumocmu npogedeHus nepesusanuii KOMNOHeHMo8
Kposu (3pumpoyumapHas macca, mpomooKoHyeHmpam)
cnedyem UCNOAb308aMb MOALKO 001yHeHHble U OMPUAb-
mpoeanHvle npenapamel. B cayuae nepeausanus neobny-
YeHHBIX IPUMPOUUINOE U MPOMOOUUMOE PA3BUBAEMCS
nocmmpancgysuonnas PTIIX.

Pekomenayercsa nmauueHtam ¢ TKMH, cocrosiHue
KOTOPBIX HE SIBJISIETCS MHKYpaOeJlbHBIM, TTPOBEICHIE
TI'CK [4, 46—49].

Yposenn yoeaureabHOCTH pekoMenaanuii C (ypoBeHb
JI0OCTOBEPHOCTH JI0KA3aTeJbCTB — 3)

Kommenrapuu: ecau TKHH duaenocmuposana 6 me-
YeHue nepeoeo Mecauya HCU3HU 00 HACIMYNAeHUS UHpeK U -
OHHbBIX OCAOICHEHUIl, A0eK8AMHAs mepanus U nposederue
annoeennoi HLA udenmuumnoii uau eanioudeHmuuHou
mpancnaanmayuu cmeonoswix knemok (TICK) obecneuu-
eaem gvlacusanue 6oaee 90% nayuenmos He3agucuMo om
gopmor ummynodegpuyuma [50]. B cayuae 6oaee nosoueil
OJuaeHOCMUKU pasgusaromcst msjceavle UH@eKyuu, nioxo
nodoarowiuecs mepanuu, U blICUBAEMOCMb NAUUCHMOB
pesko nadaem — 0o 40—50%. B aobom cayuae nposederue
TICK seasemcst eOUHCMBEHHbIM KYPAMUBHbIM MEMOOOM
nevenus y nayuenmos ¢ TKHUH, 6e3 nposedenus TICK
cmepmuocms cocmasasiem 100% 6 nepevie 12— 18 mec
acusnu [4, 47].

IIposodumcs om podcmeenno2o coemecmumoeo, He-
POOCMBEHHO020 COBMECMUMO20 UAU 2ANA0UOCHMUYHOO
doHopa no mMemoouKam, Ucnoab3yembiM 8 KOHKPEMHOM
yenmpe. B 3aeucumocmu om unghexyuonnoeo cmamyca
U pa38UBUIUXCS OCAOJICHEHUI Onpedeistomcs Haiudue U
UHMEHCUBHOCb KOHOUYuoHUuposanus. Ilpu omcymemeuu
COBMeCmUMO20 POOCMBEHH020 OOHOPA Pe3yAbMambl
2ANAOMPAHCHAAHMAYUU CPABHUMDBL C Pe3yAbMamamu
HepoOCMBeHHOU MPAaHCHAQHMAUUYU O NOAHOCHbIO COBMe-
cmumMoe0 0oHOpa, 00HAKO NposedeHue eani0mpancniIan-
mayuyu 603MONCHO 8 Kpamuaiiuue cpoKu, H0O3Momy npu
HecmaobuabHOM COCIOSHUU NAYUeHMA MPAHCRAGHMAYUS
om podumeneil seasemcs npeonoumumenvuoll [47, 48].

3.3. Xupypruueckoe jieyeHue

Ilo ITIOKa3aHUsAM, B 3aBUCUMOCTHU OT OCJIOXKHEHUH.

4. PeaOuuranusa

¢ CouuanbHas ¥ IICUXOJI0TUYeCKasl peadnInTaIus,
a Takxke BOCCTaHOBUTEJIbHAS JieueOHast (pU3KYJIbTypa
pexoMeHaytoTcs Bcem nanueHTam ¢ TKIMH ¢ momeHTa
IMOCTAHOBKM AMAarHo3a 1 OO0 Hayaja BOCCTAaHOBJIEHUS
nMMyHHoOI pyHkumu nociie TTCK ¢ ydyeToM TsLKecTH
comaTuueckoro craryca [1, 20].
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'YpoBeHb yoeauTeabHoCTH pekoMeHaamuii C (ypoBeHb
JIOCTOBEPHOCTH J10KAa3aTeNbCcTB — 4)

Kommenrapuu: nocae ycnewnoii TICK nabawodenue
nposodumcs 6 coomeemcmeuu ¢ npomokosom TICK;
603MOICHO HAX0JICOeHUe 8 OemCKOM KOANeKmUge 8 CPOKU,
o6o3uauenuvle npomorxosom TICK.

5. IIpodunakTuka u AUCaHCEPHOE
HaOmoieHue

IMTpodunakTruyeckre Mepbl PeKOMEHAYIOTCS BCEM
cembsiM ¢ TKMH u BKITI09al0T MEAMKO-TEHETUYECKOE
KOHCYJIBTUPOBaHUE ceMell U MpeHaTalbHYIO JUarHo-
CTUKY, KOTOpasi TPOBOAMUTCS C MIOMOIIIbIO MOJIEKYJISIp-
HO-T€HEeTUUYECKOro MccleoBaHus OMomnTaTa XOpruoHa
C BBISIBJIEHMEM MYTallMi COOTBETCTBYIOIIETO I'eHa, YTO
MO3BOJISIET MTPEAOTBPATUTD POXKIEHWE IPYTUX MallueH-
TOB C JaHHBIM 3a0oyieBaHueM B cembsix ¢ TKMH [19].

'YpoBeHb yoeauTeabHoCTH pekomeHaamuii C (ypoBeHb
JIOCTOBEPHOCTH J10KA3aTeNIbCcTB — 4)

6. /lonoHuTebHAS MHGOpMaNMS,
BJIMAIONIASA HA TeYeHHe 1 UCXO0]1 3a00J1eBaHuUs

ITpu ycnemnoit TTCK nporHo3 kauecTsa u Mpo-
JNOJDKUTEbHOCTU XKW3HU B 11€JI0M OJIaronpusITHBIN,

Ta6auna 4. Kpurepnu oneHKn KayecTBa MeTUIMHCKOM MOMOIIA

OH BO MHOTOM OIpEeAeISIeTCs TSXKECTbIo chopMUPO-
BaBILMXCS K MOMEHTY TPAHCIUIAHTALUY XPOHUYECKUX
o4aroB MHMEKIUU U MopakeHust opraHoB. CpenHsist
IIPOAOJIKUTEIbHOCTD xk13HU nanueHToB ¢ TKMH 6e3
nposeneHus TI'CK B HacTosIIMIA MOMEHT COCTaBIISIET
7 mec [49].

Hetu ¢ TKMH no npuxupieHUs TpaHCIJIaHTaTa
JIOJKHBI HAXOIUTHCS B YCIIOBUSX MAKCUMAIbHOM M30-
JSIuMu (B CTEPUIBHBIX OOKcax).

I'ennas Tepanus

B HacToAlICeC BPpEMA UAYT aKTUBHBIC KIMHUYCCKUC
NCCJICAJ0BaHHWA, KOTOPbLIC AaAyT BO3MOXKHOCTb PYTUH-
HOTO NMPpUMEHCHUA TeHHOU TEpAIInM Mpru HEKOTOPLIX
dopmax TKMH [51-54].

7. Opranu3anys MeIMIMHCKOH MOMOIIU

ITokazanus AJis IIAHOBOM rOCIUTAIN3ANUN: HETTPU-
MEHUMO MPU JaHHOM 3a00JIeBaHUMU.

Hunarno3 TKMH moapa3ymeBaeT TOIBKO 3KCTPEH-
HYIO FTOCTIUTAJIM3ALIMIO B cTaunoHap. Kpurepum kaue-
CTBa OLIEHKU MEIULIMHCKON MOMOIIY MpPeacTaBiIcHbI
B Ta0OII. 4.

YpoBeHb YpoBeHb
Ne Kputepuit KauectBa yOeIUTEIbHOCTU | TOCTOBEPHOCTU
pEeKOMEHIAINI | 10Ka3aTeIbCTB

1 [IpoBeneH Ha 3Tane NepBUYHON TUAarHOCTUKU (mpu mogo3peHun Ha TKMH) coop C 4
aHaMHe3a U Xajlod

2 [MpoBeneHo Ha 3Tarne MepBUYHOM AMAarHOCTUKHM (TTpu Ttopo3pernn Ha TKMH) C 4
usnkanbHOE 00CIeqOBaHME

3 [MpoBeneHa Ha aTare MEPBUIHOM TUArHOCTUKY KOMITBIOTepHAs TOMOTpadust C 4
OpraHOB TPYIHOI KJIETKK

4 ITpoBeaeHo Ha 3Tane NepBUYHONM JMATHOCTUKU OMpeie/ieHue UMMYHOTJIO0YJIMHOB C 3
CBIBOPOTKY KPOBH; UMMYHO(DEHOTUITMPOBAHUE JTUM(OIIMTOB KPOBH;
ornpenenaeHue KoblieBbiXx pparmeHToB JAHK, oOpa3zyroniuxcs B ripolecce
bopmupoBanus T-kinerounoro perientopa (TREC)

5 ITpoBeaeHo Ha 3Tane NepBUYHON TMATHOCTUKM BUPYCOJIOTMYECKOE UCCIIeAOBAHNE C 3
(kpoBb, BAJI, cTyn)

6 [IpoBeneHo Ha 3Tare MepBUYHOM TMATHOCTUKK MOJIEKYJIIPHO-TEHETHUECKOE C 4
HcclieIoBaHME TTOTeHIMAIbHBIX TeHOB-KaHAUIAaTOB, 00YCIOBIUBAIOIINX
3a00JIeBaHKe, B 3aBUCUMOCTH OT UMMYHO(MEHOTHIIA C 1IeJIbIO BBISIBJICHUST MyTalIAiA
nmanHoro reHa (IL2RG)

7 [IpoBenecHa 3aMecTUTEIbHAS TEPATIUs MperapaTaMyd BHYTPUBEHHBIX C 4
MMMYHOIJIOOYJIMHOB, HE3aBUCUMO OT YPOBHSI UMMYHOIJI00yIMHA G MpU JIeYeHU N
TaleHTa

8 [TpoBeaeHa KOMIUIEKCHAsI TPOTMBOMUKPOOHAs Teparnusi, COrJIacCHO JOKa3aHHbIM C 4
ovaraM MHQEKIINI

9 [IpoBeneHa mpoTUBOTYOEPKYIe3Has Tepamnus npu siBneHusIx bLK-unbexkuum y C 4
MareHTa

10 | [IpoBeneHO ceMeitHOE TeHETUIECKOE KOHCYIBTUPOBAHKE TTALIUEHTA, €TO C 4
HETIOCPE/ICTBEHHO! CEMbH, a TAKXKe NPYTUX POJACTBEHHNUKOB MAIMEHTa C LIEJIbI0
MHGOPMHUPOBAHUS UX O pHCKax 3a00JieBaHMsl Y TOTOMCTBA TMallMeHTa/WICHOB
CeMbH
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ITokazanus 11 SKCTPEHHOI rOCIUTAIM3ANN:
1) Bcem mauuentam npu nogo3peHun Ha TKWH ¢

LICJIBIO TIPOBEACHUS U30JISILIMOHHBIX MEPOIIPUSITUIA 1
00ceqoBaHMs ITOKa3aHa rOCIUTAIN3aUS B CTEPUIIb-
HBIIT OOKC.

2) IpoBeneHre UHTEHCUBHOM KOMILIEKCHOM Mpo-

TUBOMMKPOOHOM!, UMMYHOMOIYJIMPYIOIIEH 1 COITPOBO-
IUTEIbHOM Teparuu.

3) IIpoBenenue TI'CK.
IToka3anus K BHIMHCKE MAIIMEHTA U3 CTAMOHAPA:
1) JlocTrkeHue MOJTHOM MMMYHHOM PEKOHCTUTYLIUN

nocie TI'CK, cormacHo mpoTOKOILY.

2) OTcyTCcTBME MOCTTPAHCIIAHTAIIMOHHBIX OCI0X-

HEHUH, TPeOYIOIINX CTAllMOHAPHOTIO JICUCHUSI.
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