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AKTYaJILHOCTH TEMBI

AJioreHHasi TpaHCIUIAHTAIUSI TEMOMOATUYECKUX CTBOJIOBBIX KIIETOK (ayuio-
TI'CK) siBasieTcsi BaXKHBIM 3TallOM COBPEMEHHOI'O JICYEHUS 3JI0KAaY€CTBEHHBIX U
HE3JIOKaYeCTBEHHbIX 3a0osieBaHuil cucrembl kpoBu (PymsinueB A.I'., Macuan
A.A., 2003; CaBuenko B.I'. u np., 2007; AdanacwseB b.B. u np., 2015; Duarte R.F.
et al, 2019). Ilombop MOHOPOB, HCIOJB30BAHWE HOBBIX IPOTOKOJIOB
KOHJAMIIMOHUPOBAHUS, TPOPUIAKTUKN PEAKIIUU «TPAHCIUIAHTAT MPOTUB XO3SHMHA
(PTIIX) m wndeknmii cHwkaroT pucku amwio-TI'CK. Tem He MmeHee, mpoliiema
TPAHCIUIAHTALIMOHHOMW JIETAIBHOCTH OCTAETCS aKTYaJIbHOW, CPEAU IPUIUH KOTOPOU
TpeOyIOT AalbHEHIIEer0 M3yueHUss paHHHE M TO3JHHUE OCJIOXHEHHS CO CTOPOHBI
opounxoneroynoit cucremsl (BJIC) (CkBopiuora F0.B. u ap., 2015; Horan J.T. et
al., 2011; Barker A.F. et al., 2014; Bergeron A., 2017).

®dakTopbl KOMOPOUIHOMN JIETOYHOM MATOJIOTUH U MPEATPAHCIIAaHTAIIMOHHbIE
HapymieHuss GyHkuuu BHemHero abixanus (OBJl) mmurenbHO paccMaTpuBarOTCs
npu amwio-TI'CK. OpHako, OHM HE CHCTEMAaTU3UpPOBaHbl B KOHTEKCTE
pacIIMpSIOLIETOCs CIEKTpa MOKa3aHWHW U Bo3pacTa OOJIbHBIX, HOBBIX METO/OB
J€YEHUsT OCHOBHOTO  3a00JeBaHMs, PEXKUMOB  KOHIUIMOHHUPOBAHUA U
npoduiraktuku PTIIX Ha OCHOBE MOCTTPAHCIUIAHTALIMOHHOTO IMKIOhochamuaa
(nrlld) (Parimon T. et al., 2005; Pinana J.L. et al., 2012; Sorror M.L. et al., 2012).

Cepbe3Hyl0 KIMHUYECKYIO MpoOJeMy TNpPEJCTaBISAET OOJIUTEPUPYIOIIHA
oponxuomut (Ob), pa3BuBaronmiicss B ctpykrype xpoHuueckoit PTIIX (xPTIIX)
(CxBopmioBa FO.B. u np., 2015; Uywammmu A.T'., 2017; Bergeron A., 2017; Carreras
E. et al, 2019). OB pa3BuBaercsi BCIICACTBHE ATIOPCAKTHBHOTO HMMYHHOTO
npolecca, B KOTOpoM JOoHOpckue T-muM(onuThl HanpaBlieHbl IPOTUB aHTUTEHHBIX
JICTEPMHHAHT Ha SMUTEIHABHBIX KieTkax Oponxuoin perunuenta (Holler E. et al.,
1990; Ditschkowski M. et al., 2017). Ob mnposBaseTcs MPOTYKTHBHO-
CKJIEPOTUYECKUM XapaKTepOM BOCTIATICHUsS IepUPEPUUECKUX bIXaTeIbHBIX MyTeH,
NPUBOJAIIMM K TOJHOMY WM YacCTUYHOMY HApPYUIEHUIO HUX MPOXOAUMOCTHU
(Uywamun A.T'., 2013, 2017; HaskoBuu M.M., 2016). BBuay otcyrcTBUs
KIMHAYECKUX  MPOSBIEHWHA  HA  paHHUX  CTaaAusX  3a0o0JieBaHUS  WITU
HECHEeIM(PUUHOCTH JIETOYHOM cuMnToMatuku JauarHoctuka Ob  3auactyio
3aTpyIHEHA, YTO MPUBOJMUT K HApaCTaHUIO MATOJOIMYECKOTro Mpolecca B HUKHUX
JBIXaTEJIbHBIX MYTAX C Pa3BUTUEM HEOOpPaTUMOW OOJUTEpALMM TEPMHUHAIbHBIX U
JBIXaTEIbHBIX OpPOHXMOJ U MPOTPECCUPOBAHUIO0 KIMHUYECKUX CHMITOMOB
(Hildebrandt G.C. et al., 2011). IlpemioxeHbl KOHCEHCYCHBIE KPHTEPHU
nuarHoctuku Ob Ha ocHOBaHuuM HapymeHud napameTpoB @B/l u u3meHeHnid no
JTAHHBIM BBICOKOpPA3pEIIaIoNIe KOMIbIOTEPHONH TOMOTrpaduy OpPraHoB T'PYIHOU
kiaetku (BPKT OI'K) (Fiipovich A.H. et al., 2005; Jagasia M.H. et al., 2015).

Ob wu3yyeH B  HEOOJBIIMX  PETPOCHEKTHUBHBIX  OJHOLEHTPOBBIX
UCCIIEIOBAHUSIX WJIM B MHOTOLEHTPOBBIX KOrOpTaxX C PErucTpaimeil Iuiib
MUHUMAJIbHO HEOOXOJIUMBIX XapaKTEPUCTUK M HCIOJIH30BAHHEM Pa3HBIX METOJIOB
ouocratuctuku. Jlanuaeie mo yactore (ot 1 g0 26%) u dakropam puckam Ob
kpaitie pasnoponnsl (Clark J.G. et al., 1987; Yoshihara S. et al., 2005; Nakaseko
C.etal., 2011; Uhlving H.H. et al., 2015; Rhee C.K. et al., 2016).



OcHoBHbIMM  mpuHuUnamu  Jedenuss Ob  sBisitoTcss  moaaBieHHE
BOCHAJMUTENBHOTO W (pubponponudepatuBHOTO  MPOLIECCOB B HIDKHHUX
NBIXaTEIbHBIX MyTAX MW CUMITOMATHYECKass Teparus, HalpaBJeHHas Ha
yIydllIeHHe JIpeHaXHOW (QyHKIMU OpoHXOB. VCHONB3ylOTCS  CUCTEMHBIE
rIoKokopTHKocTepouanbie ropMoHsbl (I'KC), unmMMmyHoaenpeccanTsl (IMKIOCTOPUH
A (LIcA), takponumyc, cuponumyc, mukodpeHnomara modermnn (MMD) u mp.),
aHTUMEINATOPHBIC CpPEICTBa, HWHTHOWUTOpHI sHyc-kuHA3 (JAK), wHrHOUTOpHI
TUPO3UHKHHA3bl bBpyTOHa, aHTUIEHKOTPUEHOBBIE CpPEICTBA, WHIaISLUOHHbBIC
MIIOKOKOpTHKOCTEpougHbIe ropMoHbl (MI'KC), B ToM unciie B komOuHanuu ¢ Oera-

arOHUCTaMU aZPEHOPELETITOPOB JUTUTEIIBHOTO JICUCTBHUS (IJBA),
sKcTpakopropaibHbid GhoTodepe3 (DKD), Tepanuss ME3EHXUMHBIMEA CTBOJIOBBIMU
KJIETKAMH, B TSDKEIBIX HEOOpaTHUMBIX CIIydasX - TpaHCIJIAHTAIUsl JIETKUX

(Bergeron A. et al., 2007; Norman B.C. et al., 2011; Holm A.M. et al., 2013;
Spoerl S. et al., 2014; Carpenter P.A., 2015; Jagasia M.H. et al., 2015; Carreras E.
et al.,, 2019). JloxaszarenbHas 6a3a 1o 3()(YEKTHUBHOCTH M OE30MACHOCTH ITHX
METOJ0B OTPAHUYEHA, U HA CETOJHSIIHUN I€Hb HET €AUHBIX CTAHJIAPTOB JICUCHUS
Ob nocne amno-TI'CK. Ouenka OTBETa Ha JIEYEHUE COIVIACHO COBPEMEHHBIM
kputepusiMm Harmmonansabix MactutyToB 3moposbst CIIA (NIH) npoBenena sumrib
B equHUYHBIX pabotax. [Tockonbky Ob kak mpaBuiio pa3BUBaeTCs yke€ Ha (hoHE
paHee MaHU(ECTHPOBABIIMX AKCTpPANyJbMOHAJIbHBIX mposiBaeHud xPTIIX,
3a4aCTYI0 OCTAE€TCs HESICHBIM 3HAYEHUE PaHEe HA3HAYEHHOI'O JICUCHHS U JICUCHUS
Ob kak TakoBOTO, B TOM YHCJI€ HHTAIAIMOHHOW Tepanuu. Takum o00pazom,
MPUHATHE KJIMHUYECKUX PEIUICHUN O TakTuke JeueHnst Ob kpaitHe 3aTpyaHEHO.

[Iporuno3 pazsepuyroro Ob y perunuentoB auio-TI'CK HeOnaronpusiTHbIM,
cMepTHOCTH mpeBbiaeT 50% (Afessa B. et al., 2001; Norman B.C. et al., 2011).
OpnHako, Ha COBPEMEHHOM JTare TpeOyercs AeTaiu3aiisi U 0oJjiee KOppEeKTHas
otieHka mporHo3a Ob ¢ yuerom yHHU(PUIIMPOBAHHBIX KPUTEPHUEB AMATrHO3a, HOBBIX
ONIUI JICYEHHUS], PA3JIUYHBIX NPUYHH JETAIbHOCTH, CBSI3AHHBIX M HECBSI3aHHBIX C
xPTIIX u Ob, u B cpaBHeHHH CO COAlaHCUPOBAHHOM IO CpPOKaM HAOJIOJEHUS
KOHTPOJILHOM Tpynmon 00JbHbIX, He pa3BuBImx Ob.

Crenenb pa3padloTaHHOCTH TEMbI

3HaueHue KOMOPOUIHOM JIEroyHOM maroioruu y penunueHToB amio-TT'CK
B OTHOIIICHUU PHUCKA PAHHUX JIETOYHBIX OCJIOKHEHUW W TEpPEeBOJAa MAlMEHTOB Ha
HUCKYCCTBEHHYIO BeHTWIsuo Jjerkux (MBJI) wu3ydyeHo B eIMHUYHBIX
perpocniekTUBHBIX padotax (Parimon T. et al., 2005). YacroTa mopaxxeHus JETKUX
B ctpykrype XPTIIX no tuny Ob nocne amno-TI'CK ¢ yyeToMm KOHKypHpYOIIHX
pHCKOB JHilb (pparmMeHTapHO ocBelieHa B auteparype (Dudek A.Z. et al., 2003;
Vieira A.G. et al., 2014). ®akrtopsl prcka OB He u3yueHBI B COBPEMEHHOM
nangmadre ammo-TI'CK, B TomM umcie OT aJbTepHATUBHBIX JIOHOPOB, C
IIPUMEHCHUEM KOHJAULMOHUPOBAHUSI CHUKEHHOM WHTEHCMBHOCTH U nTL®.
Knunnueckass manudecranus u Tsokecth Ob ¢ comocraBieHMeM CHMIITOMOB,
nanapix ®BJ] u BPKT OI'K He cucTteMaTtu3upoBaHBI M ONKCAHBI B HEOOJIBIIOM
yucie Habmonenuit (Yoshihara S. et al., 2005; Fujii N. et al., 2014; Vieira A.G. et



al., 2014). Cnabo JTIOKYMEHTHpPOBaHa JTMHAMHKa dbopmMupoBaHus
OpOHX000CTPYKTUBHBIX HapyiieHuid 1o ngaHHeiM ®BJ[. Bce 310 3arpyanser
CBOCBPEMEHHYIO JIMATHOCTUKY © HE TO3BOJISIET HAy4yHO OOOCHOBAaHHO
paccMaTpuBaTh cTpaTeruu nNpopuiaakTuku v panHero jgedeHuss Ob. OTcyrcTBytOT
eauHble cTanaapTel Tepanuu Ob, He u3ydena 3¢ dexTuBHOCTH HHTHONTOPOB JAK.

Takum o0pazom, KOMOpOUIHAs JeroyHas NaTOJIOTHS,
npearpasciuianTaionubie HapymeHus @B/l u Ob kak oTCpo4YeHHOE OCIIOKHEHUE
B pamkax XxPTIIX, gBiSrOTCS aKTyaJdbHbIMU IpOOJIEMaMHu MPU MPOBEIECHUN aJI0-
TI'CK u TpebyroT ganpHEeHIINX MYIbTHANCIUITMHAPHBIX UCCIICIOBAHUA.

Bce BBIIEH3IIOKEHHOE TMOCIYXWJIO OCHOBOM JUIA IUJIAHUPOBAHUS H
(OpMYIMPOBKY LENH U 3a/1a4 JAHHOTO HAYYHOT'O MCCIIEJOBAHUS.

eanb ucciaenoBanus
O11eHUTh y B3POCIIBIX OOJIBHBIX CTPYKTYPY M 3HAUCHHWE MPEITPAHCILUIAaHTAIIMOHHOM
KOMOPOUTHOM JIETOYHOM IMAaTOJOTUM, KIMHHUYECKHE 0COOCHHOCTH M mporHo3 OBb,
pazBuBiIerocs nocie amuio-TI'CK.

3agaum uccie10BaHusA

1. Oxapaktepu3oBarh (aKTOpbl KOMOPOUIHOM  JITOYHOW TATOJOTUU U
MpeATpaHCIUIaHTallMOHHbIe HapymieHus OB/l u OueHuTh UX 3HAYEHHUE B
MOCTTPAHCIJIAHTA{UOHHOM MEPUO/IE.

2. Ouenuth 4actoTy U (paxtopsl pucka pazButus Ob y OONBHBIX MOCiE aijio-
TICK or nomHoctero m 4yactuyHO HLA-coBMecTMMBIX HOHOPOB mHpH
MCIIOJIB30BaHUN PA3JUYHBIX PEKUMOB KOHIAUIIMOHUPOBAHUS U MPOPUIAKTUKU
PTIIX.

3. Oxapakrepu3oBarb Cpoku GOpMHUPOBAHUA U KIMHUYECKYI0 MaHupecTanuo Ob
IIPY COTOCTABIICHUU CHEKTPA KIIMHUYECKUX CUMIITOMOB, naHHbIX @B/l u BPKT
OI'K. BeisiBute pannue npuszHaku @opmupoBanuss Ob Ha ocHOBe
JTUHAMUYECKOro uccienopanus nokaszareneit @B/l nocne amno-TI'CK.

4. O1eHuTh 4acToTy U CTPYKTypy oTBeToB Ob Ha cucremuoe neuenue xPTIIX u
WHTAJSIIUOHHYIO TEPAIHIO.

5. Onenuts 3¢ dextuBHOCTh JedueHuss Ob ¢ ucnonb3zoBanrem uHruburopa JAK
PYKCOJIUTUHHUOA.

6. [Ipoananm3upoBaTh KIMHUYECKUE UCXOBI, OOIIYI0 BEDKHBAEMOCTh U CPABHHTH
MPUYUHBI JIETATBHOCTH Y 00JIbHBIX ¢ OB ¥ KOHTPOIBHOW TPYIIIHI.

Hayuynast HoBU3HA

1. BnepBble B YCJIOBUSAX COBPEMEHHOTO crekTpa mnokazaHuii k amio-TI'CK,
pexuMOB KoHAUIMOHUpoBaHus U npoduinaktuku PTIIX y B3pocibix G0JIBHBIX
OIICHEHBl ~YaCcTOTa W CHEKTp MPEATPAHCIIAHTAIMOHHBIX  (PaKTOpoOB
KOMOPOUIHOM JierouHoW martojornun W Hapymenuin DBJI, nokazano wux
IIPOrHOCTUYECKOE 3HAYCHUE B OTHOILICHWM 4acTOThl IiepeBoaa Ha HWBJI B
PaHHEM  IOCTTPAHCIUIAHTAMOHHOM  IIEPUOJEC U  TPAHCIUIAHTAMOHHOU
JIETAJIBHOCTH.



2. BriepBbie B KOHTEKCTE TPaJUIIMOHHOW MU OCHOBAaHHOW Ha mpumeHeHuu ntld
npoduiaktuku PTIIX, wucnonb3oBaHus TaluIOMJEHTUYHBIX M YaCTUYHO
HECOBMECTUMBIX HEPOJCTBEHHBIX JOHOPOB B PENPE3CHTATUBHOM KOrOpTe
B3pOCJIBIX MAIUEHTOB C OIYXOJEBBIMM M HEOIYXOJIEBBIMH 3a00JI€BaHUSIMU
CUCTEMBl KpPOBH ONpEIEICHbl KyMYJSITUBHAs 4YacTOTa U HE3aBHUCHMBIC
npeaTpaHciianTanuoHHbie paktopsl pucka Ob mocne amno-TI'CK.

3. Bnepseie y 6ompHBIX ¢ OB mocne amno-TI'CK uaeHTHPUIIMPOBAaHBI paHHUE
KIMHUYECKHEe TMpHU3HAKA W JUHAMUKa (HopMHpoBaHHS  OpPOHXHAIIBHOM
OOCTpPYKILIMH, a TaKke (PaKTOPHI, BIUAIONINE HA BBDKUBAEMOCTb.

4. Bnepsele y peuunuentoB awio-TI'CK ¢ ucnonas30BaHrEeM CTaHAAPTH30BAHHBIX
KPUTEPHUEB OTBETA I10 JAHHBIM JIWHAMUYECKOro TectTupoBanus ®B/I moiydeHsr
naHHble 00 >pdextuBHOCTH JiedeHUss Ob ¢ BKIIOYEHHEM MHTAIALMOHHBIX U
CUCTEMHBIX IIPOTUBOBOCIAIUTENBHBIX, IMMYHOCYIIPECCUBHBIX JIEKAPCTBEHHBIX
npenaparoB, Bkitouasi HHruoutop JAK pykcomuTuHuoO.

Teopernueckasi M NPaKTUYeCKasi 3HAYUMOCTDH UCCJIEI0BAHUSA

Pa3zpaboTan KOMIUJIEKC OIEHKH UHTETpaibHBIX Mokazatenein @B/ u crenenu
KOMOPOUTHOM JIeroyHoii naTojioruu no mkaine Hematopoietic cell transplantation-
specific comorbidity index (HCT-CI) nepen ammo-TI'CK ¢ yuérom xapaktepa
OCHOBHOTO 3a00JIeBaHUSI CUCTEMbI KPOBU, HAIMUUS XPOHUUECKUX U TIEPEHECEHHBIX
3a001eBaHUN  OpOHXOJIETOYHOM CHUCTEMBI, MPEIUIECTBYIOIIETO JICYCHHUS U
manupyemoit  awo-TI'CK  (Bug W peXuM  KOHIUIMOHUPOBAHUS) Y
MOTEHIIUAJIBHBIX PEIUTIUCHTOB.

B pemnpeseHTaTHBHOM KOTOpPTE B3POCIBIX NAIUEHTOB C OMYXOJEBBIMU U
HEOMYXO0JIEBBIMU 3a00JICBAHUSIMU CHCTEMBI KPOBH OIPEACIICHbl KyMYJSTUBHAs
yacToTa M HE3aBUCUMBIC TpeaTpaHCIUIaHTaoHHble (akTopbl pucka Ob mocrne
auo-TIT'CK ¢ TpaguuuoHHOU u OCHOBaHHOU Ha  NPUMEHEHUU
nocTTpancIanTaiuorntoro mukiodochamuma (nrlld) mpodumnaktukoit PTIIX, a
TaKKe TPAHCIUIAHTALMM OT TaIUIOMJECHTUYHBIX W YAaCTUYHO HECOBMECTHUMBIX
HEPOJICTBEHHBIX JOHOPOB.

NnentudunmpoBanbl nuHamuka (HOPMUPOBAHUS OPOHXOOOCTPYKTUBHBIX
HapylieHUH U (HaKTOpPHI, BIUSIONIME HA BBDKUBAEMOCTb OOJIBHBIX C Pa3BUBIIMMCS
Ob nocine amno-TI'CK.

Pazpabotan mnepcoHM(UIIMPOBAHHBIN TMOAXOJ K MPOTHO3UPOBAHUIO U
panHer muarHoctuke Ob B crpykrype XPTIIX y manmueHTOB Ha OCHOBaHUU
MpeATPAHCIIaHTAIMOHHBIX (PAKTOPOB pHUCKA, a TaKXe JIWHAMHUKH IIOKa3aTess
o0beMa (GopcUpPOBAHHOTO BBIIOXA 3a NepByro cekyHay (ODBI1) B mepBbiil ron
1ocJie TpaHCIUIaHTau. AnpoOoupoBana oreHka 3¢ dektTuBHocTH yeuenus Ob Ha
OCHOBaHHMH YHUDUIIMPOBAHHBIX KputepueB quHaMuku ODBI.

MeTtoaos10rusi 1 MeTOABI MCCJIEI0BAHUS

Hayuynast MeTo10J10THS JUCCEPTAMOHHOIO HCCIIEIOBaHMs Oblla OCHOBaHa
Ha CHCTEMHOM TIOJAXOJ€ K H3ydyaeMoW mpobiieMe KOMOpPOMIHON JIerOYHOU
natosiornu B KoHTekcte amio-TI'CK u popmupoBanus Ob B crpykrype xPTIIX u



KOMIIZICKCHBIM pPAaCCMOTPCHUEM HMX KIMHHYCCKOIO 3HAYCHHA, AUAardHOCTHUKH,
JCUCHUA W IIPOrHo3a € IIOCICHOBATCIbHBIM IIPHUMCHCHHUCM MCTOJOB HAYYHOI'O
IIO3HAaHM:I. Hcnonp3oBannch KIIMHUYCCKUC, O6HICHay‘IHI>I€ (Ha6J'II-0I[eHI/IC,
HN3MCPCHHC, peTPOCHGKTHBHLIﬁ )41 HpOCHCKTHBHBIﬁ dHaJIn3, CHUHTC3, IIOCTPOCHHUC
FI/IHOTGS) N CTaTUCTHYCCKUC MCTOABI UCCIICAOBAHMNS.

IToJ10:xeHUs1, BBIHOCUMBbIE HA 3AILUTY

1. B3pocasie permumnuenTtsl amio-TT'CK umeroT mmpokuii crekTtp ¢GakTopos
KOMOPOHIHOM JIerouHoi natosoruu. Hammune XpoHHYecKuX OpOHXOJIETOYHBIX
3a00IeBaHUM, TIEPEHECEHHBIX WH(PEKIUA HIDKHUX JBIXaTeIbHBIX ITyTEH,
MOpaKEHUsI JIETKUX B CTPYKTYpPE OCHOBHOTO 3a00JIEBaHUSA /WM €r0 JICUCHHUS
GOpMHPYIOT BBICOKYIO 4YacTOTy U  OoJie3Hb-cenupUYecKuii mnaTTepH
n3MeHeHnit mokaszareneit ®BJ] ¢ npeBanupoBanueM cHwKeHHS U dy3MOHHON
CIIOCOOHOCTH JIETKUX HaJl OPOHXOOOCTPYKTUBHBIMHU HAPYIICHUSIMHU.

2. Crenenp Hapymenuid ®BJ] mo ammo-TI'CK coxpaHseT NporHOCTHYECKOE
3Ha4YE€HHE B COBPEMEHHOM TPAHCIUIAHTAIIMOHHOM JIaHAIIa(Te U HE3aBUCUMO OT
JIpyrux pakToOpoB pUCKA aCCOLMUPOBAHA C PUCKOM mepeBojia 6oapHbIX Ha UBJI
u Oe3peluJIuBHON JIETAIBHOCTHIO B paHHEM MOCTTPAHCIUIAHTAIIMOHHOM
IEpUOJE.

3. Ob sBnsercss penkum TsokenbiM BapuanTtoMm Tedenus xPTIIX Oe3 panneit
crnenuPuyecko CUMOTOMATUKHM U MPEUMYIIECTBEHHBIM (DOpMHUpPOBAHUEM
yTpaTbl OPOHXHAIBHOM NPOXOAUMOCTH B cpoku oT 100 aneit 1o 1 roma mocne
amuto-TI'CK.

4. Puck pasButus OB Ha coBpemeHHoM »stane passutus amio-TT'CK
aCCOLMUPOBAH C IPUBJICYEHUEM HEPOJCTBEHHOIO0 YAaCTUYHO COBMECTUMOIO U
TarIOuACHTUYHOTO JIOHOPA, HCIOJb30BaHUEM MHEI0abJaTUBHOTO pPEeXUMa
KOHJIUITMOHUPpOBaHUs U pexuma npodunaktuku PTITX 6e3 rarouenust ntl{D.

5. CoBpeMeHHOE JIeYeHHE C BKJIIOYEHHEM CUCTEMHONW HMMYHOCYIPECCUBHOM U
WHTQIAIMOHHON Teparnuu o0ecreunBaeT cTabmimzanuio win yiydienne OB/
B 71% cnydaeB. Pa3zsutue Ob onpenensieT HEOIArONMPUATHBIN MPOTHO3 OOIIEH
BbDKMBaeMocTu nocie auio-TT'CK.

CreneHb J0CTOBEPHOCTH M anipodauus pe3yibTaTOB HCCJIeI0BAHNS

JIOCTOBEPHOCTH PE3yIHTATOB UCCIICOBAHUS ONPEIEACTCS UCTIOIh30BaHUEM
COBPEMEHHBIX METOJIOB cOopa 1 00pabOTKH MUCXOAHON MH(MOpPMAILIUU, aICKBATHBIX
MOCTABJICHHBIM 33j]a4aM, JOCTATOUYHBIM 00bEMOM UCCIIEIOBAHUSI.

PesynbTaThl auccepTanuu ObUIM TpEACTaBIEHBI Ha 17 BCEPOCCUMCKUX U
MeXIyHapoaHbIX KoH(pepennusix, B ToMm yucie XIII, XIV u XV mexmyHapoaHbix
cumnosuymax mamsata P.M. T'opbaueBoii «TpaHcmmaHTauss TeMOIMOITHYECKUX
CTBOJIOBBIX KJeTOK. ['eHHass m knertounas tepanus» (Cankt-Ilerepoypr, 2019,
2020, 2021), XXIX n XXX HaruoHanbHbIX KOHTpEccax Mo OOJIE3HSIM OpPraHoB
neixanust (Mocksa, 2019, 2020), V Kourpecce rematonioroB Poccun (Mockaa,
2020), 46-om cuMmmo3uyme EBporeiickoit accoluanuu 10 TpaHCIUIaHTAIuN
koctHoro  mo3ra  (Mampua, 2020), IV TepameBtuueckom  ¢opyme



"MynsTuaucuuimHapHeii 6oasHOR" (CankT-IletepOypr, 2021), 63-M KoHrpecce
AMepuKaHCKON accornuanuu rematosioroB (Atmanta, 2021). Pabora yagoctoena
murioMa [ cremenn Ha VIII MexayHapogHOM MOJIOAECKHOM MEIUIIUHCKOM
koHrpecce «Cankt-IlerepOyprckue HaydHbie uTeHUA-2019y.

[To Teme guccepranmu onyOauKoBaHO 17 Hay4dHBIX paboT, B TOM 4HcCie 3
CTaTbM B PEIEH3UPYEMBIX IKypHaitax (SCOPUS), BXOASIIMX B TEPCUCHb,
pEeKOMEHI0BaHHBIX Briciiel arrecTanronHoi Komuccuer MunoOpHayku Poccun
JUTS TTyOTMKAIMA OCHOBHBIX HAYYHBIX PE3YIhTATOB TUCCEPTAIUH.

BHenpenue pe3yabTaToB HCCAe10BAHUS

Pe3ynbTaThl nuccepTaliiu  BKJIIOYEHBI B CTaHJAPTHBIE OIEpPAlOHHbBIC
poLeaypbl U BHEApPEHbI B jieueOHyto padoty kimHuku HUW JOT'uT um. P.M.
["'op6aueBoii, OT/ICICHU IeMaTOJOTUH U TPAHCIUIAHTAIIMK KOCTHOTO Mo3ra ['AY3
CO «CsepanoBckast oOnacTHas kiauHudeckas OosibHuIla Nely (ExatepunOypr),
OI'bBHY  "HUUM  dbynaameHTanbHOW U KIMHUYECKOM  MMMYHOJIOTHU"
(HoBocubupck), a Takxe B ydeOHBIN MpoIecc Ha Kadeape Tepanuu rocluTalbHON
C KypCcOM aJIJIEPTOJIOTUH U UMMYHOJIOTHM UMEHU akajnemuka M.B. UepHopynkoro
C KJIMHHUKOW W Kadeape reMaTosIOTUd, TPaHC(Y3HOJIOTHUH, TPAHCIIAHTOJIOTUU C
KypcoMm nerckoil oHkosorun ®PIIO umenu npod. b.B.AdanacrkeBa ®PI'BOY BO
[ICIIGI'MY um. N.I1. [TaBnoBa Mun3apasa Poccuu.

JInuHoe yyacTue aBTOpa B HCCIEA0BAHUN

ABTOpOM nHiccepTaIiii OBLIM OIPEACNICHBI eI W 3aJladd MCCIICIOBAHUA,
pa3paboTaH €ro JU3aiiH M aJTOPUTM IPOBEICHHS BKIIOYCHHBIX B HETO METOIUK.
ABTOp pa0OTHI JUYHO Yy4aCTBOBAJ B HAOOpPE M COBMECTHOW Kypalluu C BpauyaMH -
OHKOTE€MAaTOJIOTaMU MAIMeHTOB ¢ mojo3peHueM Ha Hanuuwe Ob B cTpykType
xPIITX c¢ mopaxenuem nerkux mnocie amno-TI'CK, opranuzanum mpoBeAEHUS
GbyHKIHOHATBLHOTO U HHCTpYMeHTalbHOTO o0cnenoBanus bJIC (PBJI, BPKT OI'K
U guarHoctudeckoi ¢puopodponxockonuu (PBC)) u Ha3HAYCHWU JICUCHHUsA, a
Takxe pazpadoTan anroputm omeHku coctosiuus bJIC y moTeHuanbHbIX TOHOPOB
u perunuenToB nepen amno-TI'CK.

ABTOpOoM pabOTBl JMYHO CcoO3AaHa 0a3a JaHHBIX W TPOBEICHA
CTaTUCTHYECKass 00pabOTKa MOJYYCHHBIX PE3yJbTaTOB, OBLIN MPOAHATU3UPOBAHBI
pe3yNbTaThl HACTOSIIETO WCCIICIOBAHUS, Ha OCHOBAaHWUM KOTOPBIX CICIaHbBI
BBIBOJIBI U C(HOPMYJTUPOBAHBI IPAKTUICCKHAC PEKOMEHIAITNH.

Crpykrypa u 00beM JuccepTaAlUU

Huccepramsi COCTOMT W3 BBeIEHHUsA, o0030pa JHUTEpaTypbl, TJaBhI,
MOCBSIIIEHON XapakTEePUCTHUKE OOJNBHBIX W METOJlaM WCCIIeIOBaHMs, 3 TJaB
COOCTBEHHBIX MCCJICIOBAHUM, 3aKIIOUEHUS, BRIBOJIOB, CIIMCKA JTUTEpaTyphl. PaboTa
u3NI0KeHa Ha 162 cTpaHWIaX TEYaTHOTO TEKCTa, coAaepkut 16 tabdmui u 28
pucynkoB. bubnuorpaduueckuii ykazatenb Birodaet 246 UICTOYHUKOB U3 HUX 26
oteuecTBeHHOU U 220 3apyOeKHOM TUTEPATYPHI.
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OcHoOBHOE coJepkaHue padoThI

MartepuaJjbl 1 MeTOAbI HCCAeT0BAHUS

Pa6ota Beimonnena Ha 6aze HUU JOI'uT um. P.M. I'opGaueBoit (aupexTop,
JI.M.H., TIpodeccop IB.B. Aq)aHacr,eBl) U Kadepsl TEpauy rOCIUTAILHON ¢ KypCOM
QJUIEProJIOTUM W HMMMYHOJIOTMH WMeEHH akanemuka M.B. Yepnopyukoro c¢
KIIMHUKOU (3aBemyromnuii kadeapou, 1.M.H., mpodeccop B.U. Tpopumor) ®I'BOY
BO TICIIOI'MY um. W.II. IlaBnoBa MunsnpaBa Poccun. Xapakrtepuctuka Bcen
koropthl (N=1199) u 6onbHBIX ¢ Ob (N=52) npencraBieHs! B TaduIe 1.

Tabnuna 1 - ba3zoBsie XxapakTepucTUKH OOJBHBIX U Mporenypbl ayuio-TI'CK

XapaKkTepucTHKa Bces xoropra Ob

KomaunuaectBo naruenTos, N (%) 1199 (100) 52 (100)
Koropra

PetpocrnexkTrBHas 885 (74) 35 (67)

[TpocriekTrBHas 314 (26) 17 (33)
Bospacrt, roapl, Meauana (uana3oH) 33 (18-77) 32,7 (18-58)
IToi, n (%)

MyxcKoit 659 (55) 27 (52)

Kenckuii 540 (45) 25 (48)
Huaruos, n (%)

Tsokenas amaacTHYecKast aHEMHSI 59 (5) 3 (6)

OcCTpbIit MUCITOUIHBIN JICHKO3 505 (42) 21 (40)

OcTperit TuMQOOITACTHBIN JIEUKO3 288 (24) 14 (27)

XPOHUYCCKUN MUETIOJIEHKO3 102 (9) 2 (4)

MuenoaucIuiacTHIecKuii CHHAPOM 64 (5) 2 (4)

MuenonpoaudepaTHBHbIC 3a00ICBaHUS 40 (3) 1(2)

Jlumdompbl, BKITIOUast XPOHUYECKHH TUMDOIEKO03 141 (12) 9 (17)
Jonop, n (%)

HLA-coBMecTUMBII CHOIHHT 301 (25) 9 (17)

HepoacTBeHHbI cCOBMECTUMBII 608 (51) 23 (45)

HepopacTBeHHBIN YaCTUYHO COBMECTHUMBII 173 (14) 9 (17)

["armmongeHTHYHBIT 117 (10) 11 (21)
Pexum konaunmonuposanus, N (%)

MAK 421 (35) 27 (52)

PUK 778 (65) 25 (48)
[Mpodpunakruka PTITX, n (%)

ATT +/- UKH, MM®, MTX 307 (26) 19 (37)

HKH +/- MM®, MTX 197 (16) 7 (13)

ntll® +/- UKH +/- MM® 695 (58) 26 (50)
Wctounuk TpancmianTara, N (%)

KocTtHsrit M0o3r 486 (41) 16 (31)

CTBOJIOBBIE KJIIETKH NepH(pepruIecKorl KpOBU 713 (59) 36 (69)

boun copmupoBanbl 2 1€d€Bble M KOHTPOJbHAs KOTOPTHI OOJBHBIX U
npoBejieHbl 2 ¢parmenTa uccienoBanus: 1. KomopOuaHas jgerouHas nmatojaorusi u
ucxonpl amno-TI'CK y mauuentoB 6e3 Ob (koropra Nel); 2. Yacrora, ¢daktopsl
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puCKa, KIMHUYecKass MaHudecTanus, 3p(HEeKTUBHOCTh JICUEHUSI U JIOJATOCPOYHBIM
nporio3 Ob mnocne amno-TI'CK (koropra Ne2). Kputepuu BKIIOYEHHS B
uccnenoBanue: 1. Bo3pact Ha MomeHT amio-TI'CK 18 ner u crapme; 2. IlepBas
ao-TI'CK.  lonmomuurtenbHble  KpuTepun  koroptel Nel: 1. Hanwnuume
aHAMHECTUYECKUX JaHHBIX O 3a00yieBaHUAX U (pakTopax pucka co ctopoHsl BJIC;
2. Hanmnume panueix @B/ no amno-TI'CK. JlononHUTENbHBIE KPUTEPUH KOTOPTHI
Ne2: 1. BepudunupoBanusiii aumaro3 ObBb. [lomydeno moOpoBoibHOE
UHQOPMUPOBAHHOE COTJIACHE HA ydYacTUE B HCCIEAOBAHUU, OJOOPEHHOM
JIOKaJIbHBIM 3TUYECKUM KOMHUTETOM.

o amno-TT'CK ananusupoBanmuck ganueie @B/ u BPKT OI'K, anamnes
3a00J1eBaHUI BJIC, nH(peKuun HIDKHHAX JBIXaTEJIbHBIX yTeH,
YJIbMOHOTOKCHYHOM Tepanuu (IIMTO3WHAPAOMHO3U I, OJCOMUIIMTHH, KAPMYCTHH),
WHTUOUTOPOB MMMYHHBIX KOHTPOJBHBIX TOYEK, JY4eBOM Tepanmuu Ha 00JacTh
IPYAHON KJIETKH, CIEIU(PUIECKOTO TOPAKEHUS JIETKUX.

Ha moment amno-TI'CK yuuThIBaIMCh CTaTyC OCHOBHOTO 3a00JIeBaHMS,
XapaKTepUCTUKu JoHopa (poactBeHHblit HLA-coBMecTUMBIH, TarionIeHTUYHBIN,
HEPOJICTBEHHBIN), MCTOYHHUK TPAHCIUIAHTATA, PEKUMBbI KOHJUIIMOHUPOBAHUS U
npodunaktuku PTIIX. OnenuBanacey nunamuka ®BJl u BPKT OI'K uyepe3 100,
180 u 365 mgueit nocne amno-TI'CK u uepe3 kaxasie 3-6 MecsueB no3aaee 1 roaa
nocine amo-TI'CK. Ilo mnoxkasanusam BeimmosHsuIack @OBC ¢ KOMIUIEKCHBIM
MUKpPOOHOJIOTUYECKUM HCCIIEIOBAHUEM OPOHXOAJBBEOJSIPHOTO JIaBaXKa IO paHEe
pa3pabotanHbIM MeToaukaM (Bonkosa A.l'. u ap., 2012, 2019).

Uccnenoanne @BJ[ mnpoBoawsioch B OTIAEIECHUU (PYHKIIMOHAIBHOU
nuarHoctuku Ne2 (3aB. otn., k.M.H. [O./[. Pabuk) u BKIIOYaJIO CIUPOMETPUIO U
ooaurieTu3Morpaduio ¢ OPOHXOIUTUKOM, OLIEHKY AU Y3MOHHON CIIOCOOHOCTH
Jerkux as okcunaa yriaepona (DLco) na anmapare MasterScreen (CareFusion 234
GmbH, Erich Jaeger, Xéxoepr, ['epmanust) mo crangapram ATS/ERS (Pellegrino,
R. et al., 2005). DLco omnpenensiach METOJI0M OJHOKPATHOTO BJIOXa C 3a/CPIKKOM
JBIXaHUSI ¢ HMCIOJIb30BaHHEM cMmecu okcumaa yriaepona (0,26%), remus (9,3%) u
CHHTETHYECKOTO BO3/yXa M KOpPEKIMel 3HaueHHs 1o ypoBHIO remorioouHa (Hb)
metogom Cotes wu  momonnurensHo MeromoM Dinakara mo  dopmyie:
CKOPPEKTUPOBaHHBIN Mmokazarens DLco = HeckoppektupoBanubiii DLco/(0,06965
x Hb r/mm) (Cotes, J.E., 1979; Dinakara P. et al., 1970). HMcnonb3oBanuch
dbopmynbl nomxHbIX BennuuH Knementa P.®. (1987). AnanuszupoBanuce ODBI1,
unnekc Tudduo, ocrarounsiii 00vem nerkux (OOJI) u DLco.

Mynbsrucnnpansaass BPKT OI'K BbInonHsAIack B OTAEIEHUH PEHTTEHOBCKOM
KoMIIbloTepHOU TOMOrpadguu Ne2 (pykoBogutenb, A.M.H. Jlykuna O.B.) Ha
arnmaparax Optima CT660 (GE Hangwei Medical Systems Co. Ltd, CIIIA).

Huarno3 Ob ycranaBnuBaiu corjiacHo kputepusiMm NIH (2014): 1) unnexc
Tudbduro < 0,7 (70%); 2) ODPB1 < 75% OT MOKHBIX BEIIMYUH CO CHUKCHUEM
>10% 3a menee yem 2 rona; 3) OTCyTCTBHE aKTMBHOM HH(EKIIMH HIKHHUX
JbIXaTeNbHBIX MyTel; 4) OnuH U3 2-X NPU3HAKOB: (a) «BO3AYIIHBIE JOBYIIKW» B
a3y BbIIOXA WINA YTOJIIICHUE CTEHOK METKHUX JBIXaTEIbHBIX MyTEH WM HAIWYNe
oponxuonosktazoB no ganHeiM BPKT OI'K; (6) OOJI > 120% wunu oTHOIICHHE
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OOJI x o6mieit emkoctu nerkux (OEJI) > Bepxneit rpanuisl 90% noBepuTeabHOTO
vHTepBana. [Ipu Hanuunm BHenerounsix nposasieHurd XPTIIX goctatouHo nepBbIx
3-x kputepueB. Crenenp Tspkectu Ob ompenensace nokaszarenem O®PBI1: 0
crernenb - > 80%, 1 - 60-79%, 2 - 40-59%, 3 - <39% (NIH, 2005, 2014). TsxecTb
OJIBIIIKK OIICHMBAJIACh ¢ oMo onpocHrnka MMRC u mkanst NIH (2014).

DddextuBHocth nedenns Ob onenwBamace mo mkane NIH (2014): 1.
[Tonnwiii otBeTr — HOopmanuzanus ODBI, npu HeBo3MoxkHOCTH olieHKH DBJI,
crenedb onpimiku O ¢t mo NIH. 2. Yactuunbslii otBeT — yBenudeHue ODBI1 Ha
>10% OT JOMKHOW BEIMYMHBI WM YMEHBIIICHUE OABIIKKA Ha 1 Gamr u 6onee. 3.
[Iporpeccus - cumkenne ODPB1 Ha >10% 0T q0JKHON BETMYMHBI UM HApAaCTaHUE
onbiiku Ha 1 6amn u 6onee mo NIH (3a uckmtouenuem uzmenenus ¢ 0 go 1 cr.).
[Tpu nzamenennn ODBI1 Ha <10% koHcTaTHpOBaNach CTAOUIU3ALIMSL.

AHanu3 1npoBeieH no cocTtosHuio Ha | urons 2021 roma. OnucaTenbHbIE
XapaKTEPUCTUKHU BKJIIOYAIIA YMCIIO HAOIIOIEHUH, IPOTIOPIIUHU, MEUAHBI, TUaIa30H
3HAUCHUN, MEXKBapTWIbHbIE pazMaxu, 95% mnoBepurenbHbie uHTepBabl ().
Paznuuus Mexay rpynnaMi OLEHHBAJIUCh C MTOMONIBI0 KpuTepueB MaHHa-YUTHH
u Kpyckana-Yommica (KOJUYECTBEHHBIE XapaKTEPUCTHKH), TOYHOTO TeCTa
®dumepa u xu-kBajpat [lupcona (kareropuanbHbie xapakTepucTuku). [loBTOopHBIE
m3Mepenuss OB/] oneHnBam ¢ UCMoab30BaHuEM Kputepus Opuamana.

MowmeHT ycraHoBieHHs auarHo3a Ob omnpenensnm natod  BBIABICHUU
KpuTepuanbHblx u3MeHeHud OBJI, nedroT - patoll JOKYMEHTAaUMH NEPBBIX
CUMIITOMOB, OMNpPEACIICHHO CBsi3aHHbIX ¢ Ob mpu UCKIIOUEHUHM WU JOCTHXKEHUU
YCTOMYMBOIO KOHTPOJIsSI MH(pEKIMOHHOTrO nponecca. KymynsaruBnas vacrota Ob
paccunThiBasiachk oT AaTel auo-TI'CK go matel nuarnosza Ob. CMmepTs 10 pa3BuUTHS
Ob, peuuaMB W OTTOPKEHUE TPAHCIUIAHTATa CYUTAIUCh KOHKYPUPYIOIIUMHU
puckamu. [l OIEHKKM TOTEHIMANbHBIX (akTopoB pucka passutus Ob
UCITI0JIb30BaHa perpeccuonHast Mojieib Fine-Gray 11t KOHKYpUPYIOIIUX COOBITHIA.

Oomras BepkuBaeMocth (OB) ompenensiack ot amio-TI'CK, muarnoza Ob
WM pa3InYHbIX JIanaMapkoB mnocie amio-TI'CK (9, 12, 18, 24, 30 u 36 mecsies)
JI0 MOMEHTa TOCIeHEero HaOmojaeHuss uinu cMmeptd. KoHTposbHyIO rpymmy
COCTaBWJIM TalueHThl, He pasBuBiire Ob u mepexusmme 0e3 peuuauBa WM
OTTOPXKEHHUs TPAHCIUIAHTATa COOTBETCTBYIOIIMK JlaHaMapk. OB oneHnBanace 1o
metony Kammana-Maiiepa u log-rank xpurepus. HeOmarompusiTHble HCXOJIbI
KJIacCU(PUIIMPOBAaHbl Ha CBSA3aHHBIE C pEUUAUMBOM (HaTOM penuauBa) U
Oe3pernuBHYO JietabHOCTh (BPJI) (maToii cMepT OT MPUYKH, HECBS3aHHBIX C
peuuauBoM). Bkinaa paznuyHbIX TPUYUH HEOJIAronpusiTHOTO MPOTrHo3a (PElUIUBI
u BPJI) oneHuBancs ¢ mMOMOIIBIO CIOXKEHHBIX KPUBBIX KyMYJISATHUBHOM YaCTOTHI.
®daxkropsl, Biustomme Ha OB 6ompHBIX ¢ OB, oneHuBamnch B MHOTO(aKTOPHOM
MOJIEJIA  MPONOPUUOHAIBHBIX pUCKOB Kokca ¢ momaroBou cenekuuen
CTAaTUCTUYECKU 3HAYUMBIX (HDaKTOPOB B (UHAIBHYIO Mojaelb. [Togboop moporoBsix
3HAYEHUH HEMPEPBIBHBIX MMOKa3aresie mpooauics ¢ noMmonisio ROC-ananusa.

Hcnonn3oBanbl makeTsl SAS, Bepcus 9.3 (SAS Institute Inc., Cary, NC,
CIIA), EZR, Bepcus 2.15.2 (R Foundation for Statistical Computing, Bena,
ABcTpus).
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Pe3yabTaThl ncclie10BaHUA

Ha nepBom 3Tane HacTosAIIEro McciaeA0BaHus MPOBOAMIACH OIIEHKA BKJIaAa
MpeATpaHCIVIaHTAlMOHHBIX ~ HapymieHnit @®BJ[ u  komMopOMIHOW JIero4yHOM
naTojoruu B ucxo bl ayuto-TI'CK (n=355).

Tabakokypenne B aHamHe3e umenud 32% NalMEHTOB, B TOM YHCIE C
aumpomamu (41%), MII3 u MIAC (39%), octpeimu neiikozamu (30%) u TAA
(19%). Unaexc kypuibinuka 6osee 20 mavyex/maeT yame uMenu nanuenTsl ¢ MI13 u
MJIIC (48%), B cpaBHeHMH C OOJBHBIMH C OCTPBIMH Jiehiko3amu (22 %) u
mamdpomamu (21 %) (p=0,0461). XpoHudeckne OPOHXOJICTOYHBIC 3a00ICBAHUS JIO
ao-TI'CK mmenuch y 19 (5,3%) manuenTos, Bkmodas XOBJI — 15 (4,2%) u
oporxuanpayto actmy — 4 (1,1%). Ilpu stom dacrora comyrcrBytonieit XOBJI
OKa3ajach CTaATUCTUYECKH 3HAYMMO BbIIe cpeau namueHToB ¢ MII3 u MJIC - 7/54
(13%) no cpaBuenuto ¢ 0/27 (0%), 5/215 (2%) u 3/59 (5%) npu TAA, ocTpbix
Jeiko3ax u tuMdomax coorBeTcTBeHHO (p=0,0038).

NHbekun HIKHUX TbIXaTeNbHBIX IyTel umenuch B 44,9% ciaydaeB, B TOM
yucie mHeBMOHUS — B 35,8%. BepuduinmpoBaHHbi HWHBa3WBHBIA MHKO3 U
TyOepKyIie3 Jerkux uMmenuch B 16% u 2,8% cirydaeB cOOTBETCTBEHHO.

[ToTeHIMaNbHBIMUA IMYyJIBMOHOTOKCUYHBIMHU (AaKTOpPaMH TPEIIIECTBYIOMICH
Tepanuu SBJSUIUCh UCIOJb30BaHUE IuTapabuHa (65%), OneomununHa (8,2%),
kapMmyctuHa (5,2%), BBICOKOJO3HON xumuotepanuu c¢ ayronoruydHord TI'CK
(8,5%), ”HrHOUTOPOB UMMYHHBIX KOHTPOJIbHBIX TOUeK (5,4%) U Ty4eBO Tepanuu
Ha 00J1aCTh CpeioCcTeHUs U jierkue (6,2%).

KT-u3menenus nerkux Obun oOHapyxeHsl y 70,4% manueHToB, BKIHOYas
JoKabHBIH MHeBMOGHOpo3 (30%) u ouarossie nuamenenus (50%).

Anamuz ®BJl go amno-TI'CK 6azupoBaiics nHa omnenke O®B1 u DLco,
Bxoasanmx B wuHAeKC kKoMmopoumaHocth HCT-CI (tabmuma 2). KpurepuanbHoe
cumwkenne ODB1 umenocs B 25% cayuaes, Bkiaoudas 14%, 9% u 2% nerkoi,
CpPEIIHEN U TSKEJION CTENIEHU COOTBETCTBEHHO.

Tabnuna 2 — [Mapamerpst ®BJ] 1o nposeaenus amno-TI'CK

Jnanazon KBaptuiib
Hapaverp Mepmnana Mun | Makce Huwxnaun Bepxauit
XKEJI, % momx. 99,9 39,0 | 157,0 90,1 110,0
DXKEJL, % nomxk. 99,2 44,4 | 1470 90,4 108,6
ODBI1, % nomxk. 100,6 49,0 | 1450 90,0 109,6
Wunexc Tudduo, % 83,0 55,8 | 166,8 75,8 89,4
DLco (Cotes), % momx. 64,6 39,8 | 107,1 54,4 79,2
DLco (Dinakara), % momx. 84,2 51,1 | 130,0 12,4 94,4
Va, % nomK. 93,1 60,5 | 130,5 85,5 102,6
Kco (Cotes), % momxk. 69,2 429 | 102,7 59,2 78,1
Kco (Dinakara), % nomx. 89,7 60,0 | 147,7 78,3 99,3

Ha moment onenku ®BJ] DLco memuana Hb coctasuma 103 1/ (58-164).
Anemuss umenach y 80% xenmmH u 57% wmyxuuH. [lpu npumeHeHuun
tpaaunronnoro merona Cotes mius koppekumu DLco mo Hb, cumxkenue DLco
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BbIsIBIIEHO B 96% ciydaeB. Meroa koppekuuu Dinakara OGonee anexkBaTHO
HUBEJIMPOBA BKJIaJl aHeMUHu B cHMkeHHe DLco (69% Oo0nbHBIX), B TOM YHCIIE
29%, 28% wu 12% unerkoi, cpelHEd W TSKEIONW CTENEHU COOTBETCTBEHHO.
BpoHXx000CTpyKTHBHBIE HapylIeHUs B BUAE CHIKeHUA uHAekca Tuddno uaie
oOHapyxkuBasiuch y nanveHtoB ¢ MII3 u MJC (menuana 79,1%), a cHuxeHue
DLco nocne koppekiuu o Hb (meauana 67,7%) — y nanueHToB ¢ JiuMpomMamu.

[To manbonpmomy Briany cHmwkeHuss OD®BI1 u DLco 68 (19%), 49 (14%) u
14 (4%) namuentoB otBedasin kpurepusMm HCT-CI nerxoii (1), cpeaneit (2) u
TsoKeol (3) creneHu KOMOPOWIHOW JISTOYHOW MAaTOJOTHH COOTBETCTBEHHO, a B
224 (63%) cnywasx otcyrcTBoBayin Hapymienus (0). B atux rpymmax Obumn
BBISIBJICHBI CTAaTHUYECKH 3HAYMMBIC Pa3UYMs KyMYJISTHBHOM YacTOTHI TEPEBOJA
0onpHBIX HAa VIBJI U neTanbHbIX UCXO0/I0B, HECBA3AHHBIX C PELUIMBOM OCHOBHOTO
3aboneBanus (pucyHok 1A u 1B).

A b
< CreneHb HCT-CI ¢ yueToM HapyLueHuii OPB1 u CreneHb HCT-CI ¢ yueTom HapylweHuit O®PB1 n
; 1.0 1 DLco (Dinakara) 1.0 4 DLco (Dinakara)
«a — 0 — 0
> — 1 = 1
08 2 = 0.8 - 2
o — 3 a — 3
g
3] o
g 5
206 5
= 2 + 3
© 3 Ha
8 S
E 04 - z 2
g =
] & 1
T 2 >
& 02 T m 1 )
= — et s 0
= 0 =
s ,
g _ p=0,0176 p=0,0004
E. 0.0 T

T T T T T
0 100 200 300 400 0 1 2 3 4 5 6 7

[OHu nocne TICK Foabl nocne TICK
Pucynok 1 — 3Hauenue TsbkecTH KoMopOuaHo# erounoi naronoruu (HCT-CI):
A. KymynarusHas yacrora nepesoqa Ha IBJI. b. be3pennanBHas 1€TaabHOCTb.

Kymynarusnas yacrora nepeBona Ha IBJI B reuenune 100 quei nmocie amio-
TI'CK cocraBuna 7,2% (95% JU, 3,8-10,6), 10,9% (95% U, 2,9-18,2), 16,7%
(95% U, 5,4-26,6) u 22,1% (95% W, 0-41,3) npu KOMOPOUIHOW JIErOYHON
naroiorun 0, 1, 2, 3 cremenu cootBercTBeHHO (p=0,0176). KymynsatuHas
gactoTa bPJI B Teuenue 12 mecsnes nocine amno-TI'KC cocraBuna 13,8 % (AU 95
%, 9,5-18.9), 14,1 % (AU 95 %, 6,4-24,7), 26,7 % (AW 95 %, 14,5-40,4) u 53,2 %
(A 95 %, 22,1-76,9) ipu 0, 1, 2, 3 cTrenenu coorBeTcTBeHHO (p=0,0004).

Puck pasButus penuauBa mnocine amwio-TT'CK He 3aBucen OT cTeneHu
koMopOuHO# nerounoi natosoruu HCT-Cl. YuuTeiBas 3HaunTeIbHBIC PA3IUUUs
B bPJI, kxomopOuiHas jeroyHasi marojorus Obljla acCOMUPOBAHA CO CHIXKCHUEM
OB: 71,9 % (95 % JU, 63,8-78.5), 61,9 % (95 % U, 42,5-76,4), 54,3 % (95 %
1N, 36,2-69,1) u 39,0 (95 % 11U, 14,3-63,3) uepes 5 net nocie amio-TI'CK mipu 0,
1,2 u 3 crenenn KOMOPOUHOM JIETOYHOM MaTOJIOrMu cooTBEeTCTBEeHHO (p=0,0014).
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Ha cnenyroniem srane u3ydeHbl 4acToTa, (PAKTOpOB puCKa, KIMHUYECKAs
Manudectanus u nuHamuka popmuposanus Ob. Jluarunosz Ob ycranosieH y 42 u3
1189 OonwHbIX, TpaHcmantTupoBanubix B 2008-2019 r1r. C  yyerom
KOHKYPHUPYIOIIUX PUCKOB KymyisiTuBHas yactota Ob mocturna 1,8% (95% AU,
1,2-2,7), 3,9 (95% 1, 2,8-5,2) u 4,5% (95% JIU, 3,2-6,1) B Teuenue 1, 3 u 5 ner
cooTBeTcTBeHHO (pucyHOK 2A). [Ipu ucnonszoBanuu 100-1HEBHOTO JaHIMapKa
kymyssituBHas yactota Ob cocraBuna 2,9% (95% AU, 1,9-4,1), 4,7% (95% U,
3,3-6,3) u 5,4% (95% /I, 3,8-7,3) coorBeTcTBEeHHO (pUCYHOK 2b).

A O6wan KoropTa B Nanamapk 100 gHeid
(n=1189) (n=986)

b
S8
3y S
S

lrop: 1,8% (95% OW, 1,2-2,7)
0.15- 3roga: 3,9% (95% 4K, 2,8-5,2)
5net: 4,5% (95% AW, 3,2-6,1)

- /F -
0.0 25 50 75 10.0 0.0 2.5 5.0 7.5 10.0

n Bpewms ot TICK, rogbl n Bpewms oT naHgmapka, rogpl
1189 344 117 32 3 986 318 98 24 1

1rom: 2,9% (95% OM, 1,9-4,1)
0.15 3 ropa: 4,7% (95% M, 3,3-6,3)
5 net: 5,4% (95% /1M, 3,8-7,3)

o

-

o
o
=
=]

KymynaTtusHada 4yactora Ob
KymynstueHas yactota Ob

o

o

o
o
o
(5]

Pucynok 2 - KymynaruBuas wactota passutuss Ob. A. O6mas koropra. b.
Jlanamapk ananu3 601bHBIX, epexkuBimx 100 aueit nocie amno-TI'CK.

ITepBbie cumnTombl Ob pa3BuBanuck B uHTEpBajie ot 86 mo 1771 guen
nocie amno-TI'CK, meaunana — 321 gens. Ob Obln AMarHocTUpoOBaH B TEUEHHUE
MepBOIro, BTOPOTO Tojia U B 6ojee nmo3auue cpoku nocie amno-TI'CK y 21 (50%),
14 (33%) u 7 (17%) OOMBHBIX COOTBETCTBEHHO. MenuaHa BpeMEHHU [0
ycranoBiieHus auarao3a Ob cocraBuna 371 (161-2134) nensn.

B ognodakTopHOM ananmuze B o0miei koropte u mpu ucnoiaszoBanuu 100-
JTHEBHOTO JlaHIMapka puck pa3Butus Ob ObuUT accoluupoBaH C UCMOJIb30BaHUEM
HEPOJCTBEHHOTO YaCTUYHO COBMECTUMOIO M TalJIOUAECHTUYHOrO JoHOpa, MAK n
pexxuma npodunaktuku PTIIX 6e3 Brmtouenust ntl{d. MHorodakTopHblii aHamm3
MOATBEPANI ATU 3aKoHOMepHocTU. Yactora pasButus Ob Obula CTaTUCTHUYECKHU
3HAYMMO BBIIIE Y TAI[UCHTOB, MOJYYABIINX TATOMACHTHYHYIO U HEPOJCTBCHHYIO
yacTuuHO-coBMecTUMYto aiio-TI'CK (otHomenue puckos (OP) 2,301, 95% /U,
1,247- 4,246, p=0,0076) ¢ ucnons3oBanuemM MAK (OP 2,544, 95% JIN, 1.384-
4.674, p=0,0026) u pexuma npoduraktuku PTIIX 6e3 Bkmouenus ntlld (OP
2,152, 95% JIU, 1,154-4,013) (pucyHoxk 3).
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XapakTtepuctuka OTHOLWeEHHe PUCKOB OoP 95% AU P
AoHop - 2.301 (1.247-4.246) 0.0076
YCH 1 Fanno vs NCP 1 NCH
O6wasn
KoHauuMoHupoBaHHe
KOroprta MAK vs PUK L 2.544 (1.384-4.674) 0.0026
(n=1189)
Mpodunakruka PTAX —_— 2.152 (1.154-4.013) 0.0160
ATT v UKH vs nTlid
T T T
0 1 2
<-- HMHM¥eyacroTra --- --- BbllWwe YyacTora -+
XapaKTepucTMKa OTHOWeHWE PUCKOB OP  95% AU P
AoHop - 3.029 (1.618-5.668) 0.0005
YCH u Fanno vs NCP u NCH
Nangmapk
(v Konanumonmnposanmne
>100 ,U.Held AR or 2.616 (1.415-4.837) 0.0022
(n=986)

Mpodmnakruka PTNX
ATT n UKH vs nTU®

= 2.654 (1.392-5.058) 0.0030

T T

<-- HMMEeYacToTa--- --- Bbllie yacrota -+

Pucynok 3 - MuorodakTopHsIii ananu3 gakropoB pucka Ob

®opMupoBaHue OpOHXOOOCTPYKTUBHBIX HapylleHuid y nanueHTtoB ¢ Ob
orpaxkaer nuHamuka O®B1 OT nmpearpaHCINIaHTALIMOHHOTO W 0 ITOCIEAHETO
uccnenoBanus mnociae amwno-TI'CK B cpaBHEHMM € KOHTPOJIBHOM T'PYIIIOWN.
Cratuctnuecku 3HaunMbIX paznuuuid OPB1 no nposenenus amo-TI'CK mexny
O0onpHbBIMM ¢ OB W KOHTpOJBHOW Trpynmoil He BbIsABICHO. Menuana O®BI
cocraBuia 98,1% (64-124) npotus 99,0% (49-145), p=0,3748 (pucyHok 4).

A b

O6autepupylowmii 6poHxMonuT KoHTponbHas rpynna
160 160

140 - 140
120 F 120
100 - . 100 - n.__. - ‘_Hﬂ__l_‘_
80 - S 80

60 | 60

a0 N a0l 1 L

20 20

p=0,00007 p=0,98089
n L L 0 .
Ao AeHb Aenb 1 2 NocnegHuin Ao HAeHb Aexb 1 2 MNocnegHui
TrCK +100 +180 rop, roga KOHTaKT TrCK +100 +180 roa roga KOHTaKT

Pucynoxk 4 — Jlunamuka O®B1 y manmentoB ¢ Ob (A) U B KOHTPOJILHOM TpyMIe
(b). Hannsie npencrapnensl B Buae Meauanbl O®B1, MexXKBapTHIIBHOTO pa3Maxa,
MUHUMAJIbHOTO U MAKCUMAaJIbHOTO 3HAYCHU I

KontponbHast rpynma He mnokaszana 3Haunmou auHamukun O®BI ot
UCXOJIHOTO YpOBHS (aHaM3 MOBTOpHBIX H3Mmepenuit, P=0,9809) (pucyHok 4B).
Menunana O®B1 B pasubie cpoku nocie amwio-TI'CK konebanacs B npenenax 92-
101%. B To ke Bpemsi npu pa3BuTud Ob OBLIO BBISABICHO MPOTPECCUPYIOIIEE
camwkenne O®B1 (p=0,00007), nambomee BboIipakeHHOe Mexay 100 gHEM
(memuana 91%) u 1 rogom (Meauana 42%) nocine amio-TI'CK (pucyHok 4A).
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Ananu3z 3¢ dexTuBHOCTH JedeHus: u nporHo3a Ob npoBeneH y 52 G0JIbHBIX.
Hcnonb3oBanuck 4 komrnoHeHrta: 1. OiyTUKa3oH, a3UTPOMUIIMH U MOHTEIYKACT
(FAM) - mnomgoOHble KOMOHMHAIIMM B COYETAaHMH C HEOylmai3epHON
MykonuTrueckoir Tepanueit (94%); 2. Ilpogomxenue 6azooid UCT: LIcA wnu
takpoiumyc (50%), cupomumyc (35%), MM® (14%); 3. Cuctemunie ['KC (52%);
4. Bropas u mnocneaywomue auHuu Tepanun: OKD (25%), Huzkue A03bI
pexkomOnHaTHOro mHTepieiknna-2 (pWUJI-2) (19%), MHruOUTOpHl THPO3WHKHHA3
(mmaTuHNO, nazatuano) (33%) u uarudutop JAK pykcomutuau6 (39%).

OTtBet Ha Tepanuio uyepe3 6-12 mecseB oneHed y 45 6ompHBIX. Y 32 (71%)
O0onpHBIX AuHamuka O®B1 yknanpiBanack B KpUTEpUHU cTaOWiIM3aluu (MeauaHa
+0,86%, wnTepBan -9,92% — +9,78%). Hapsmy c¢ stum 9 (20%) OomabHBIX
neMoHcTpupoBaiu nporpeccuto Ob ¢ nanphelimum cakenueM ODB1 Goiee uem
10% (meauana -18,0%, unTtepBan -28,93% — -14,7%) u Tonbko B 4 cinydasax (9%)
UMEJTUCh KPUTEPUHU YaCTUYHOTO OoTBeTa ¢ nosbiieHneM ODBI1 6omnee yem Ha 10%
(Menuana +14,6%, uarepsan +12,81% — +22,8%).

K MomeHTy mociienqHero KoHTakTa wid cMeptu orMeHa cucteMHbix ['KC
nposenena y 17 uz 27 6ompHbIX (63%), UCT — Tonpko y 3 u3 51 6onbHBIX (6%).
Ha pucynke 5 mpencraBieHo pacmpeneiieHue mnanueHToB no auHamuke OOBI1
(menpTa) ¢ BBIIEICHUEM 3 MOATPYIII COTJIACHO TOCTUTHYTOMY OTBETY Ha JICUCHHE.

30 | YacTuuHbIi |
f oTBeT, n=8 :

20

+10% [F————————— e o

Crabunusaumn, n=24 (53%)
0 | I "
-10% [ I |l

-20

OuHamuka OPB1 (aenbta)

-30

-40 Mporpeccus,

n=13 (29%)
50 ool

Pucynoxk 5 — OTBeT Ha Tepanuio Ha MOMEHT MOCIEAHET0 KOHTAKTa

JlanbHENIIyI0 MpOrpeccuto OpOHXUANbHOW OOCTPYKLIHMH JEMOHCTPUPOBAIH
13 (29%) Gonbubix (Memuana aenbTel ODPB1 -19,21%, unrepBan -47,06% — -
11,9%), B TO BpeMsl Kak KpUTEpUU YACTUYHOTO O0TBeTa JOCTUTIIH 8 (18%) O0NbHBIX
(memuana aenbThl O®BI1 +13,6%, untepBan +11,5% — +23,2%). B octanpHbIX 24
(53%) cnyuasx nHabmoganack cradbwmmzanus (meauana aenbTel ODB1 -0,35%,
untepBas -9,2% — +9,7%). O6mas 3¢bdEeKTUBHOCTD JieueHHs (CTaOWIM3anus U
YaCTUYHBIN OTBET) HA MOMEHT IOCJIETHET0 KOHTAKTa JOKYMEHTHPOBaHa y 32 u3 45
o6onpHBIX (71,1%). Knuandeckuii 0TBET B BHJIC€ YMEHBIIICHUS WM CTAOWIIA3AIIUN
OJIBIIIIKK HA MOMEHT mocliefqHero kontakra AocturHyT y 30 (58%) u 40 (77%)
OonbHBIX ¢ ucnob3oBanueM 1mkaa NIH u mMRC cootBeTcTBeHHO (pHCYHOK 6).
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B Nporpeccua [0 Crabunmsauyma B OTteer
Pucynox 6 — Oter Ha Tepamuio mo mauHamuke O®PBI1, mkame NIH u mkame
MMRC Ha MOMEHT ITOCIEIHETO KOHTAKTA

O hexTUBHOCTh pyKCOIUTUHUOA olieHeHa Y 20 OOJBHBIX B CPaBHEHUH C
KOHTpOJIbHOM rpymnmnoi (N=32) (pucyHok 6). Ilpu menuane nHaOmonenus 27
MmecsieB (5-102) B rpynme pykconutunuda S (26%) 00JIbHBIX pa3BUIN YACTUYHBIN
otBeT, 7 (37%) — cradbunmzarnmio u 7 (37%) — nporpeccupoBanre. B KOHTpOJIbHOM
rpynIe YaCTUYHbBIN OTBET, CTAOMIIU3AIUS U IporpeccupoBaHue nMmenuck B 3 (12%,
p=0,253), 17 (65%) u 6 (23%) ciydasix cooTBeTcTBeHHO. Meaunana nenstel ODB1
coctaBmia -2,5% (-40,0% - +23,2%) u -1,91% (-47,06% — +15,06%) B rpymme
PYKCOIMTUHUOA U KOHTPOJIE, COOTBETCTBEHHO (p=0,9547).

30 ! YacTuuHbI |
f otBeT, n=8

20 (18%)

T 410% ——————————mm e e

g Crabunusaumsa, n=24 (53%)

g |

@

& -10% I}

"‘ |

x

g -20

g ]

S 30 [ Pyxconutunmé (n=19)

[ Koutpons (n=26)
MNMporpeccua,
n=13 (29%)

Pucynok 6 — OtBeT Ha Tepanuio o u3MeHeHusM ODB1 Ha MOMEHT MOCIETHETO
KOHTAaKTa B TPYIINE PYKCOJIUTUHUOA U KOHTPOJBHOM TpyTime

Knuaudeckass oOIleHKa OJBIIIKA TakXe HE BBISIBUIA CTaTHCTUYECKU
3HAQYMMBIX Pa3JIMUYAi B 4aCTOTE YacTUYHOro oreeTa: 15% mnpotus 19% mno mkane
NIH u 30% npotu 31% no mkane mMRC (p=1,0). B rpynne pykcoautuHO6a
pexe HazHauanmuch cucteMubie ['KC: 35% npotus 63% B kouTpode (p=0,049).
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ITo cocrosinuto Ha 01.07.2021 32 (62%) 6oabHbix ¢ OB ocTaBanuch KUBHI.
[Toru6mm 20 6onbHbIX BesenctBue XPTIIX u nnpekunoHHbIX ocnoxxHeHui (n=16,
80%) wiu peruauBa (n=4, 20%). KymynstuBHas yactora penuauBa u bPJI B
teuenue 5 ser coctaBuiau 10,9% (95% U, 4,0-21,9) u 34,5% (95% AU, 19,5-
50,0) cootBercTtBeHHO. B pesynbrare 3- u S-netnsass OB coctaBuna 58,9% (95%
1, 42,2-72,3) u 54,4% (95% AU, 36,7-69,1) cOOTBETCTBEHHO (pUCYHOK 7A).

A b

1.001

5 net 54,4% (95% OM, 36,7-69,1)

X S KoHTponbHas rpynna
r) )
= =
g 0.751 g 0.751
] s
Q v
3 @
S 0.507 s 050
ES 3 Ls ~—+ -
e ¥
-] ]
x 1 ®
® 0.251 ' @ 0.251
g Meawnara OB g p=0,00039 BonbHble ¢ OB
o 5,45 net o
0.004 3 0.00
0 25 5 7.5 10 0 25 5 7.5 10
Bpems ot gnarHosa OB, rogbi Bpems ot naHamapka (12 mec), rogbi
n n

52 20 9 5 OB (-) {676 247 76 20 2
OB (+) { 24 9 3 2 0

Pucynok 7 — O6mmas BeikuBaeMocTh. A. Best koropta Ob (n=52). b. OB 60bHBIX
¢ OB u KoHTpOJBHOM TpymIbl (JTaHnaMapk 12 mecsies mocie amto-TICK).

Ob kak 3aBucAllas OT BPEMEHU KOBapuaTa ONpeaessul HeOIaronpusTHBIN
nporao3 OB Bo Bceii koropre (OP 1,856, 95% JIU, 1,181-2,919, p=0,0074). B
nanamapk-aHanuze Ob coxpansn cBoe 3HaueHue kak (aktop OB ¢ HanOonblen
YYBCTBUTEIBHOCTBIO 12-MecsiuHoro janamapka. K atomy Mmomenty 700 GosibHBIX
OCTABAJIUCh KUBbI U HE Pa3BUIM PEUUANB, Y 24 OOJBHBIX ObUI AMATHOCTUPOBAH
OB, a 676 — coctaBunu KOHTpoJIbHYIO rpymiy. [Torudmnu 10 6onbabIX (42%) ¢ OB,
0e3 pasButus peruansa - 9 (90%). B koHTpoabHOM rpyrme norubiau 84 60IbHBIX
(12%) Bcnenctue peruanBa (n=37, 44%), BropudHoi omyxonu (n=4, 5%) wum
BPJI (n=43, 51%). OB 6osbnbix ¢ Ob B Teuenue 3 u 5 net cocraBuina 53,7% (95%
JN, 28,4-73,5) u 44,7% (95% AU, 19,7-67,1), B koHTpOoabHOK Tpynme — 85,0%
(95% U, 81,3-88,1) u 79,1% (95% AU, 73,3-83,8) (p=0,0004) (PucyHnok 7b).

Ha OB y 6osbHbIX ¢ Ob B MHOTO(akTOpHON MOJENH BIUSIIM BO3pacT OoJiee
34 ner (OP 3,482 (95% U, 1,294-9,373), p=0,0135), BeIpak€HHOCTH OJIBIIIKH 11O
mkane NIH (OP 2,853 (95% U, 1,336-6,090) p=0,0068) u MAK (OP 3,152 (95%
I, 1,196-8,308), p=0,0202). Haubonee cuipHo auckpumuaupoBai OB Bo3pact
oonbubIX. [Iatunetnss OB cocrauna 70,6% (95% MU, 42,8-86,7) u 36,0% (95%
I, 15,4-57,2) y GonbHBIX Mitafie u ctapiie 34 et coorBercTBeHHO (p=0,0061).
OB mporpeccuBHO CHMKajach B 3aBHUCHUMOCTH OT CTEIEHHM OJBIIIKH COTJIACHO
kputepusim NIH: 100%, 66,0% (95% 1AW, 35,9-84,5), 41,4% (95% AU, 19,6-62,0)
u 33,3% (95% ]I, 0,9-77,4) nipu O, 1, 2 u 3 cTenenu coorBeTcTBeHHO (p=0,016).
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BbBIBO/JbI

. B3pocibie penunuentsl awio-TT'CK  uUMEOT MHUPOKUNA CHEKTP HOPUYUH
KOMOPOUTHOM JIETOYHOM NAaTOJIOTMH, B TOM uyucie Tabakokypenue (32%),
uHpexkuonnsle (45%) u HeuHpexkuuoHHele (5%) 3a0oyieBaHUS JIETKUX,
aHaMHe3 MYyJbMOHOTOKCHMYHOM XxumuoTtepanuu (72%), myueBod Tepanmuu Ha
obnactb cpenoctenus (6%), KOoTopbie (GOPMHUPYIOT K MOMEHTY MpPOBEACHHUS
ao-TI'CK  nHapymiennss auddy3uoHHON crmocoOHOCTH Jerkux (69%) u
OpOHXHAIBHOM MpoXoAuMOCTU (25%). BpOHXOOOCTPYKTHBHBIE HapyLICHUS
game oOHapyxkuBammuch y OompHbIX ¢ MII3 u MJIC, a nHapymeHus
¢ Gy3nOHHON CTOCOOHOCTH JIETKUX — Y OONBHBIX € TUM(OMaMHU.

. Crenenp komopOuaHou neroyHoil narosiormu no HCT-CI noBeimaer puck
nepeBojia 6osbHBIX HA UBJI (ctenens 0 - 7,2%, 1 - 10,9%, 2 - 16,7%, 3 - 22,1%
B Teuenue 100 mnelt, p=0,0176) u sBasercss HE3aBUCUMBIM (PaKTOPOM pHCKA
oe3penuauBHON JetanbHOcTH Tocie awto-TI'CK (OP 1,393, 95% A 1,027-
1,889, p=0,033).

. KymynaruBnas wactora paszsutus Ob mocie amio-TI'CK cocrasiser 1,8%
(95% AU, 1,2-2,7), 3,9 (95% U, 2,8-5,2) u 4,5% (95% AU, 3,2-6,1) B
teuenne 1, 3 m 5 ner coorBeTcTBeHHO. [Iporpeccupyroiiee CHUKEHUE
OpOHXHATHHON TPOXOJMMOCTH OTMEUAETCsl B TEUEHHE MEPBOr0 Toja TMocie
amno-TI'CK u onepexaer ycranosinenue auaraosa Ob.

. Puck pazsutus Ob acconuuposan ¢ auto-TI'CK oT HepoACTBEHHOTO YaCTUYHO
HLA-coBMecTumoro u ramiougenTuunoro aonopa (OP 2,301, 95% U, 1,247-
4,246, p=0,0076), ucionszoBanuem MAK (OP 2,544, 95% JIU, 1,384-4,674,
p=0,0026) u pexuma npodunaktuku PTIIX 6e3 Bkimouenus ntlld (OP 2,152,
95% U, 1,154-4,013).

. [IpeBamupyromum pesynpraTrom jeuenus Ob ¢ BkiroueHuem mporokoia FAM /
FAM-1mioqo0HOM cxeMbl M pa3nu4HbIX kKoMOuHanuii cucteMaor UCT sBisercs
cTabunuzaruss OpOHX00O0CTPYKTUBHBIX HapymieHui (53%), 4aCTUYHBIA OTBET
nocturaercsa y 18% OOIbHBIX.

. O6mas sddextuBHOCTS pykcomutunuOa B seueHun Ob mocne amno-TI'CK
COIMOCTaBUMa C JIPYTUMHU BUJAMU JICYEHUS C JOCTHXKEHUEM YaCTUYHOTO OTBETA
no O®BI1 (26% npotus 12% B koHTpose) u cradbunuzanuu Ob (37% npoTus
65%) npu Menbiel yactote cucremHon Tepanuu ['KC (35% npotus 63% B
KOHTpOJIBHOM Tpymie, p=0,049).

. Pa3Butne OB compspkeHO cO CHUKEHUEM 00IIel BhIKUBAEMOCTH MOCIE ajlio-
TI'CK (OP 1,856, 95% W, 1,181-2,919, p=0,0074). HezaBucumbimMu
dbakTopamu puckKa JIETaJTbHOCTH Y 00JbHBIX ¢ Ob BBICTYHaoT BO3pacT crapiie
34 ner (OP 3,482 (95% U, 1,294-9,373), p=0,0135), MAK (OP 3,152 (95%
AN, 1,196-8,308), p=0,0202) u BBIPAKEHHOCTb OJBIINIKM HA MOMEHT
ycranoBneHust quarto3a NIH (OP 2,853 (95% JIU, 1,336-6,090) p=0,0068).
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IHNPAKTHUYECKHUE PEKOMEHJIALINHU
Kannunaram Ha nposenenue aio-TI'CK TpeGyercst KoMIUIEKCHas OlleHKa BCeX
NOTEHIIMAIBHBIX (PAKTOPOB KOMOPOWIHOM JIETOYHOW NATOJIOTMM C Y4YE€TOM
aHaMHe3a OCHOBHOT'O 3a00JIeBaHMsI, IPOBEACHHOTO JICUCHUS, aHAMHE3a KU3HU,
BeinoHeHne BPKT OI'K u kxomiuiekcHoro wucciegoBanus ®BJI, Bkirouas
00s13aTENpHYI0 OIECHKY IU(PHYy3MOHHOW CHOCOOHOCTH JIeTKHX (TTOKa3aTelb
DLco).
B cBs3u CO 3HAYUTENBHBIM BKJIAJOM AHEMHYECKOTO CHHAPOMA OCHOBHOIO
3aboneBanus koppeknusi DLco Ha yposens Hb y permunuenTor amto-TI'CK mo
meroay Cotes HemocTaTouHO MH(POPMATUBHA U JOJIKHA MPOBOIUTHCS METOIOM
Dinakara no cienyrorieit popmyse: CKOppeKTUPOBaHHBIN moka3arens DLco =
HECKOppeKTUpoBaHHbIN nokazaTenab DLco/(0,06965 x Hb r/nm).
C uenpro cBoeBpeMeHHOM auarHOocTHKA Ob Ha paHHUX CTaausIX pa3BUTHUSA
PEKOMEHJIOBAHO BBINIOJIHEHNE KOHTPOJbHOro uccieaoBanus ®BJ] ¢ oueHkoit
nokazareneir OOB1, XXEJI, ®XEJI, uanekca Tudhduo u DLco uepes 3, 6,9 u
12 mecsueB B TeueHue nepporo roaa nocie amo-TI'CK.
Camxenue nokazarenss O®BI npu HOpMaNbHOM 3HAYEHUM WM CHUXXEHUU
uHgekca TuddHo MoOkeT OBITh OOYCIOBIECHO TEKYIIUM HWHOEKIIMOHHBIM
MPOIIECCOM HIKHMX JIbIXaTEIbHBIX MYyTeH U HOCUTh TPAH3UTOPHBIM 0OpaTUMBIN
xapaktep. B To ke BpeMsi akTuBHasi OpoHxoJierouHasi HH(EKIUs HE TTO3BOJISIET
uckimounth Hamuure Ob B cTpykrype XPTIIX, uto TpeOyer nuHaMU4ecKOro
Habmonennss @B/l u BPKT OI'K c¢ ouenkoit (ha3bl «BAoXa-BbI10Xa» MO MEPE €€
KYIIUPOBaHMS.
B cnyuwae ycraHoBienuss jguarHoza Ob  HeoOXOAMMO  BBITIOJIHEHUE
KOHTPOJILHOTO KoMIUIeKcHoro wuccienoBanus OB/l (cnupometpusi, obmias
ietuaMorpadusi, onenka DLco) kaxpie 3 Mecsa B TeYeHUE TIEPBOTO Toja OT
MOMEHTa ycTaHOBJIeHUs AuarHo3a OBb.
CraOunu3zaius TE4YeHHs] WM YaCTHUYHBIA OTBeT Ha jedeHne Ob mo maHHBIM
O®BI1 w/umm mkane NIH (mMRC) npu HeBo3mokHOCTH BhimonHeHUs: OBJ]
MO3BOJIAIIOT YMEHBIIUTh YACTOTY KOHTPOJbHBIX ucciaeaoBanuii @B/l no 1 paza
B 6 mecsieB. B ciiydae dhyHKIMOHATBEHON W/Uimu KiMHUYEcKoi nporpeccun Ob
HEO0OXO0JMMO OCyIIeCTBIAThL KOHTpoiabr ®BJI 1 pa3 B 2 mecdia 10 MOMEHTa
CTAOMIN3AIMY WM YaCTUYHOTO OTBETA.
[Tpu nogo3pennn Ha Hanmnuue Ob HeoOxonuMo paHHee HazHaueHue FAM wiun
FAM-niogoOHOM Tepanuu 10 MOMEHTA TMOJTBEPXKICHUS WIM HCKIIOUCHUS
neroyHoit popmel xPTIIX.
. Jleuenue nmoarBepxkaeHHoro Ob momkHo BkmodaTh cxeMy FAM wunmu FAM-
moAoOHOW Tepanuu B coueTaHnH ¢ cucTeMHbIM jedeHueM XPTIIX. C menbro
paHHETO yMEHbIIEHUsI 103bl U OTMEHbl cucteMHbix ['KC pexoMeHnmoBaHoO
WCIIOJIb30BAaHUE PYKCOIUTHHUOA, KOTOPOE CIEAyeT MPOBOJUTH C YYETOM
JIpyTuX OpraHHbIx npossiaeHuii XPTIIX.
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Cnucok cokpameHmni

Anno-TI'CK — annoreHHasi TpaHCIUIAHTAlUsI TEMOIIOATUYECKUX CTBOJIOBBIX KJIETOK
ATI" — aHTUTUMOLUTAPHBIN TJIO0YIUH

BJIC — OponxoJierounasi cucteMa

BPJI — 6e3peuniuBHas JIETaTbHOCTh

BPKT OI'K - BeicOKOpa3pemiawIias KOMIbIOTEpHas ToMorpadus OpraHoB
IPYJIHOW KJIETKU

['KC — rintoKoKOpTUKOCTEPOUIHBIE TOPMOHBI

JIZIBA — Geta — arOHHCTHI aJIPEHOPEIICITOPOB ITTUTEILHOTO JICHCTBUS

JAW — noBepuTEnbHBI HHTEPBAI

JKEJI — )xn3HeHHass EMKOCTh JIETKUX

NBJI — uckyccTBEHHAs! BEHTUIISLMS JIETKUX

ul'’KC — HHTANISIIIMOHHBIE TTTIOKOKOPTUKOCTEPOUIHBIE TOPMOHBI
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NKH — uHruouTOphl KaJblIMHEBPUHA

NCT — uMMyHOCYNIpECCUBHAS TEpAUS

MAK — MuenoabnaTuBHOE KOHAUITMOHUPOBAHUE

MJIC — MUeIoauCIIaCTUYECKUN CUHIPOM

MM® — mukodenonata MoheTu

MII3 — muenonponudepaTuBHbIC 3200JIE€BaHUS

Ob — ob6nuTepupyronuit OpOHXHOTUT

OB — o0m1ast BEHKMBA€MOCTh

OEJI — o6mrast eMKOCTh JIETKUX

OOJI — ocTaTOYHBIN 00BEM JIETKHX

OP — oTHOIIEHNE PUCKOB

ODB1 — 06beM (OpMUPOBAHHOTO BBIIOXA 32 TIEPBYIO CEKYHTY
nTl{® — mocTTpaHcIIaHTaAlMOHHBIA TTUKI0(OoCchaMu

PUK — penyunpoBaHHasi YHTEHCUBHOCTb KOHIUIIMOHUPOBAHUS
pWJI-2 — pekoMOWHATHBIN UHTEPICHKUH-2

PTIIX — peakuust «TpaHCILIaHTAT IPOTUB XO35UHA»

TAA — TsKenas armiacTu4ecKas aHeMus

TI'CK — TpaHCIUIaHTALMS TEMOTIO3THYECKUX CTBOJIOBBIX KIETOK
ObC — pubdpoOpoHXOCKOTHUS

®BJ] — dhyHKIUS BHEIIHETO JbIXaHUS

OXXEJI — popcupoBaHHasi KU3ZHEHHAS] EMKOCTh JIETKHX

XOBJI — xpoHnueckas 00CTpyKTUBHAsI 00JI€3Hb JETKUX

xPTIIX — xponunueckas PTIIX

[[cA — nuknocnopun A

OK® — skerpakoprniopaibHbiil poTodepes

ATS/IERS -  Awmepukanckoro  TopakambHOe  00ImiecTBo/EBpomnerickoe
pecrupaTopHoOe OOIIECTBO

DLco — nuddy3nonnas cnocoOHOCTD JETKUX JIJIST OKCUA yriiepoaa
FAM — ¢myTrka3oH, a3uTpOMUIIMH, MOHTEITYKACT

Hb — remornodux

HCT-CI — Hematopoietic cell transplantation—specific comorbidity index
HLA — cucteMa TkaHEBOM COBMECTUMOCTH YeJIOBEKA

JAK — sHyc—KnHa3bI

Kco — koaddunuent Kpora

MMRC — modified Medical Research Council Dyspnea Scale
MTX — meToTpekcar

NIH — Hanmonanbubie MuctutyThl 310poBbs CLLIA

Va — anbBeosIsIpHBIA 00bEM



