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OBIIAA XAPAKTEPUCTUKA PABOTbI

AKTyaJILHOCTI) TEMbI HCCJICA0OBAHUSA

Xpounueckue Oone3snu Jerkux (XbBJI) — 3To cepbe3Has mpobOiiemMa 3apaBOOXPAHEHHS,
3aHHMMAOIasl OJIHO U3 MEPBBIX MECT BO BCEM MHUPE, MOCKOJbKY Ha OO0 OOJNE3HEH OpraHoB JIbIXaHUs
npuxoasaTcst okojio 40% Bcex ciaydaeB 3a00JI1€Ba€MOCTH, YTO MPEBOCXOIUT YPOBHHU 3a00JIEBAEMOCTH
no apyrum kinaccam Oonesneir (C.H. Anekceenko, 2015). TabakokypeHue, Kak aKTHBHOE, TaK H
NIACCUBHOE, SBIISETCS JIOKa3aHHBIM (PaKTOpOM DSK30reHHoro pucka B (opmupoBannu XBJL
['eneTnueckasi mpeapacloNoKeHHOCTh MOXET YCYI'yOlATh MOCIENCTBUS BO3ACHCTBUS KypeHHS I
3nopobst (F. Yan et al., 2015). IToka3zan psia dakropoB pucka B GopmupoBanuu koHTuHyyma XbBJI,
Cpeau  KOTOPbIX CEMEHHBI aHaMHE3 PpECHUPATOPHbIX  3a00J€BaHMM, PpEeUUIUBUPYIOIINE
pecriupaTopHble MHGOEKIUHU B JETCTBE M B MOCIEAYIOIIEH >KU3HU, HEOIarompusiTHas OKpYXKaromias
cpefla, HACBIIIEHHAs Pa3JIMYHBIMKA a’pornounoTantamMd u aAp. (A. Papi et al., 2006). XBJI — sto
(eHOTUNNYECKU TIeTeporeHHas rpynna 3aboseBaHUl, BapHaOenbHOCTh U Pa3HOOOpasue KOTOpOM
3aBUCSIT OT BO3pacTa, TeHeTu4Yeckoro ()oHa, BpEMEHU Hayajia OOJIE3HU, TPUITEPOB, CONYTCTBYIOLICH
MATOJIOTMH, CTEEeHH TshKecTH, pyukuuu gerkux u ap. (J. Jing et al., 2020).

B mnacrosimee Bpemsi, B mepuoj] pacmin(@pOBAaHHOTO T€HOMa 4YENOBEKa, MPENNpPUHUMAIOTCS
ITONBITKY BBISIBIICHUS! KOHKPETHO CBs3aHHBIX ¢ XbJI reHeTnueckrux J0KycoB. EBpOneiickuMu y4eHbIMU
PEKOMEHJyeTCsS OIpEeesIeHHas MOCIe10BaTeIbHOCTh IIaroB JJii T€HOTUIHUPOBAHUS BO3MOMXHBIX
BapHaHTOB MPOrHo3upoBaHus pa3BuTus XbJI y B3pocibiX, cpeau KOTOPBIX KpaeyroibHbIM KaMHEM
SBJISIETCSI OLIEHKA CHIBOPOTOUHBIX YpOBHEH aibdal -aHTUTpUIICHHA, HAPAly C CEKBEHUPOBAHUEM T'€HA
Cepnuna-1 (James K. Stoller et al., 2006). B To >xe Bpems He 10 KOHIIa PaCKPBITBl 0COOEHHOCTH Ooliee
paHHero (EeHOTUIIMPOBAHUS MPOTHOCTHUECKOro pucka pas3sutus XbJI, HauMHas c JETCKOro
MIOJIPOCTKOBOIO BO3pacTa, BCE CTOPOHBI OLIEHKM COCTOSIHMS 370pPOBbsl JIETKUX IPU NPEBEHTUBHOM
(beHOTUNPOBAHUH, BO3MOXXHOCTH YCTAaHOBJICHHS OOpPAaTUMBIX MOPAXKEHUU JIETKUX Y MOJIOJEXKH,
cnocoOHbIX pa3Buthesi 1o kKoHTHHYyMYy XbBJI (E.JI. Mokun wu coast., 2023). Brenpenue
MePCOHATM3UPOBAHHON (4P) MemuuuHBI 11 TaKMX CIOKHBIX 3a0oiieBanHuid, kak XbJI, TpebOyer
IIMPOKOT0 KCIIONBH30BAHMUSI OMOMApKEepOB M BCECTOPOHHErO MOHMMAHHS TOr0, KaK TeHEeTHYecKue,
SMUTCHETHYECKHE U JKOJOTUUYECKHE BapHalluu CHOCOOCTBYIOT (DEHOTHIUUYECKOMY pPa3HOOOpas3Huio U
nporpeccupoBanuio AaHHoil marojoruu (S.M. Pavlenko, 1965). B sToM KOHTEkcTe, B IMOCIEAHHE
roJibl, BHUMaHHE YUYEHBIX MPUBJIEKAET CO3JJaHUE AITOPUTMOB, B OCHOBE KOTOPBIX JIEKHUT BbIJEICHHUE
(EHOTHTIOB, BKIIOYAIONIMX B Ce0s XapaKTepUCTUKH 3a0o0yieBaHUs, OMOMapKephl W TEHOMHYIO
MH(pOPMAIMIO, YTO MO3BOJISIET UCCIENOBATENIM 0oJiee MepCOHATU3UPOBAHHO MOJXOAUTHh K BEACHUIO

nanuentoB ¢ XBJI (G. Noell et al., 2018). [Tomumo dakTopoB Okpy*xaromiei cpeabl, B pa3Butuu XbJI
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BOXKHBIM KPHUTEPUEM pHUCKa SBJSIETCS T'€HETHKa, MPHU ATOM JO0Ka3aHO 3HaueHUe (DyHKIHMOHAIBHO
MOATBEPKACHHOW OOCTPYKIIMH JBIXaTCJIbHBIX IMyTEH, CBA3b MEXAY I'eHETHKON, OKpYXKalolel cpenoin
u ¢penorunamu XBJI ocraercs manousyuennoit (A. Fumagalli et al., 2020). Xors nokaszaHo, 4TO
B3pociible moToMku poauteneil ¢ XbJI moryr umers OonblmMii pUCK pa3BUTHUS 3a00JIEBAHUS:
pacnpoctpaneHHocTh XbJI y moromkoB mnanuentoB ¢ XbBJI cocraBisier Gomnblie, 4eM B OCHOBHOM
MOMYJIALIAY, YTO YKa3bIBaeT Ha 0oJiee BRICOKHI PUCK B ATOH KOTOpTe, TUCKYCCHOHHOM OCTaeTCs CBA3b
MEXIY KOHKPETHBIMH TeHHbIMH Tosmmopdusmamu, XbJI u ¢eHotunmamu 3aboneBaHus, XOTS 3TOT
Borpoc aktuBHO usy4aercs (J. Freidl et al., 2020).

[TonHOreHOMHBIE ACCOIMATUBHBIE MCCIEAOBAHUS BBIIBUJIM HECKOJBKO F'€HETHUYECKHX PUCKOB
Tsoxkeno XbJI u smdu3eMsl cpeau reHoB, 3HaUMMO cBsi3aHHBIX ¢ Tskenodl XbJI m smpuzemoit —
PSMA4, EGLN2, WNT3, DCBLDI u LILRA3 (G. Timm et al., 2018). Psa wuccienoBateneii
BBIICTSIIOT TaK Has3blBaeMblil cuHApOM mepekpecta actMa-XOBJI, Geps 3a OCHOBY Takue KpHUTEpUH,
kak: ODBI, unaexkc Maccel Tena U UHACKC KYPEHHUs, CUMITOMbI KallUlsl U OJBIIIKH, PE3YyJIbTaThl TECTA
CAT (K. Liu et al., 2020). [Tanuents! ¢ XbJI 1eMOHCTpUPYIOT pa3Hble KIMHUYECKHE XapAKTEPU CTUKU:
MO0 BBIPAXXEHHOCTH KIMHUYECKUX CHMITOMOB, 4YacTOT€ OOOCTPEHMH, WHIEKCY KypeHus, Oaiiam
BonipocHruka CAT, O®B1%, OO®B1/®XEJI (E.K. Silverman et al., 1998). ¥V B3pocnbix ManueHToB C
XBJI npoBoasTcs wuccienoBaHus 1o ¢eHoTunupoBaHuio XbJI ¢ Henbr onpenenacHus IeJIeBOor
dapmakorepanuu (F. Patrucco et al., 2018). B 1o xe Bpems y JUIl MOJIOIOT0 BO3pacTa UCCIEA0Ba HII
no ¢eHotunupoBanuio u mnporHody XbJI HemocTtaToOdHO, XOTS paHHSAS TPEIUKIHUS U TPEBEHITUS
MO3BOJIWIIA OBl TPEAOTBPATHTH PAa3BUTHE 3a00JIEBAHUS WIM OTCPOYHTH €r0 MaHU(ECTAHIO IPH
nepexoae MOJIOABIX JIoAeH B Oojee 3peiayl0 BO3PACTHYIO TPYIIy, YTO MPOJIMIIO Obl NEPUONI HUX
Ka4yeCTBEHHOW M aKTUBHOM KU3HU B JAIbHEHIIIEM.

Maion3yyeHHoOl ocTaeTcsi pojib HEMEIWKAMEHTO3HBIX, MPHUPOAHBIX JIe4eOHbIX (haKTOPOB, B
IporpaMMe BEICHHS MAuIeHTOB B mapaaurme 4P-menunuHpl, HauyMHAs C MOJOAOTO BO3pPACTA.
Hamnpumep, MequimHckasi KIMMAaTOJIOT UL, JOCTUTIIAs HECOMHEHHBIX yCIIEXOB B M3YYEHHUH JIEUEOHOTO
BO3JCUCTBHS KJIMMara, B TOM YHUCIE, MUKPOKJIMMATa COJIIHBIX MEIlep KaK MPUPOAHOrO JeuyeOHOro
dakrTopa, mpu O0JE3HAX OPraHOB JbIXaHUs, IPUBJICKAET HHTEPEC YUCHBIX MHOTHE TO/BI, TOCKOJIBKY B
OocHOBe JjeueOHoro BozaeucTBusi creneo- u ranorepanuu (ConT wm ['nT) nexut canorenes 0e3
NPUMEHEHUs] WIM C MUHUMH3AIMeld MEIMKAaMEHTO3HOW Tepanmuu. MexaHu3M  KIJIETOYHO -
monekysgpHoro Bo3aeiictBust CnT um I'nT cBsizan c reHepanuell akTUBHBIX (opM Kuciaopona,
MPOTUBOAIEPrHUECKUM W UMMYHOTponHbiM aeiictBuem (E.B. Komaposa u coasTt., 2011; A.H.
PazymoB u coaBt., 2008; A.B. YepBunckas, 2007, A. Papi et al., 2006; S.W. Lee, et al., 2019). D10
0COOEHHO aKTyaJIbHO B PaKypce MEepCOHAIN3MPOBAHHON M JI0Ka3aTeIbHOW MEIUIIMHBI; HAKOIJIEHHBIE

HayYHbIC HCCIIEIOBaHHUS M HAKOIUICHHBIH OINBIT CBUAETENHCTBYET 00 3(PPEKTUBHOCTH M MIMPOKUX
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BO3MO)KHOCTSIX JIC4€OHO-PeaOUIMTAMOHHOTO ¥ MPOMUIAKTUYECKOT0 IIPUMEHEHUS TaJIOTePaIiu, YTO
TpeOyeT OCOOCHHO AETaJIbHOI0 M3YyUCHHS B acleKTe NpO(UIAKTUKH W Je4eHUs OOJIe3HEl OpraHoB

JIbIXaHus B napaaurme 4P-meauunnsl y A€Tel U B3pOCIbIX.

CreneHnb pa3padOTAHHOCTH TEMbI HCCJIEI0OBAHUS

B mnacrosmiee BpeMsi oTMeuaercs Majo€ KOJUYECTBO pabOT OTEUYECTBEHHBIX YUEHBIX,
MOCBSIIIEHHBIX HM3YUYCHHUIO BIMSIHHUS TEHETUYECKUX MYTallMii Ha paHHEE pa3BUTHE XPOHUYECKHX
Oosie3Hel JIETKUX, B TO BpeMs Kak 3a pyOexoM AaHHasl MpobiemMa M3ydaeTcsl JOCTaTOYHO aKTHUBHO.
Tak, mo nmaHHBIM croenuanucToB EBpomeiickoro pecnupatopHoro ooOmiectBa, nehpunuT anbda-1-
AHTUTPUIICHHA W TIOJUMOPGHU3MBI IEHETHYECKOTO KOMILIEKCa Serpine urparoT OJHY U3 KITFOUEBBIX
poJieii B paHHeM (OPMUPOBAHUM Dsifia TATOJOTHUM, B TOM YHUCIE U PECHUPATOPHBIX (B YACTHOCTHU
smpusemsr serkux u XOBJI) (European Respiratory society statement: diagnosis and treatment of
pulmonary disease in alfa-l-antitrypsine deficiency, 2017). Hapsay c¢ 3TuMm, ¢ pa3BHTHEM
NEepCOHAIM3UPOBHHON MEAMIIMHBI, BCE OONbIINN HHTEPEC YUEHBIX U MPAKTUUECKUX Bpadei BHI3BIBAIOT
HEMEIMKaMEHTO3HbIE METOAbI JICUEHHUS, B OCOOEHHOCTH JIeYE€HUE KIMMAaTOM, KaK IIPUPOJHBIM, TaK U
HCKYCCTBEHHBIM, ITOCKOJIbKY TTOMEI[EHNE MalUeHTa, B YACTHOCTH, C OOJIE3HSIMU OPraHOB JIbIXaHUs, B
ACENTUYECKYI0, a0aKTepuaJbHYI0 Cpely, HACHIIEHHYI0 aKTUBHBIMH a’3pOMOHAMH, IIO3BOJISET
peanu3oBaTh Cpa3y HECKOJBKO JIeYeOHBIX MEXaHU3MOBACHCTBMS, BKJIOYAs MYKOJUTHYECKHM
UMMYHOTPOIHBIHN, 00111€03J0pOBUTENbHBINA. VccieqoBaHuii OTEUeCTBEHHBIX YUEHBIX MO0 JTaHHOW TeMme
3HaunTtenbHo Oonbine (A.JO. Adnymiae P.C. ®accaxos, 2014, U.A. AGaymanukoBa u coaBT., 2013,
M./I. 3aBanoBa, B.A. Ilonomapenko, 1988, FO.I1. JIucumein, A.B. Caxno, 2015). B gactHoctu, B 2008
roay ObUTO BhIMOSMHEHO HccienoBanne MukutueHko H.A. (A.H. PazymoB u coast., 2008), mox
pykoBoactBoM akanemuka PAH A.H. Pa3zymoBa, mnocBslieHHOE U3Y4eHHUIO A(P(HEKTUBHOCTH
IIPUMEHEHUS TajloTepanuy Ipy 03J0pOBJIEHUH JeTel B 0011e00pa3oBaTeIbHbIX yupeKaeHusIX. B xone
JAHHOTO HCCIEeNOBaHUS ObUT TOATBEpkAEH HP(PEKT CTUMYISAIUUA MYKO3IBHOTO HMMMYHHTETA
CIIM3UCTBIX 00O0JIOUEK JbIXaTeNbHBIX MyTeH, a TakKe yJydllleHHe Moka3zareneld (pyHKUIHUU BHEIIHEro
neixanus. ['pynmnoil mepMcKkux ydeHbix, moa pykoBoactBoM Komaposoii E.B. u3yuena a¢¢hekTuBHOCTD
CIeJIEOTepallud B YCJOBUAX CaJbBUHUTOBBIX IE€IIEp INpPU HEMEIMKAMEHTO3HOM JIEUEHUU
aJUIepru4ecKoro puHuTa U KoHbloHKTHBUTA (osummHO30B) (E.B. Komaposa u coast., 2011).

B To ke Bpems cieayer OTMETUTh, YTO I[eJeHAIPaBICHHBIX HCCIeNOBaHUH 3((EKTUBHOCTH
HCKYCCTBEHHOTO MHUKDPOKJIMMAaTa B Tepamuu 3a0olieBaHul OpOHXOB M Jerkux B Poccum u Ha
MIOCTCOBETCKOM IPOCTPAHCTBE HA CETOAHSIIHUI JeHb HeMmHoro. M3 wuMmerommxcs HeoOX0IUMO
BeIIeUTh uccaenoBanus TopoxtuHa M.JI. (M.[. Topoxtun, 1987), mocBsiienHoe 3pdexTnBHOCTH

CIeJIeOTepauy IpU JOCTHXKEHUM PEMHUCCHM OpOHXMaJIbHOW acTMbl, a Takxke AOnymnaeBa A.lO.,
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MMOATBCPKAAOIICC POJIb CHCICOTCpAllud B 3aMCAJICHHH ITPOrpCCCUPOBAHHA XOBJI un YMCHbIICHUHA

CHMIITOMOB JibIXaTenbHON HemocTaTrouHocT (A.JO. A6aymnaes, P.C. daccaxos, 2014).

eapb u 3a1a4n HCCIET0BAHUS

Llenb: COBEpIICHCTBOBAHME KOMIUIEKCHOM MPOrpaMMbl pEeadMIMTAllMM TAalMEHTOB C
XPOHUYECKUMHU OOJIE3HSMH JIETKMX Ha OCHOBE OIEHKH ()EHOTHIIOB PUCKA Pa3BHTHUS 3a00JIEBAaHUS C
UCIIOJIb30BAaHUEM TPOrpaMM  HEMEIMKAMEHTO3HOTO JICYeHHs W  YJIYYIIEHHEM pe3yJIbTaToOB
peaduIHUTALINN.

3agauu:

1. BoeusiBuTh (akTopbl pucka pa3sBUTUs 3a00JIEBaHUN OpraHOB JbIXaHMs C BblAEIEHHUEM (EHOTUIIOB
pHICKa pa3BUTHUSI U TPOTPECCUPOBAHUS XPOHUYECKUX OONIe3HEN JIETKUX.

2. OnpenenuTh NPEAUKTUBHOE 3HAUEHHE T'€HOTUIHMPOBAHHS C ONpeAesieHHeM Komruiekca anbdal -
anTuTpuncHH-CeprniHa-1 B OIIEHKE COCTOSHUS OPraHOB IBIXaHUS Y IAMEHTOB C XPOHUYECKHUMH
OO0JIE3HSIMHU JIETKHX.

3. Pa3paboTarh MAarHOCTUYECKUH AJNTOPUTM OIEHKH IPOTHOCTHYECKOTO PHCKAa  Pa3BHTHS
XPOHUYECKUX O0JIe3HEH JICTKUX.

4. Pa3paboraTh MNEepCOHU(DUIMPOBAHHYI NPOrpaMMy KOMILIEKCHOH peaOWIMTAIMK IalMeHTOB C
XPOHUYECKUX OOJIE3HE! JISTKUX HAa OCHOBE TEPANUM C MPUMEHEHU €M MCKYCCTBEHHOTO MUKPOKJIMMATa
U OLIeHKOM e€ 3¢ ekTuBHOCTH.

5. Pa3paboTath anropuT™M MEpCOHAIM3UPOBAHHOTO BEACHUS MAIMEHTOB C XPOHUYECKUMHU OOJIE3HAMHU

JETKUX € Y4eToM (peHOTHTIa prCKa pa3BUTH 3a00JI€BaHNS B YCIOBUSAX CAHATOPUS.

Hayunast HoBU3HA

B mporecce BemonHeHUs pabOThl B paMKaX KOTOPTHOTO CKPUHUHTOBOTO HCCIICIOBAHUS C
MPUMEHEHUEM CIEIUATBHO pa3paO0TaHHOTO CKPUHUHTOBOTO BOIPOCHUKA MPOBEIACHA CPaBHUTEIbHAS
KOMILIEKCHAsl OIleHKa Habopa aHaMHECTUYECKUX, KIMHUKO-(QYHKIMOHAIBHBIX, WHCTPYMEHTAIbHBIX
napaMeTpoB. Ha ocHOBaHMM TpPOBEIEHHBIX HCCIEJOBAaHUN BIEpBbIE pa3paboTaH KOMIUIEKC
SMUTCHETHYECKNUX (KJIMHUKO-WHCTPYMEHTAIBHBIX) KPUTEPUEB, MO3BOJISIONIUX IMPOBOJUTEL T'PaIalIHio
o0cnexyeMbIx 1o Tpynnam ((peHoTHnam), IPOrHOCTUYECKOT0 PHCKA Pa3BUTHUSI XPOHUUYECKUX 0O0JIe3HEH
nérkux (mateHT Ha uzodpereHne Ne2761742 «Crocobd ¢gopmupoBaHusi (GEHOTUIIOB PUCKA Pa3BUTHUS

XPOHUYECKON OOCTPYKTHBHOW OONE3HH JErKuX y JHII MOJIOAOro Bo3pacta oT 11 mo 23 mer» or

13.12.2021 1.).



Bnepseie  chopMupoBaHbl  JAONOMHUTENbHBIE  (TEHETUYECKHE)  KPUTEPUHU  OLICHKH
MPOrHOCTHYECKOro pucka: anbdal-aHtuTtpuncuH u  Komiuiekc CepnuHa-1, MOBBIIIAOIIHE
3G(GEeKTUBHOCTh  rpajaluu  oOcienyemMblx 1o  (eHotunaMm  pucka (3asBKa Ha  MATEHT
Ne2023127478/14(061099) «Cnoco® TreHeTHYecKol MPEeIUKTUBHON OLIGHKM pHCKa pPa3BUTHS
XPOHUYECKUX HecTenn(pruaecknux 3a00IeBaHmi JIETKUX Y JIMII MOJIOJ0T 0 Bo3pacTta ot 11 mo 18 mer» ot

25.10.2023 1.).

Pa3zpaborana mikama HporHocTuyeckoro pucka pasButus XbJI Ha OCHOBE AMUIreHETUYECKHX
(OCHOBHBIX) M TEHETHYECKUX (JIOMOJHUTENbHBIX) KPUTEPUEB M alropuTMa ero oueHku. Ha 6aze
pa3paboTaHHOr O AJIrOPUTMAa OILEHKHM MPOrHOCTUYECKOTO PHCKa CO3[aHa KOMIbIOTEpHas Mporpamma
JUI OIpeleeHUs TPyIIbl ((PEeHOTUIIa) pUCKa Y KOHKPETHOIO NAal[MeHTa B aBTOMATUYECKOM PEXUME
(cBHIIETENBCTBO O TOCYJApPCTBEHHOM perucrpauuu nporpaMMmbl uii OBM Ne2021616822 «Ouenka
IPOrHOCTUYECKOHM CTENEeHU PUCKAa XPOHMUYECKOH O0OCTPYKTHBHOI OOJE3HM JErKHX Y MOAPOCTKOBY OT
27.04.2021 1.).

Pazpaborana cxema HEMEIMKaMEHTO3HOM Tepamuud C [PUMEHEHHEM MCKYCCTBEHHOI'O
MUKpOKJIUMaTa (rajo- U creineoTepanuu). B acnekre nmepcoHaJM3upOBaHHOIO MOJAX0Aa pa3paboTaH
aIrOpUTM MOJ00pa NEePCOHATM3UPOBAHHBIX IPOr'PaMM PEaOUIMTAIIMH MTALIMEHTOB C y4eTOM (EeHOTHIA
pucka (CBHJETEIBCTBO O TOCYJAApCTBEHHOM perucrpanuu mnporpammbl st OBM Ne2024613814
«Ilepconanu3upoBaHHasi OLIEHKAa IMPOTOKOJIA BEJCHMS TMOAPOCTKOB TPYHI pPHCKA MO XPOHUYECKUM

OO0JIe3HSIM JIETKUX B CAHATOPUN).

TeopeaneCRaﬂ H IPpaKTU4Y€CKasg 3BSHAYUMOCTb paﬁoTLI

BrlsiBieHbl 3HaUMMbIe (PAKTOPBI PUCKA PAaHHETrO Pa3BUTHSA XPOHUYECKHX OOJe3HeH JIerKHX M UX
IPOrpecCUPOBaHMs, K KOTOPHIM OTHOCATCS HeOJIaronpusTHble (GAaKTOPbl OKpPY)KaIOLIeH cpessl,
Ta0AKOKYpPEHUE, OTSATOIIEHHBIH ceMEHBIA aHaMHe3, HEOJIarONpUsTHBIN KOMOPOUIHBIN (OH.

CdopmupoBanbl (HEeHOTUIIBI TPOrHOZUPYEMOI'O PUCKA Pa3BUTUS XPOHUYECKUX O0JIe3HEHN JIETKUX:
HU3KWU, YMEPEHHBIN, BBICOKUN U KpaiHE BBICOKHU.

Pa3zpaGoranbl  TeopeTMUECKHE  OCHOBbI  HEpPCOHH(UKALMM  MPOrpaMM  MEAMLIUHCKON
peabuiaMTalid Ha OCHOBE NPHUMEHEHHS HCKYCCTBEHHONO MMKPOKIMMAaTa C aKTUBHOW reHepauueit
MOHOB WM 0€3 TaKOBOW, B 3aBUCUMOCTH OT (PEHOTHUIIA PUCKA DPA3BUTHS XPOHUUYECKUX OOJIe3HEH
JErKUX Y KOHKPETHOI'O MAIlMEHTA.

B xone mpoBeqeHHOr0 TeHOTHITMPOBAHUSI YCTAaHOBJICHO, YTO T'eHBI I'pymmbl Serpine-1 urparor

OJTHY U3 KJTFOUEBBIX POJIEH B pa3BUTHUU XPOHUUYECKUX OOJIe3HEN NETKUX.



MeToauka MpeBeHTUBHOTO (PEHOTHMHPOBAHUS MO3BOJSET 3G (HEKTUBHO MPOrHO3UPOBATH PHUCK
pPa3BUTHS XPOHHUYHCKUX 00JI€3HEH JICTKUX Y MaIllMEHTOB MOJIOJOI0 BO3pacTa.

Pa3paGoTaHHbIii anroputM ompenencHus (PEHOTUIIOB pHUCKAa Ha OCHOBE SIUICHETHYCCKUX U
TCHCTUYCCKUX KPUTCPUEB IIO3BOJISACT COKPATHTH YaCTOTyY MW MPOAOIKUTCIBHOCTH 060CTpCHPII>i
XpoHUYeCKuX OomnesHel nerkux B 1,5 pasza. Co3maHHass Ha OCHOBE pa3pabOTaHHOTO aJropuTMa
nporpamma uisi DBM mo3Bonmia onpeneisiTh (PEHOTHUITB PHCKA B aBTOMATHUYECKOM PEXHME U TeM
CaMbIM 3HAYUTCJIBHO YIIPOCTUJIA III/IaI‘HOCTI/I‘-ICCKI/Iﬁ mpormnecc. CocTaBiIeHHBIE CXEMBI MCI[I/II_II/IHCKOfl
pea6I/IJ'H/ITaIII/II/I MamueHTOB C MPHUMCHCHUCM HMCKYCCTBCHHOI'O MHKPOKJIMMATa IMO3BOJIMJIN YIYUYIIUTb

KAa4deCCTBO KHU3HU B 1,5 pasa U CHU3UTH IIaCTOTy OCJ'IO)KHCHI/II71 XpOHI/ILIeCKI/IX 6OJ'ICBHCI‘/'I JICTKUX B 2 pa3a.
MeT010J10TrHSI M METO/IBI HCCJIEOBAHUSA

JlaHHOE pPEeTPOIPOCIEKTUBHOE KOTOPTHOE MCCIICIOBAHUE BBIMOJIHIIOCH Ha 0a3ze CamapcKkoro
obnactHoro nerckoro canaropus «HOnoctb» B mepuon ¢ urossg 2018 mo asrycr 2022 roma. ns
pelIeHHs] TTOCTaBIECHHBIX IEJM W 3a7a4 MPOBEACHO PETPONPOCIEKTUBHOE KOTOPTHOE MCCIEIOBAHUE.
BrimonnenHast pabota COOTBETCTBYET OCHOBHBIM METOJIOJOTHYECKUM MPHHIIUIIAM: IIEJIOCTHOCTD,
KOMILIEKCHOCTb, 00bEKTUBHOCTh U JIOCTOBEPHOCTDh. C 11€JIbI0 MOTYYEHHS JOCTOBEPHBIX PE3yIhTATOB B
WCCIICIOBAHUM TIPUMEHSUIM KIMHUYECKHE, MHCTPyMEHTaJIbHbIC, JIa0OpaTOpHbIC, AHAIUTHYECKUE U
CTaTUCTHYECKHE METOABI HccieqoBaHus. s craTucTudeckoil oOpaOOTKM MaHHBIX HCIIOIB30BAJIN
METONIbI cpaBHEHUs Mo t-kputepuio CTBIOJIEHTA, CUCTEMY XHU-KBaApaT, NHUCKPUMHHAHTHBIA aHAJN3,
pacuer CKKJ®, pacuer kputepust koppemnsiuu [lupcona, onHohakTOpHBINA AUCIEPCHOHHBIN aHANU3,

a TaKk)Ke OIIEHKY YYBCTBHUTEIBbHOCTHU H cnenuduyHoct ¢ momomnisio ROC-ananmsa.

HO.J'IO)KeHI/IH, BbIHOCHUMbBIC HA 3aIlIUTY

1. B ocnose IMPEBCHTHUBHOI'O @)CHOTI/IHI/IPOBaHI/IH JICKUT KOMIIJICGKCHBIA aHaIW3 SIUTCHETHUYECKUX U
T'CHCTHYCCKUX HOKaSaTeHeﬁ, a TaKXXC BBbIABJIICHUC CTCIICHH PHCKAa BO3HHUKHOBCHHA XPOHUYCCKUX

3a00JIeBaHUI JIETKUX.

2. ®eHOTUNMMPOBAHHE BBLICTYNAET OCHOBOH 17 (POPMUPOBAHMS MHIMBHAYAJIbHBIX IIPOrpPaMM

pea6I/IJII/ITaLlI/II/I MManuCeHTOB C XPOHUYCCKUMHU 3a001€BaHUSAMU JIETKUX.

3. Bxmodyenne B KOMITJIEKCHEIC pea6I/IHI/ITaHI/IOHHI>Ie IporpamMmaI I/ICKYCCTBGHHOﬁ KIIMMAaTOTECpaIrinn

MO3BOJIAET YJIYUIIUTh PE3YIIbTATHI JICUECHUS.



CooTBeTCTBHE AUCCEPTALIUU MACTIOPTY Hay‘lHOﬁ CIICHMAJIBHOCTH

Hacrosimee  guccepTalluOHHOE  MCCIIEOBAHHME  COOTBETCTBYET  IMACHOPTy  HAy4HOU
cnernuanbHOCTH 10 M ppy: 3.1.33. BoccTranoBuTenbHast MeAUIIMHA, CIIOPTUBHAS MEAUIIMHA, JeueOHas
GU3KyIbTYpa, KypopTOJOTUs U (U3HOTEpanusi, MEAUKO-COIlMaabHasl peaduiuTanusi B 4acTH: 1.2 —
U3ydYeHHE MEXaHH3MOB JEWCTBUSA, MPEAUKTOPOB M KpuTepueB 3(HHEKTUBHOCTH U OE€30MaCHOCTH
MPUMEHEHUS HEMEINKAMEHTO3HBIX JeueOHBIX (haKTOPOB, MPH pa3pabOTKe TEXHOJIOTHI MOBBIIICHUS
(GYHKIIMOHATIBHBIX M QJalTUBHBIX PE3epBOB OpraHu3Ma; 1.3 — pa3paboTka MEepCOHAIM3UPOBAHHBIX
TEXHOJIOTHU BOCCTAHOBUTEIHHOW KOPPEKIIMU HAPYIICHUH COCTOSIHHS 370pOBBS; 1.4 — pa3paboTka u
BHEJIPEHHE 3/I0POBbECOEPEraIOIUX TEXHOJIOTUI TPEBEHTUBHOM, MePCOHUULIIMPOBAHHON U LIHU(PPOBOI
MEIWIMHBI C  HCIOJB30BAHUEM TMPHUPOAHBIX JIe4eOHBIX  (AaKTOPOB U  APYIHX  CPEACTB

HeMeJMKaMEeHTO3HOMH TCpalnu.
CreneHn AOCTOBEPHOCTH U anpoﬁauuﬂ pe3yjabTaToOB

JlocTOBepHOCTh PE3yNbTaTOB PaOOTHl, OOOCHOBAHHOCTH TJIABHBIX IOJOXXEHUW U BBIBOJOB
OCHOBBIBAIOTCSI Ha HEOOXOAMMOM YHCIIe HAONIOJCHUHN, YETKUX KPUTEpUSIX OTOOpa B HCCIENOBAHHE,
MPOJODKUTENBHOCTH HAOMIOIeHUs, TIyOMHE NpopabOTKH MpoOIeMBbl C TOMOIIBIO JHTEPaTyphl,
MPUMEHEHUU COBPEMEHHBIX METOJIOB BBIMOJIHEHMSI HCCIEOBAaHUNH M CTAaTUCTHYECKOH 00paboTKu
JIAHHBIX ¢ Ucnosib3oBanueM nporpamm IBM SPSS Statistics.

Pe3ynbTaTel quccepTanuu A0JI0XKEHBI U 00CyKIeHbI Ha Beepoccniickoil HayYHO-TTPaKTHIECKON
KOH(EpEHLIUN ¢ MEKIYHApOIHBIM ydacTueM «Acnupanrckue ureHus-2021» (r. Camapa, 15 okTs0ps
2021 r.) XXXI HammmonanbHOM KOHTpecce 1o 00JIe3HSIM OpraHoB JbixaHus (. MockBa, 26-29 okTa0ps
2021 r1.), Bcepoccuiickoii Hay4HO-IPAaKTUYECKOW KOH(PEPEHUUT C MEXKIyHAPOIHBIM y4acTHEM
«Meunukosckue uteHus-2022» (r. Cankr-IlerepOypr, 28-29 anpens 2022 r.) u VI HanuonansHom
koHrpecce «Peadbunuranusa-XXI| Bek: Tpaauuuu u naHHoBaum» (1. Cankr-IlerepOypr, 18-20 cents0ps
2023 1.).

Anpobanusi nuccepraluy MpoOBeAeHa Ha 3aceqaHuM Kadeapbl CIOPTUBHOW MEAWULIUHBI H
MeAuIMHCKON peabuimrtanuu WHctuTyTa KimHuyeckodl meaunuael umeHn H.B. CximdocoBckoro
OI'AOY BO IlepBoii MI'MVY wumenun WM.M. CeuenoBa MunznpaBa Poccun (CeueHoBckuit
Vuusepcuter) (mpotokos Ne 9 ot 12.03.2024 1.).

BHeapenue pe3yibTaToB B NPAKTUKY

[TomyueHHble pe3yJbTaThl MCCIEAOBAHMS MPUMEHSIIOTCS B y4eOHOW JEesTENbHOCTH — Kypce

HCKHI/Iﬁ H IMPAKTUICCKUX 3aHITUH Ha Ka(benpe CHOpTHBHOﬁ MCEOULIMHBI U MCHHHHHCKOﬁ pea6I/IHI/ITaIII/II/I
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NuctutyTa kmmandeckor Meauuuuabl uM. H.B. Cximdocockoro ®I'AOY BO IlepBsiii MockoBCcKuii
roCyJapCTBEHHBIM MeauIMHCKUM yHuBepcuteT wumeHn W.M. CeuenoBa MuHn3apaBa Poccuu
(CeueHOBCKMI YHUBEPCHUTET), B mpakTuueckoi aesrenbHocTH ['BY3 Camapckuii 001acTHOM eTCKuit
canaropuii «tOHoctb», I'BY3 CO «TTKB Ne5» (OtneneHne MeaMIMHCKOW peaOuiaMTaluu AeTei

«JIecHOI TOJI0COKY).

JIuuHbIi BKJIAX aBTOpa

B xome BbIMONHEHHsT pabOTBI aBTOPOM OBLIM pa3paboTaHbl wWAes W IUIAH (JIU3aiiH)
UCCIIC/IOBAHUS, TNPOAHAJIM3UPOBAHA HaydHas JuUTepaTypa IO paccMaTpuBaeMoil mpobiieme,
copMyIMpOBaHBbI LIEJIH, 3aJJa4, BEIBOABI U MOJ0XKEHNUs, pa3paboTaHbl MPAKTUUECKUE PEKOMEH 1Al H.
B nonHoMm 06beMe coOpaH KIMHUYECKUI MaTepHral 10 IUCCEPTallMOHHON padoTe, 1oJ00paHbl METO b
UCCIIEZIOBAHNUS, BBINOJIHEHB! JIEYEOHO-BOCCTAHOBUTEIIBHBIE MEPONPUATHS, CTaTUCTUUECKUM aHaIu3
NOJTY4YEHHBIX pe3yJbTaTOB, Y4eT JAHHBIX IPOBEACHHBIX HCCIEAOBAaHMH, HANHUCaH TEKCT
JccepTaliMOHHON paboThl, TPOBEIEHBI BEICTYIJIEHHS C JOKJIAJaMU Ha pa3IMuHbIX KOH(EpEeHIUX, 10

TeMe JuccepTaluu opopMIieHbl TyOIUKaUH.

IIy0mkanuu mo TeMe JUCCEPTALUA

[To maTepuanaMm auccepTanui OmMyOJMKOBaHO 13 HaydHbBIX paboT, B TOM 4Yucle 3 HAay4HBIX
CTaTbU B JKypHaJlaX, BKJIIOUYEHHBIX B llepedeHb peneH3upyeMbIX HayuHbIX u3JaHuil CedeHOBCKOro
Vuusepcuteta / Ilepeuenr BAK mnpu MunoOpHayku Poccun, B KOTOPBIX JOJDKHBI OBITH
ONyOJIMKOBaHbl OCHOBHBIE HayuyHbIE pe3yJlbTaThl IUCCEpPTAllMii Ha COWCKAaHHWE YYEHOW CTEleHH
KaHJIuJaTa HayK; 2 cTaThbU B M3aHUSIX, UHAEKCUPYEMBIX B MEXIYyHapoAHOU 0a3e Scopus, 1 mateHT Ha
n300peTeHne, 2 CBUIETENbCTBA O FOCYJapCTBEHHONW perucrpanuu mnporpaMmmsl it 9BM, 1 3asaBka Ha
naTeHT Ha u3o0pereHue, 4 myoiuKauu B COOpHUKaX MaTepUalIoB MEKXAYHAPOIHBIX U BCEPOCCUICKUX

HAyYHBIX KOH(pepeHIUi.

CTpykTypa u 00bEM auccepTanmumn

Huccepranus uzjioxkeHa Ha 182 cTpaHuIlaXx MAIIMHOMMCHOTO TEKCTa, COCTOMT W3 BBEICHUS,
0030pa IUTEepaTyphl, TPEX TIaB COOCTBEHHBIX MCCIEIOBAHUMN, 3aKIIIOYCHHS] U OOCYKIIEHUs, BHIBOJIOB,
MPAKTUYECKUX PEKOMEH/IAIMH, CITMCKA COKpPAIIEHUH U YCIOBHBIX 0003HAYEHHH, CIIMCKA JIMTEPaTypHI,
npunoxenuit. Pabota unmoctpupoBana 40 tabmuumamu u 13 pucynkamu. CHHCOK JUTEpaTyphl

COAEPKUT 276 NCTOUHUKOB, U3 HUX 43 0T€UEeCTBEHHBIX U 233 3apyOexKHbIX.
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OCHOBHOE COAEPXAHUE PABOTbI

Bo BBeeHMH 000CHOBBIBAETCS aKTYyaJIbHOCTh HCCIIEAOBaHUs, COPMYIMPOBAHA LIENb U 3a/1a4H,
packpbiTa Hay4yHas HOBM3HA, IpAaKTHYECKass M TEOpeTHYecKass 3HAYUMOCTh palbOThbl, H3JI0KEHBI
II0JIO’KEHUS!, BRBIHOCUMBIE Ha 3aIUTY, allpodalis MaTepuaioB HCCIEI0BaHUs, BHEAPEHUE PE3YIbTAaTOB
B 00pa30BaTeNbHBINA MPOLECC U B MPAKTUKY JIedeOHO-TPOQUIAKTHIECKUX YUPEKACHUN, TUYHBIA BKIIA]
aBTOpA, MIPUBEJIEH CIIUCOK MyOJIMKAIMKA IO TeMe UCCIeI0BaHMs U 00bEM 1M CCePTAIHH.

B nmnepBoii rigaBe mNpPOBOAMTCS aHANM3 W O00OOIIEHHME OTCYECTBEHHBIX U 3apyOeKHBIX
JUTEPAaTYPHBIX JTAHHBIX O COBPEMEHHBIX acleKTaX paHHeW TUArHOCTHKH, MPO(UIaKTUKH U JIeYEHUs,
peabunuTanuy, CaHATOPHO-KYpPOPTHOTO  JIEYCHHs,  paHHEW  MPEeBEHIHH  XPOHUUYECKHX
Hecnenuduyeckux 3a00JeBaHUM JIETKUX.

Bo BTOpoOii riaBe ONUCBHIBAIOTCS MaTe€pHallbl U METOMAbI JUCCEPTALlMOHHOIO HCCIENO0BaHUS,
3TaIbl BBITOIHEHUs pabOoThl U MPUHIMIIBI pa3/ieleHus: 00CiIeyeMbIX Ha I'PYIIIbL.

Kputepun BxiodyeHHss B HCCIE€JOBaHUE: BO3pacT mamueHToB or 11 go 18 ner, ycinoBHO
3JI0pOBbI€ JIMOO C YCTAaHOBJIEHHBIMM AMArHO3aMHU XPOHMUYECKUX Oone3Hed Jerkux (OpoHXualbHON
acTMbl WJIM XPOHHYECKOro OpOHXMTAa) HaA HayaJbHBIX CTaAMSX, MOAMMCAHHOE MAalUEHTOM
UH(OPMUPOBAHHOE JOOPOBOJILHOE COIJlacMe Ha ydacThe B ucciienoBaHuu (o 18 jer — Taxke
3aKOHHBIX MPE/ICTaBUTENEH MaleHTa), HAIM4Ke WM OTCYTCTBHE (PaKTOpa KypeHHs..

Kputepun WHCKIIOUEHHS M3 UCCIIENOBaHMs: JoOble 3a00ieBaHUN B cTaguu O00OCTpEHUS,
yIrpoKaromiasi )KU3HW acTMa B aHaMmHe3e, TyOepKkyJsie3 W JoOble MH(MEKIIMOHHBIE W TMapa3uTapHbIC
3a0omneBaHusl, OakTepuanbHas WU BUPYCHAas MH(GEKINS BEPXHUX WM HWKHUX JIbIXaTENbHbBIX MyTeH,
OKOJIOHOCOBBIX Ia3yX MJIM CPEAHEr0 yXa, JI00ble HOBOOOpa30BaHMs (BKJIIOYAsl JOOPOKAYECTBEHHBIE),
SMMJICTICUS. M JIFOObIE MCUXWYECKHE PACCTPONCTBA, KaXEKCHS JIIOOOro reHe3a, HEeKEIaHHWE IMalueHTa
U/WIIM €ro 3aKOHHBIX IPeCTaBUTelNell y4acTBOBATh B UCCIIEOBAHUY.

Ha I sranme npoBeneHa OLIEHKa pa3MuMil 10 OCHOBHBIM, SIUI'€HETUYECKUM, (haKTopaM pHCKa
XpOHMUYECKUX Oo0Jie3HEN JErKUX:KJIMHUYECKUE CUMITOMBI, aHaMHe3, KypeHue (MHIEKC KypHJIbLIMKA,
ONPOCHUK IO MOTHMBALMM K OTKa3zy OT KYpEHMs, OL€HKAa CTENEeHM HUKOTHHOBOW 3aBUCHUMOCTH C
nomolupio Tecta ParepcrpeMa), aHTPOIIOMETPHUSI, CIIUPOMETPUS, Ta30aHANIN3 U aKyCTHUECKHM aHAJIN3
— JJIGKTPOHHAs aycKyJabTanus u OponxodoHorpadus). [larueHTsl OB pa3zeieHbl HA JBE T'PYIIIBI
cpaBuenus (I u I1), kaxaas U3 KOTOPBIX B CBOKO OUepe/b pa3zeisiiack Ha ase noarpymnmsl (A u B): 1A
rpynna - Hekypsimue 6e3 n1uarHosa XpoHuuyeckux OosesHel nérkux (132 uyenosex, B ToM uucie 51
Myxckoro u 81 >xeHckoro moina), 1B rpynmna - xkypsmue 6e3 quarnosa XbJI (54 gen., 39 myx. u 15
keH.), |IA rpynna - Hekypsiue c¢ nuarHozom XbJI (86 uen., 38 myx. u 48 xen.), |IB rpynna -

Kypsmue ¢ fuaraozoMm XbJI (27 ven., 10 myx. u 17 xeH.).
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Ha |l srame oueHuBanu pa3inuyusi MO JOMNOJHUTENbHBIM T'E€HETHUECKUM KPUTEPUSM pPHCKa
pasButusi XBJI mo reneTuyeckuM KOMOMHAIMIM KoMILiekca Serpina-1, Ansdal-anturpuncus (AAT)
B rpynmnax cpaBHeHus (69 uyenoBek), B ToM uucie: 1 rpynna - 15 yenoBek (9 Myxckoro u 6 *eHCKOro
noja), 2 rpynna - 20 genosek (13 myx. u 7 xeH.), 3 rpynna - 18 yenoBek (12 myx. u 6 xen.), 4
rpynna - 16 yenosek (10 Myx. u 6 xeH).

Ha III aTame, Ha OCHOBaHWU JaHHBIX, MOJYYEHHBIX Ha MEPBBIX JBYX dTamax, Obljia pazpaboTana
CHUCTEMa aHaldh3a OCHOBHBIX (SMUTEHETUYECKMX) U JIOMOJHUTENBHBIX (F€HETHYECKUX) KpUTEPUEB
pucka ¢ co3raHueM aAuddepeHINPOBAHHON IMIKAIbl U KOMIBIOTEPHOI MPOrpaMMBbl JUIsl ONpeNeIeHUs
¢denoruna pucka XbJI.

Ha IV »stame ¢ nomouipio pa3paOOTaHHON KOMIBIOTEPHOM mporpaMMbl 177 manueHToB
(penotunoB 2 u 3), B Bo3pacre 11-17 ner (15,6+0,8neT), B Tom yucie 95 myxkckoro mona u 82
’KEHCKOT O T0J1a, pacipeneluanuch TaKk: B rpymnme ¢penoruna 2 - 101 gen. (46 Myx. u 55 *eH. 1ona); B
rpynne ¢eHoruna 3 - 76 ven. (45 myx. u 31 xeH. nona). B nepuon 18-nHeBHOrO mpeObIBaHUS B
CaHaTOpUH, BCE ATU MAIMEHThl MOJIydyajdd paBHO3HAuHbIM Habop mnpoueayp: JIDK, teppenkyp,
KHUCIOPOAHBIA KOKTEHJb, JeueOHble BaHHBI(KEMUY)KHbIE WM COJOJKOBbIE, Ha BBHIOOp caMuX
MAIUMEeHToB), TeruojeueHue (6ouka «KempoBas 3apaBHHIIA»), AIEKTPOCOH MO JIOOHO-COCIEBUIHOU
METOJIMKE, MAaCcCaXX EHHO-TPYIHOro oTnena cnuHbl (py4yHoii), KY® na ob6nacts munaanus, YBY Ha
obmacte Tpaxen, KBUYU Ha o0nacte TuUMyca, Trps3elicdCHHE 30HAIBHOE, WHTAJSIMOHHAS
OKCHTeHOoTepanusi (MHTaISUN YBJIQXKEHHBIM KHCIOPOAOM), BO3JEHCTBUE HU3KOWHTEHCHUBHBIM
Ja3epoM Ha OOJIACTH TI'PYJHOW KIIETKH, CBETOJIeUeHHE (BO3JEHCTBHE CHHHMM CBETOM Ha 00JacTh
TUMYCA).

Jleuebnyto GU3KYIBTYPY, TEPPEHKYpP, OKCUTCHOTEPANHIO, KUCIOPOJHBIH KOKTEHJIb MallUeHTHI
MOJyyald €XEIHEBHO Ha NPOTSHKEHMM BCETo NMpeObIBaHMS B CaHATOPUH, BaHHBI — 4 ceaHca uepes
JIeHb, TEIJIOJeueHNe — 3 ceaHca yepe3 JeHb (Yepenysi C BaHHaMH), OCTajIbHbIE MPOLIEAYPbl — 8 ceaHCOB
(uepe3 JeHb, Ha MPOTSHKEHUU BCEro NpeObiBaHus B caHaTopuu). I[Ipu 3TOM gaHHBIE MalMEHThl ObLIN
TAK)K€ METOJOM HPOCTOM paHAOMM3alMU pa3/elieHbl Ha IMOJY4YaBIUMX pa3jMYHbIE METObI
MUKpPOKJIMMATUYECKOI'0  BO3JEHCTBUS -  CIENEOTEpanui0 B  CHJIIBBUHUTOBOM  crHeleokamepe
(«maccuBHBINY» pexuM 30-MHUHYTHOTO NPeObIBAaHUS B YCIOBUSAX CUJILBUHUTOBON KaMephl) 62 yeloBeka
denoruna 2 (37 myxk. u 25 xeH. nona) u 44 dgen. ¢enoruna 3 (26 myx. m 18 xeH. momna), u
rajioTepanuio B coisHoi kamepe (30 MUHYT C aKTMBHOM reHeparueil pecrnupaOeIbHbIX MUKPOUACTHUIL
COJNIEBOTO a’po3oiis), - 40 den. (24 myx u 16 xen.) penoruna 2, u 31 yen. (18 myx u 13 xeH. momna)

¢enoruna 3. OneHka rnokasaresnei nNpoBoauIach Ha 2 U Ha 18 eHb npeObIBaHMs B CAHATOPHH.

[Tnan-nu3aitH uccnenoBanus OTpakeH B Tabmuie 1.
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Tabnuma 1 — [InaH-gu3aliH 3TaroB HAYYHOT O UCCIIETOBAHUS

I 3ran (n=299) Il 3ran (N=68) 11 >Tan IV 3tan (n=177)

Onenka pazmuuuit 1o | Ouenka pasnuuuii no | Paspaborka cuctemsl | CpaBHUTENIbHAA

OCHOBHBIM  KPUTEPHUSM | IOTOJHUTEIHHBIM OLICHKH (heHOTHTIOB | OIIEHKA

(KMMHUYECKHUe (reHeTnyecKuMm) pucka XbBJI B BuAe | a3pdexTHBHOCTH

CHMIITOMBI, aHamHes, | akropam prcka XBJI | mkams U | Tepanuu

KypeHHE, — AAT-Cepniuna KOMIIBIOTEPHOM HCKYCCTBEHHBIM

AHTPOIIOMETPHSI, nporpaMMbl, Ha 0a3e | MUKPOKIMMATOM

CIUPOMETPHS, OCHOBHBIX u | (cmeneo- u

razoaHajms, JOTIOJTHUTEIIBHBIX rajoTepanum) TUTS

AKyCTUYECKUI aHaJIN3 KpUTEPHUEB 0a30BbIX  (EHOTHUIIOB
pucka XbJI

IA rpynmna: uekypsmue 6e3 XbBJI | @enorun 1: wHuskuii | [pynna cpaBHenust 1: xommiekc

(130 uen., 50 myxckoro mona u 80 | puck CKIJI + cnieneorepanus

JKEHCKOr0) ®eHOTHUI 2: | Busur 1: 1-2 jeHp JedeHus B

IB rpynma: xypsume 6e3 XBJI (55 | ymepennslii puck CaHATOPHHU

dei., 39 Myx. 1 16 xeH. morna) Busur 2: 17-18 nenp JjiedeHus B

IIA  rpynna: HEKypsiue ¢ CaHATOPUU

nuarHozoM XbJI (87 uen., 39 myx. u
48 xeH. moja)
1B rpynna: xypsume 6e3 XbJI (27

yen., 9 Mmyx. u 18 xeH. mosna)

denworun 3: BBICOKUU

pHCK

®enotun 4: KpaiiHe

BBICOKHI PUCK

I'pynna cpaBHeHust 2: KOMIJIEKC

CKIJI + ranorepanus

B TpeTbeﬁ rjiaBe 0606H16HI>I PE3YJIbTAThl aHAJIM3a 110 AHTPOIIOMETPUUYCCKHM U KIIMHHUKO-

AHAMHCCTUYCCKUM MapaMecTpaM, WHCTPYMCHTAJIbHBIM H JIa60paTOpHBIM napamMeTpaM, B TOM 4YHCIIC

reHeTH4YeCKuM. B Hay4yHO#H nuTeparype MOKa3aHO, YTO MPH OIEHKE PECHUpPATOPHOrO CTaTyca Ha

pasHbIX craausax QopmupoBanus XbJI mapamerpsl cnmpomerpuu, ocooerHo O®DBI1, OXEJI,

OOBI1/DXEJI, sBastoTCs 30JI0THIM CTaHAApTOM. Takke JaHHBbIE HAYYHOW JUTEPaTyphl MOKA3bIBAIOT

cBizb O®PB1 u O®BI/®XEJI ¢ renHernueckumu (akTopamMu Jake y HeKypsiuux. bbuia

MOATBCPKACHA KpuTcpruajibHasa

3HAYUMOCTh

JaHHBIX

[OKa3aTeJged  COUPOMETPUM B

mudGepeHIMPOBAHUH PA3IMYHBIX TPYIIN pHCKa TO paHHeMy pa3BuTuio XbJI B coueraHuu c

TE€HETUKOM.
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OnureHernueckue Mexanusmsl npu XbJI npeacraBisitoT co00il MOTEHIMATbHBIE MOJIEKYJISIPHBIE TYTH,
KOTOpPbIE MOTYT IIPEOI0JIETh JIOTHYECKUN Pa3pbhIB MEXKy '€HETHYeCKUM (POHOM M (PaKTOpaMHu pUCKa
OKpYy’KaloIlel cpeapl, CHOCOOCTBYIOIIMMH MatoreHesy 3abosneBanus. Ha renernmueckue QaxTopsl
MOJKET BJIIMATH OKpYXKarolas Cpela, YTO B KOHEYHOM UTOr€ BIMSAET Ha BOCIIPUUMYHUBOCTh YEIOBEKA K
XbJI B Oojee mo3aHEM BoO3pacTe. ONMHUI€HETHYECKHE M3MEHEHHMs MOTYT HUMETh KIMHHYECKOe
NpPUMEHEHHE B KauecTBE HEWHBA3WBHBIX OHOMapkepoB 3a00JeBaHUS JIETKMX M MOTYT OBITh
oOHapyKeHbl B nepuepruyecKoil KpoBH, MOKPOTE, Ma3KaX U3 HOCA U POTOBOM MOJIOCTH MJIU JIETOYHOM
TkaHu. KomOuHamus MOJEKyJIsIpHOrO U SIUTEHOMHOTO AaHalM30B MOXET IMOMOYb OOBSCHUTDH
MHOTOATAllHBI MEpPexXoJ]] OT «IpeadoNe3Hn» K «OOJe3HW», UYTOObl YIYYIIHTh MEPBUUYHYIO
npo¢UIaKTUKY 3a00J1€BaHMSI JIETKUX U €T0 MOCIEAYIOIee KIMHUUECKOE JISUCHHE.

Cpenu noka3aHHBIX IeHEeTHUECKUX (akTopoB pucka ¢popmuposanus XbJI — nepuuur anbda-1-
aHTutpuncuHa (AAT), ¢deHoTHnMUecKass SKCIPECCHs KOTOPOro pas3jMyaercs y 4YJIEHOB CEMbH.
[Toka3aHo, 4TO cpeau I'eHETUYECKUX NeTepMHHAHT, npeapacnonararomux Kk XbJI u smpuzeme, ects
(deHoTunbl, noaBepkeHHble pucky nepunuta AAT. Pan HenaBHUX HccieqoBaHUM MOATBEPIUII
BaXKHYIO poiib oneHKu aepuuuta AAT kak reHeTHyeckoro (akropa pucka U B pa3pabOTKe TaKTUKH
npodwraktiku u jedeHus XbJI. Cremyer oTMeTHTh, 4TO Hamie Bcero pasutue neduuura AAT
ObIBaeT BBI3BIBAHO 3aMEHOW IMTyTaMHMHA Ha JU3MH B 342 no3uuuu. B ciyyae roMo3uTOTr ol MyTamuu,
cHbkeHue KoHueHTpanuu AAT B ma3Me KpoBu ObIBaeT CYHIECTBEHHBIM (BIUIOTH A0 15% ot
HOpPMaJIbHBIX 3HA4YEeHH). YCTaHOBIEHO, UTO MpHU CHIKeHHH KoHueHTpauuun AAT wuxe 1,1 r/n
3HAYUTENIFHO TIOBBIMIET PUCK Pa3BUTUA 3M(pu3zeMbl. B Takom ciydae HaOmonaeTcs Gosee 3aMeTHOE
YXyJILIEHUE MOKa3aTeNed pecnupaTOpHOW (DYHKLMH, Jaxe y HEKypALMX JHUL. Y KypUJIbIIUKOB Xe
IpU HaJUYWM JAHHOrO reHeTHueckoro mnomuMopdusma XbJI mMoryT pas3BuBaThCs B OTAEIBHBIX
ClTy4yasix y’Ke K TPeTbeMY JECSTUIIETUIO )KU3HU U MPOSBIATHCS O0JI€€ TSKENBIM TeUEHUEM.

Ecnu cBa3b pazsutus XbJI ¢ Hannuuem noaumopdusma CeprnuHa-1 1o roMO3UTOTHOMY THUITY Ha
CEerOAHAINHUN [I€Hb IOATBEpPXKAEHA, TO, IpenpacnoyiokeHHocts kK XbJI y mnanumeHToB C
reTepo3UroTHOM MyTalued Ioka ocTaeTcss IMoJ BompocoM. Taxke ObUIO MOKa3aHO, YTO
reTepo3UroTHOE COCTOsIHUE 0 Serpina-1 BbI3bIBaeT cHIbKeHUE ypoBHA AAT B CHIBOPOTKE U SIBIISIETCS
npeapacnonaraoumM ¢pakropoM ais pazButus smousemsl 1 XbJI. B To ke BpeMs KypeHue ycKopsieT
pasButue XbJI npu nepuuure AAT, xots y Hekypsiux ¢ nepunurom AAT Takke MOTYT pa3BUTHCS
3a0osieBaHus Jerkux u/wim nedenu. depumur AAT Hacnenyercs ayToCOMHO-PEIECCUBHO, U €CIIU 00a
POIUTEINS TETEPO3UTOTHHI 110 MMATOrEHHOMY BapHaHTy Serpina-1, To Kaxablil OpaT MIIM cecTpa UMeeT
puck (5-50%) He yHacienoBaThb HU OJIWH M3 MAaTOT€HHBIX BapHMaHTOB. B MeHee pacmpocTpaHEHHOM
cily4ae, KOrja OJMH M3 pOAUTENEH TOMO3MIOTHBIM, a JPYroil — TIeTepO3UTrOTHBIN, PUCK TOrO, YTO

KXl poAaHOW Opar OyAeT roMo3uroTHsIM, cocTaBisgeT 50%. Puck 3aboneBaHMs JETKUX MOMKET
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ObITh TOBBIIIEH Yy TETEPO3UTOTHBIX JUI] B 3aBHUCUMOCTH OT BO3JEHCTBUS OKpY)KAIOIIEH CpPEIbl,
Hampumep, KypeHus. llepBoHayanbHas TpEeBEeHTHBHAs OIEHKA mocie BbisBieHUs nepuuut AAT
BKJIIOUAETB ce0sl exerognoe HaOmogaeHue ¢ uamepenueM ¢ynkuuu juerkux — ODBI1, nocne npuema
OpOHXO0JMIaTaTOPOB, 00beM 3a 1 ¢ U ra3000MeH HHYOPMUPYIOT O MPOrPEeCCUPOBAHUH 3a00IEBaHMUSL.

MounexkynsipHas natonorusi XbJI Bce elie HaxoAUTCs B CTaAMM U3yYEHUS B CBSI3U C MATOr€HE30M
3aboneBanus. JlokazatenbcTB cBepxakcnpeccuu cepnuna-1 (PAI-1) B MOKpOTE U KpPOBH MAI[HEHTOB C
XBJI cranoBuTcst Bce 6ospiie. CBsI3b MEXAY J€TICHUOHHBIM TouMopdu3mom npomotopa 4G/5G PAI-
1 u pazButnem XbBJI akTMBHO u3ydaercs. BpisiBneHa 3HauuWTeNlbHas pa3HULA B PACIPEACICHUU
reHotunoB 5G/5G, 4G/5G u 4G/4G mexny OGonbHbIMH XBJI ¥ mpakTU4YecKd 3A0POBBIMH JIUIIAMH.
[Tomumop¢pu3M OCHOBHOIO TI€Ha, KOTOpbIH OOHapyXHBaeTcsi B IPOMOTOPHOH (perysisTOpHOM)
obnacru, Ha3biBaeTcs mojumopdusm 4G/5G. YcraHOBIIEHO, 4TO B IPOMOTOPHO# obsactu reHa PAI-1
UMEETCS y9acTOK, B KOTOPOM JIOKQJIM3YETCsl MOCIIeIOBATENLHOCTh U3 4 WK 5 ocHoBaHW# ryanuHa (G).
Hocurenu renotunos 4G/4G u 4G/5G gocToBepHO Yalie BcTpedaroTcs cpeau 6onbHbIX PTh u umeroT
Oosee Beicokuii puck pazsutus PTh, uem nocutenu renotunos 5G/5G.

[To pesynpraTam aHamm3a Oa30BbIX, SMUTCHETUYECKUX, KPUTEPHEB, YCTAHOBIIEHBI: Oojee
BBICOKHI MHJEKC KyPEHHUs, MEHbIIIass MOTUBAIUS K OTKa3y M OoJiee BHICOKAs K MPOJIODKEHUIO KYPEHHS
— B I'pyIIe KypsAIUX MarueHToB 0e3 quarno3a XbJI u B 0COOCHHOCTH y JIMI] MY>KCKOT0 1mojia. YactoTra
OPU B rom ormeuanach Beime y Kypsamux, kak 6e3 XbJI, tak u ¢ XbJI. Pannue ximHuueckue
CHUMIITOMBI: KallleNib, OTAEICHHE MOKPOTHI TakKe Halmomamuch Oonee BwIpaxkeHHble (p<0,05) y
kypsmux kak 6e3 XbJI, rak u ¢ XBJI, mo cpaBHenuto ¢ HekypsmuMu ¢ XbJI u 6e3 XBJI, mpu BBICOKOiA
KOppeJLMY Kallls, MOKPOTHI C MHJEKCOM KypeHus (Tabnuua 9), mpu 3HaYUMBIX Pa3aMuUsiX Py
nmo O®B1% ot momk., ®XKEJI% ot gomxk., muaaekcy Tudduo (ODPBI/DXKEII% ot momk.). B
COBPEMEHHBIX YCJIOBUSIX AJIEKTPOHHBIN CTETOCKON MO3BOJSIET BU3YaJU3UPOBATh 3BYKU JbIXaHUS,
myMbl ¢ moMompio Bluetooth, auarnoctuky nepenadm u AMArHOCTHKY C IMOMOIIBIO KOMITBIOTEPHBIX
anropuT™MoB. B Xone naHHOro ucciaenoBaHUS O JAaHHBIM 3JEKTPOHHOM ayCKyJabTalMM ObLIO
YCTaHOBJICHO IpeodiaaHne OOCTPYKTHUBHBIX IIYMOB Y KYpAILIMX, HE3aBUCUMO OT HAJIWYHS JUArHO3a,
YTO MOATBEP)KIAN0 HajJWuuWe paHHUX MPU3HAKOB OOCTPYKIUMHU PA3IUYHOIO YPOBHA Y KYpSIIUX
NanueHToB Kak ¢ yxke pasBuBmmMmucs XbJI, Ttak u 06e3 TakoBbIX. IlaTrTepHbl 31eKTpOHHOU
ayCKyJbTallUM IOKa3alu INpeodiazaHue OOCTPYKTUBHBIX aKyCTUYECKUX LIYMOB, y KypAILIMX Kak C
XBJI, tak u 6e3 XbJI, Bkyne c¢ pazmuuusamu (p<0,05) mo akyctuueckomy kosdounmenty K3. V
kypsmux, ¢ XbJI u 6e3 XbJI mapaMeTpsl BBIIBIXa€MOI'0 MOHOOKCH/IA YTIIepoa, HAOI0JaIiCh BBIIIE,
a caTypalusi KHCIOpoAa B KPOBU HUXKE, [0 CPABHEHUIO CO 3/I0POBBIMU HEKYPSALIMMH U HEKYPSAILIUMH C
XBJI (p <0,05). ITo ananu3y AOMOTHUTENBHBIX TeHeTHUECKHX, KpuTepueB AAT-CepnuHa-1 BBISIBICHBI

U TOATBEPKJIEHBI JOCTOBEPHBIE PA3IMYM MEXAY TPYNIIAMU B PAMKAax aHajau3a CPAaBHEHUs CPEIHHUX
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Mmexay koropramu ¢ XBJI u 6e3 XBJI. IIpu 3ToM B 11esioMm npeod:ianan rerepo3urotHbiil Tun CeprvHa -
1 — 5G/4G; a npu BA — ga MTHFR (677) u FGB 0Obu1 Goniee xapakTepeH TOMO3UTOTHBIM THIT
nomumopdusma; a 1t MTRR (66), MTR (2756), MTR (2756) — rerepo3ucuslii Tui. B To Bpems kak
npu PTB rereposurorHsiii Tun noiaumopdusma yvame ormevancs angs MTHFR (677), MTRR (66),
FGB, a romosurotusiii tTun — nnst MTR (2756), MTRR (66). JonomnutensHo AAT nocroBepHO
KOppeIUpoBall ¢ mojaoM U uHaekcoM TuddHo u orpunarensHo koppemuponan ¢ Cepnuna-1; a MTR
(2756) 1 MTRR (66) nonoxwurensHo koppenupoBaiu ¢ BozpactoM u MUMT; F2 u MTR (2756)
noJoXKUTENbHO KoppenupoBanmu ¢ Cepnuna-1; F13 — ¢ ITGA2, O®B1, ®XEJI, MOC75; F7 — ¢
MOCT7S. TlonmydeHHble pe3yJnbTaTbl B T'€HAEPHO-BO3PACTHOM U HO30JIOTMUECKOM  AaCIeKTax,
MOKAa3bIBAIOT, YTO, YK€ Y JIMII MOJIOJOTO BO3pacTa, MOXHO 3a(MKCHPOBATh HAYaIbHBIE KJIMHHUKO -
(byHKIMOHATbHBIE HAPYIICHUS, B COUETAHUU C TeHETUYECKUMU oJUMOop(r3MamMu, 4TO MOATBEPKAAET
HEOOXOAMMOCTh TMPEBEHTUBHOIO CKPUHUHTA IS (OPMUPOBAHUS TPYNI PHCKA, U COCTaBJICHUS
MPEBEHTUBHBIX IPOrPaMM, Y JaHHON KaTErOpUHU MAlMEHTOB.
B d4erBeproii rJiaBe Ha OCHOBE IIOJYYEHHBIX pE3yJbTaTOB MCCIEIOBAaHUN pa3paboTaHbl
muddepeHnranbHble KPUTEPUU OLIEHKU (PEeHOTHIIa pUCKa M aJIfOPUTM IPOrHO3MPOBAHUS CTENEHU
pucka XBJI y nuiy mononoro Bo3pacta. MEHOTUNIMPOBAHUE — OJIMH M3 COBPEMEHHBIX MOAXOAO0B K
muddepennpanuy TaKTUKU BeaeHus U npoduuakTiuku npu XbJI. YuuteiBas rereporenHocts XbJI,
PSIIOM YUYEHBIX OBbLIO BBIJEIEHO HECKOIbKO ()EHOTUITOB 3TOro0 3abosieBaHus. DEHOTUTUYECKHUM MOAX 0/
k PTBH oka3zan orpomMHoe BIUSHHE Ha KIMHUYECKYIO TPAKTUKY, (PapMaKOIOTHUYECKOE |
HeMeIUKaMeHTo3Hoe JedeHne u npoduinaktuky XbJI, ocobeHHO 3a mocienHee necsatuiierue. bomee
TOr0, (PEHOTUMTUYECKUN MOIXO0JI SABJSETCS IIAroM K MEepCOHATM3UPOBAHHON MEAHMIIMHE B OTHOIICHUH
XBJI. XBJI — 310 rereporeHHas rpymnmna 3a0oieBaHHI, KOTOpbIE, KaK OKUIAeTCs, CTaHYT TpPEeThe
BeAyLIel MpUYMHONW CMEPTHOCTH BO BCeM MHpe B Onmkaiiiiee necsituierie. KIMHUIMCTHI pa3aeuim
MAlUEeHTOB, KOTOpPbIE HUMENTH OOlMe KIMHUYECKHEe U aHAMHECTUYECKHE XapaKTePUCTUKH, Ha
oTaenbHble (GeHOTHNBl. B mocneaHue ToApl pacIIMpUIIOCh HCIOIb30BAHHUE ANTOPUTMOB OIICHKH,
YUUTHIBAIOIIUX HWHTErPALMIO JOMOJHUTENIbHBIX XapPAaKTEPUCTUK NAlMEHTa, BKJIIOYAas aHaMHE3,
KIMHUYECKUE CHMIITOMBI, HHCTPYMEHTAIbHYIO OIEHKY, T€HOMHYIO0 HH(pOpManuio. JT1a KoMOWHALUS
MIO3BOJIUT HCCIeNoBaTeNsAM Oojiee HaleXHO uiaeHTHuuupoBats ¢eHorunsl XbJI nns ymaydienus
JUArHOCTUKU U pa3pabOTKH HOBBIX METOJI0B MPOPHIAKTUKH U JICUEHHUS.

denorunupoBanue nmpu XbJI ocHOBaHO Ha reTepOreHHOCTH 3a0ojeBaHus. TepMuH «(hEeHOTHID
ompeensieTcss KaKk OJHAa WJIM HECKOJBKO XapaKTEpUCTHK NaToJoruu. JlaHHbIE XapaKTEepUCTUKH
MOKa3bIBAIOT Pa3IMuMs MEXAY MalleHTaMU C pa3HbIMHU 3a00JeBaHUSAMH, IOMOrasi MpOrHO3UPOBAThH
KJIMHUYECKU 3HaunMble Ucxo/bl. OnHucaHo B3aUMOAEHCTBHE MeHOTUIAa U (DAKTOPOB BHEIIHEH Cpessl,

oOpa3yromux noArpynmnsl (PpeHoTUursl), HMerolme pa3Hblii nporHo3. @PenorunupoBanue XbJI
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3HAYUTENBHO YIydllaeT MpeacTaBieHue 0 3a00JIeBaHUU, €T0 MATOJIOr0aHATOMHYECKUX, KIMHUYECKUX
U TEHETHYECKHX OCOOCHHOCTSX, IIO3BOJSIET pa3pabaThiBaTh MEPCOHAIU3UPOBAHHBIE JI€4eOHO-
npoduiIakTHUecKue cTparerud. MOoXHO cKa3aTh, 4TO (PEHOTUINMYECKUH MOAXOJ K BEICHHUIO U
npopunaktuke XbJI B mocneaHee necsATuiieTHE OKa3ayl OOJbIIOE BIMSHHE Ha IOBCEAHEBHYIO
MPaKTUKy — BapHaHTOB (HapMaKOJOTHUYECKOro W HEMEIMKAaMEHTO3HOro JiedeHuss ucxonoB XbJI,
UCIIOJIb30BAaHUE TEPCOHAIU3UPOBAHHON CTpAaTeTHH JIEYCHHS, OCHOBAHHOM Ha pa3HBIX (EHOTHIIAX.
JlanHble, UMeEIOIIMECs] B HAYYHON JIMTEpaType, MOKA3bIBAIOT, YTO JIMLA C PA3NIUYHBIMU (EHOTUIIAMU
XBJI 1eMOHCTpUPYIOT pa3Hble KIMHUYECKUE XapaKTepUCTUKH, ¢ yueToM nmokazareneid OBD1, ®XKEJI,
ouenku no tectry Ha XbBJI (CAT), unnekca kypenusi, unaekca maccel Tena (MUMT), kimHuueckux
CHUMIITOMOB.

C yderoM BBIIICONUCAHHBIX JAHHBIX, (EHOTUIIMPOBAHUE TP IPOBEIEHUU JAHHOIO
UCCIIEZIOBaHUSA  BKJIIOYajgo B ce0s: oueHKy aHamHe3a (wactory OPU B rox), ¢usukanbHOE
o0cieoBaHMe C 3JIEKTPOHHOM aycKyJbTalllel, FTeHOTUIIMpOBaHue Ha alb(al -antutpuncun-Cepnuna-
1, He3aBUCUMO OT moJa; (PyHKIMOHaIbHOE obcienoBanue o kpurepusm: OIKEIJ%, ODB1%, unnexc
Tuppuo (ODPB1/DXKEII%), carypauust Kucaopola B KPOBHU, BbIIbIXaeMbIi MOHOOKCH[ YIJIEpOAa.
ChopmynupoBano 4 ¢genoruna pucka: GpeHotun | — HU3KUH pHUCK, peHOTHI 2 — yMEpPEHHBII PHCK,
deHoTun 3 — BBICOKHMI pHCK, peHoTHIT 4 — KpaiiHe BBICOKUI puck. Ha caHaTOpHOM 3Tame yaiie BCero
BCTpeyaroTcss GeHoTUnsl 2 U 3, B CHIIy TOro, 4yTo (eHOoTUnl | — 3TO MpaKTUYECKU 370pOBBIE JIHIIA,
KOTOpbI€ HE HYKJAIOTCA B J€UEOHBIX MepOnpUiTUsX (cooTBeTcTBYIOT |-l Tpymnme 310poBes), 1519 HUX
MOKa3aHbl TOJBKO MPOQHUIAKTHYECKHE MEpONpHUATHs, (u3nueckas akTUBHOCTb, 30K, exeromHsii
«check-up» (ITpotokon Benenus 1). @enorunam 2 u 3 (yMEpeHHBIH U BBICOKUI PUCK COOTBETCTBEHHO)
Kak Hanbolee pacpoCTpaHHbIM, B TOM YHCIIe IPU HANIPAaBICHUH Ha CAaHATOPHO -KypOPTHOE JieueHue (B
IIEJIOM COOTBETCTBYIOT Tpymme 3a0poBbs III) — mpodunaktuyeckue MeponpusaTus, ¢uandeckas
aktuBHOCTh, 30K, exxeronnsiii check-up, CKJI ¢ mukpoknumaTom, ¢ reHaepHoil audeHIInpoOBKO:
CIIT npna mun sxeHckoro mnosa, ['JIT — ang oun myxckoro nosna (Ilporokon Bemenus 2). s
MAIMEHTOB, OTHOCIIIUXCS K heHoTumy 4 (KpaliHe BRICOKUN PHCK) HEOOXOAUM 00s3aTebHbII 0TKa3 OT
KypeHusi, a TakkKe TMporpaMMbl MEIUIMHCKON peabunuTanud B YCIOBUSX JHEBHOTO WIIH
KPYIJIOCYTOUHOIO CTal[MOHAapa, B 3aBUCUMOCTH OT Tekyuiero cocrosiHus (IIporoxon Benenus 3). Ha
OCHOBE IOJTYYEHHBIX JAHHBIX, pa3padoTaH MEPCOHATU3UPOBAHHBINA AJITOPUTM BEACHHS B CaHATOPUU
nanueHToB rpynn pucka no XbBJI, ¢ aBTomatm3upoBaHHOW IU(POBOM TeHepanued (C MOMOIIbIO
KOMITBIOTEPHON MpOorpaMMsbl) AUGQGEHINPOBAHHOIO MPOTOKOJIA BEICHUS ISl JaHHOW JIUI MOJIOI0TO
BO3pacTa C pa3JIMyHOM cTerneHbio pucka mo XbJI (tabmuma 2).

Ha ocHoBe co3manHOro amroputma, paspaborana mporpamma mii OBM  «Onenka

IIPOrHOCTHYECKOU cTeneHu pucka XbJI y mogpoctkosy», npenHa3HaueHHAs AJI OLIEHKH CTEIIEHH pUCKa
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XBJI Ha OCHOBaHHMHM OCHOBHBIX KPHUTEpHEB AU(epeHIuanbHbIX Py pUcKa 1Mo Hporuosy XbJI
(kamresp, oTaenaeHne MOKpoThl, yactota OPU B rox, gakTop KypeHHs, 3JIEKTPOHHAS ayCKYJbTaIUs,
cnupomerpusi (ODB1%, OXKEJI%, ODB1/DXEI%, CO, Sa02, AAT, Cepnuna-1). Ha ocnoBanuu
BBEJICHHBIX ITOJIb30BATEIEM JaHHBIX MIPOrpaMMa TMO3BOJISIET OICHUTh ()EHOTHUIT U cTereHb pucka XbJI
y KOHKPETHOTO marueHta. Kpome HemocpencTBEHHOro OIpenelieHus] MPOorHo3a, MmporpamMma UMeeT

JOIIOJIHUTCIBHBIC q)yHKI_[I/II/II

n CoxpaHHUTh TPOTOKOJ paboThI TporpaMmMsel B hopmate OpenDocument;

. OunCcTUTh 3HAUCHUE TTOKa3aTesel AJIs MOCIIEAYIOIIEro 3am0JIHEHUSI.

. Tun peamusyromeit 9BM:  PC (mepconansnas DBM)

. S3bik porpammupoBanusi: Free Pascal

. Onepanuonnas cucrema: Windows XP, Windows 7, Windows 8, Windows 10
. O6wem mporpammsl st OBM: 23 Mb.

B nsrtoii riaBe mpuBeneHa CpaBHUTENbHas OLEHKAa 3((GEKTHUBHOCTH BO3JEHCTBUS

MHUKPOKJIIMMATOM raJIOKaMepbl U CIICJICOKAaMEPbI, B 3aBUCHUMOCTH OT (beHOTI/IHa pUCKa.

Tabmuna 2 — I[IpoTokonbl BeeHNs MalueHToB ¢ pa3HbiMu (heHoTHIIamMu prucka XbJI

®enotun 1 ®denotut 2 ®enotun 3 ®enotun 4
[TpodunakTuyeckue KommnekcHoe canatopHO-KypopTHOEe | MenunuHckast peabunnTanus B
MEpOIpUATHS, JieueHHe + UCKYCCTBEHHBII YCJIOBHSIX THEBHOT'O UJTH
¢bu3nueckas MUKPOKJIMMAT (rajio/creneoTepanus) | KpyrJIOCyTOYHOTO cTalroHapa (B
aKTUBHOCTh, 30K, 3aBUCUMOCTH OT COCTOSIHUS
€XKEroIHbIN nanuenTa). O0s3aTeNbHBbI
«check-up» POrpaMMBbI IO OTKa3y OT

KypEeHHS

[Tporokon 1 [IpoTokon 2 [TpoTokomn 3

3AK/IIOYEHUE

[To pe3ympTaTaM HCCIEIOBaHUS YCTAHOBJIICHA JIydilas JWHAMUKA (DYHKIIMOHATIBHBIX
nokaszareneit ana GeHoTuma 2, B 1enoM Ha (OHE CAaHATOPHOrO JICYCHUS U KOHKPETHO 1O HEeAeNbHOM

BapuabensHocTH [ICB, 32 Henemto, npupocty [ICB B % OT m0/mKH., BEIpa)kKeHHOCTH PECIUPATOPHBIX
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akycThuyeckux ImymoB mnpu mnpumenenuun [JIT, mpu 5ToM oTMmeuanace Oosiee BbIpakKeHHAs
MOJIOKUTENbHAA (DYHKIMOHANbHAS JUHAMHUKA TEHIIECHIMIO y FOHOIIeH MmpupocTy nokazareneir ODB
(m), @XKEIJI (1), uanexc Tudduo ot nomkuoro, MOC 25-75 (1) u MOCS50 B nporieHTax oT JI0DKHOTO
y JMIl MyKCKoro mona Ha ¢one ramorepanuu. s denotuna 3, B 1meinoMm, XOTs M OTMEuYEHa
MOJIOKUTENbHAS TeHICHIUS (YHKIIMOHATBHBIX IMapaMeTpoB, B CHIIy OoJiee BBIPAKCHHON XPOHU3AINH
BOCIIAJIMTENIFHOTO Tpoliecca, HE BBISBICHO JTOCTOBEPHOW AMHAMHKH IIOKa3aTesei, a B T'eHICPHOM
OTHOILIEHUU YCTaHOBJIEHa OoJiee BbIpaKEHHAs IMOJOKHUTENbHAs TEHJEHIHUS K YIy4YIICHUIO
(byHKIMOHATBHBIX MTOKa3aTeNeH, y FOHOLICH, XOTs pa3Indus OTMEYaJIUCh HECYIIIECTBEHHBIE.

OOmras AMHaMHKa KauecTBa KU3HU Y (EHOTUIOB 2 U 3 MpOJEeMOHCTPHPOBaja MOJI0KUTEIbHbIE
WU3MEHEHHUs TPH JIOMOJHEHHH Kypca CaHATOPHOTO JICYCHHUS C MCIOJIb30BAHHUEM CIIEIEOTEPANNU HIIH
rajorepanuu. YIydmieHHs HaOMONaIuCh Kak 1O (U3NYECKHM MapaMeTrpaMm, TaK W IO COIHO-
MICUXUYECKUM, KaK y JIMIl KEHCKOro, TaKk M MY)KCKoro moja. IIpu 3ToM mpu aHanms3e TeHIEpHBIX
paznmuuuii Juis  ¢deHoTuna 2, YCTAHOBJIGHO YIYUYLICHHE KauecTBa JKU3HM NPU HCIOJIb30BAHUU
rajorepanuu ¢ 0oJiee BbIpaXKEHHON JUHAMMKON Y JIML[ MY>KCKOTO I10J1a KaK B II€JI0OM, 10 KOMIIOHEHTaM
¢uznyeckoro 6iaronoryudns, Tak U, B 0COOEHHOCTH, 0 MapaMeTpaM yJIy4dleHHus OOLIero cOCTOSHUU
3I0pOBbsSl M paszpernieHus ¢uzndeckoro auckomdopra. Jns ¢geHoruna 3 ycTaHOBJIEHA JOCTOBEPHAS
muHamuka KK, mo nunamuke o0mIero cOCTOSIHUS 3J0POBBSl U COIMAIILHOMY KOMIIOHEHTY MOBEICHHUS
peOeHKa 1o CPaBHEHUIO C  €ro CBepCTHUKaMU. B 1enoM, roHomu GpeHoTHNoB 2 U 3 1eMOHCTPUPOBaIX
Oosiee BBIPAXKEHHYIO MOJIOKUTEIbHYIO PEAKLHI0 Ha JOMOJHUTEIbHOE MPHUMEHEHHE rajloTepanuu o
CpPaBHEHHIO CO creJjeoTrepanueil. DTH HaOMIONEHUs TOATBEPKICHBl CTATUCTUYECCKH 3HAUYUMOM

MOJOXKUTEIbHONW JTMHAMUKOM, KaK ()yHKIIMOHAJIBHBIX MTOKa3aTesel, TaK U KauecTBa )KU3HU.

BbIBO/IbI

1. BriABNEeHHBIE Ha OCHOBE KOMIUIEKCHOTO aHajiHM3a KIMHUKO-MHCTPYMEHTAJbHBIX IOKa3aTesei
(dakTophl pHCKa, TaKME€ Kak a’po30JId OKpyXKarollel cpenbl, TabakoKypeHHe, NpeMOpOUIHBIA U
MOpOUIHBIA  (DOH, OTATOLIEHHAs] HACJIEICTBEHHOCTb U TE€HETHYeCKHe (aKTOphl, IO3BOJIUIH
pacrpenenuTh MalUMeHTOB N0 TpynmnaMm ((peHoTHmaMm) MPOTHOCTHYECKOTO pHCKAa pa3BUTHUA H
MPOrPECCUPOBAHUSI XPHUUYECKUX OOJIE3HEH JIErKMX: HHM3KHHA, YMEPCHHBIM, BBICOKMH U KpaiiHe
BBICOKUH.

2. V3ydyeHue npenMKTUBHOI'O 3HAUEHUS T'C€HOTUIIMPOBAHUS, C ONpeneleHUeM KomIuiekca anbdal -
aHTUTpUncUH-CeprinHal MOKa3ano ero BHICOKYIO 3HAYMMOCTh B paMKax OLIEHKHM IPOTHOCTUYECKUX
PHUCKOB, C TOYKHM 3pEHHs OOPAaTUMOCTH TOPAXKCHUH JIETKUX Y MAIMEHTOB, TaK KaK BBISBICHBI
JIOCTOBEPHBIE pa3ivuus MeXay TpylrnaMud C HaJM4MeM U OTCYTCTBMEM JHarHo3a XpPOHUYECKUX

Oone3Hell NErkux, nNpu 3ToM anb(al -aHTUTPUIICUH AOCTOBEPHO KOPPEIMPOBAI C MOJIOM U MHJIEKCOM
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Tudduo wm orpunarensHo koppenupoBan ¢ CeprnuHa-1, YTO CBHUIETENBCTBYET O HayaJbHBIX
(GYHKIIMOHANBHBIX HAPYLICHUSAX PECIUPATOPHOIO CTaTyca, B COYETAHMM C TIEHETHYECKUMHU
HOJMMOpP(U3MaMHU.

3. [losryueHHble XapakTepUCTUKU (PEHOTUIIOB pUCKa U pa3paboTaHHble Tu(epeHranbHble KpUTepUU
CTaJli OCHOBOW JJI CO3JaHMsI JUArHOCTHYECKOoro ainroputma. OH mpegHa3HayeH il Tpajalluu
obcrienyeMbIX 1O rpynmnaM ((heHoTunaMm) mporHoctTuyeckoro pucka XbJI B 3aBUCHMOCTH OT IIKAJIbI
KPUTEPUAIBbHBIX 3HAYEHWH: HHU3KOrO, YMEPEHHOr'0, BBICOKOTO U KpaiiHe BbIcOKOro. Co3laHHBIN
QITOPUTM JIET B OCHOBY pa3pabOTKH KOMITBIOTEPHOW MPOrpaMMbl, KOTOpas MO3BOJSET BBIMOJIHSITH
JaHHYIO I'paJaliio aBTOMaTHYECKH.

4. PazpaboraHHas NEepCOHU(PUUMpPOBAHHAS IporpaMMa peadWIMTAlMU IAalUEHTOB C Pa3jIMYHBIMU
¢eHoTMIIaMM pHUCKA 10 XPOHUYECKMM OOJIE3HSAM JIETKUX C I[PUMEHEHUEM HCKYCCTBEHHOIO
MHUKpOK/IMMaTa B YCJIOBHSX CaHATOpUs IOKaszajga, 4To Ajs (eHOoTUna 2, CBOMCTBEHHA JydIuas
JUHAMUKA [0 He/leJbHOH BapuaOeiabHOCTH INoKa3aTeded (PYHKIMM BHEUIHErO AbIXaHUS M KauecTBa
xu3Hu. s denotuma 3 oTMeueHa MeHee JAMHAMUYHAS IOJOXKHUTENbHAs TEHIEHIUS 110
(GYHKIMOHAIBHBIM MapaMeTpaM M KauecTBY JKHU3HM, B CWIy OoJjiee BBIPa)KEHHOM XpOHU3aLUU
mpolecca, a Mpy aHaJlIu3e B 3aBUCUMOCTH OT I10J1a, YCTaHOBJIEHA OoJiee BhIpaKEHHAs I10JI0KUTEIIbHAS
TeHJeHIIMA 110 (PYHKIIMOHAIBHBIM MapaMeTpaM U KauecTBY KU3HHU y JIMII MY>KCKOI'O 110Ja.

5. C nomotrpio pa3pabOTaHHOTO aJropUTMa MHIWBUIYaJbHOT'O BEIEHUS MOJOJBIX JIIOJIEH U3 TPYIII
pucka o XbJI B caHatopum co crenuagbHOW KOMIBIOTEPHOM MpPOrpaMMoOi, ompenenuB (eHoTumn
pricka, MOXHO IU(dPepeHITNPOBAHHO MOAXOANTh K (POPMUPOBAHHIO TIPOTOKOJIA BEACHUS MAIUEHTA C
MHUKPOKIMMATHUYECKUM BO3ACHCTBHEM, B TpYINIax pa3lMYHbIX (EHOTUIIOB Ha 0aze caHATOPHO-

KYPOPTHOT'O YUPEKICHUS.
INPAKTHYECKHUE PEKOMEHJALIUU

1. TlpumeneHue -cHenMaAIbHO pa3paOOTAHHOrO BOIMPOCHHKA TO3BOJSIET MPOBOJUTh MEPBUYHBIN
CKpUHUHT, C TOCJenylomend omeHKon pucka passutus XbJI, ¢ yueToM 00paTHUMOCTH TOpaKEHUM
JIETKUX y TAIMEHTOB, ¢ MPUMEHEHHeM Habopa MPOCTHIX KIMHUYECKO-aHAMHECTHYECKUX MPHU3HAKOB
KIMHIYECKO-aHAMHECTUYECKUX  MPHU3HAKOB  (4acTOTa  OCTPBIX  PECHUPATOPHBIX  MH( eKIIHi,
MEPEHECEHHbIX 3a TO/, OTAEJNEHHUE MOKPOTbI M OJBIIIKA, Kallelb, MHIEKC KypeHHus), BMECTE C
¢bynkunonanbHbME napamerpamu (ODB1, ®XKEJI, unnexc Tudpdpuo, SaO2 u CO).

2. Y4uThiBas, 4TO KIIOYEBBIM JK30T€HHBIM (hakTOpoM pucka paHHero pasutus XbJI sBusercs
KypeHue (MpH HU3KOW MOTHUBAIMH K OTKa3y OT HEro y MalHeHTOB), HEOOXOAUMO OOpaTUTh 0co00e
BHHMaHUE HA MOTHBHUPYIOIIHE MPOrPaMMBI K OTKa3y OT KypeHHUs Ipu (OpMUPOBAHUH MPEBEHTUBHBIX

nporpaMm Ijis }IaHHOﬁ KOIr'OpThI.
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3. Mcnonb3oBaHHbIi HAOOp TOCTYNHBIX (SMUTE€HETHYEecKuX) napamerpon: yacrota OPU B roj, uuaexc
kypunbiuka, O®BI1, ®XEJI, unaexc Tudduo, ypoBerp CO B BBIIBIXa€MOM BO3IYyXE,
IyJIbCOKCUMETPHSI, JEKTPOHHASI ayCKYJIbTAllUsl I103BOJIAET YTOYHUTH U JIONOJHUTH CYIIECTBYIOIIUE
IpeACcTaBiIeHUs O (aKTOpax pUCKa U UX MPOrHOCTHYECKOE 3HAUEHUE; NPH YCTAHOBJIEHUH MEPBUYHBIX
00paTUMBIX NOpPaXEHUH JIETKUX Yy MallMEHTOB MOJIOAOIO BO3pAcTa, YIPOXKAIOIIUX Pa3BUTbCA IO
KOHTUHYyMY HauanbHass XbJI — mporpeccupyromas XbJI, HeoOxoarMa KOMIIEKCHAsI OI[EHKAa BCEX
BBILIENIEPEYNCIICHHBIX TTOKa3aTeleH.

4. CoznanHas cucteMa (eHOTUITUPOBAHHUSA, KOTOpasi Oll€HUBAET KPUTEPUH PUCKA M YUUTHIBAeT HaOOp
OCHOBHBIX (SMUTCHETHYECKHUX) U JIOMOJHUTENIBHBIX (T€HETUYECKHX) KPUTEPUEB, AA€T BO3MOXKHOCTh
IIPOM3BECTH I'pafanyio (EHOTUIIOB IIPOrHOCTUYECKOIO PUCKA Yy MOJIOABIX MALMEHTOB U B JaJIbHENHIIEM
pa3paboraTh NMpoduUIaKTUYECKHE NPOrpaMMbl. Y TOUHEHHAs! B3aMOCBSI3b MEXAY (DEHOTUIIAMU pHCKa
U SIHUIeHETUYECKUMH M T'eHETHYECKUMHU IapaMeTpaMH C IIOMOILNbI pa3pabOTaHHBIX IIKAJbl U
aqropuT™Ma JaeT BO3MOXKHOCTb €HI€ [0 MOSBJICHHUA pa3BEpPHYTOM KJIMHUYECKOW KapTUHBI
XPOHUYECKOIO 3a0o0sieBaHus OIIPEIEIUTh MIPOTHOCTUYECKU I pUCK u nono0paTh
IIEPCOHAIM3UPOBAHHYIO IPEBEHTUBHYIO IPOrpaMMYy y IMOAPOCTKOB U3 Ipynn pucka no XbJI.

5. Jlns BbIABIEHMS TpyNN pUCKa W (OPMHUPOBAHUS NPEBEHTUBHBIX MPOrpPaMM Y JHI[ MOJIOAOI0
BO3pacTa, UMeEIIMX pUCK pa3Butus XbJI, HeoOXonaMMO MPOBOIUTH aHAIN3 MOIMMOP(U3MOB IO
TeHETUYECKUM Mapkepam, B nepByto ouepens AAT-Ceprinna-1.

6. KomnbroTepHas nmporpamma A1 onpeeneHus peHOTHUIIOB MPOrHOCTUYECKOro pUCKa, Co3/laHHas Ha
OCHOBE pPa3pabOTaHHBIX MIKAJBl M AJITOPUTMA, JaeT BO3ZMOXKHOCTh HA OCHOBAHUU IPEIOKEHHOTO
KOMIIJIEKCA SMHUICHETHYECKUX M TEHOTUIUYECKUX KPUTEPUEB KOHKPETU3UPOBATH NMPOTHOCTHYECKUMN
puck XbJI, B ensix paHHeW NpeBEeHIMH XPOHU3ALUN U UHBAJIMU3ALMH 110 JAHHOW HO30JIOTHH.

7. Hcnonbp3oBaHue NEpCOHU(UIIMPOBAHHOIO ajJIrOpuTMa B IIporpaMMe BEAEHUS, B CaHATOPUH,
HOJPOCTKOB pa3iauyHbIX (peHoTunoB pucka no XbJI, ¢ momMoubl0 KOMIBIOTEPHON MPOrpaMMBI, IS
COCTAaBJICHUS IIEPCOHAIM3UPOBAHHOIO IIPOTOKOJIA BEJICHUS, JlaeT BO3MOYKHOCTh
T GepeHnIPOBAHHOTO MOX0/a K BBIOOPY ONTHMAJIbHOW CXEMbl CAHATOPHOI'O JIEUEHUS, B paKypce
BO3/ICHCTBUSL MHMKPOKJIMMATOM U MOXET OBbITh NPUMEHATHCS Kak Ha 0a3e CaHATOPHO-KYPOPTHBIX
YUpEXIEHUH, TaK ¥ IPU MPOBEICHUN IPOrpaMM  METUIIMHCKOIN peaOuiInTaui B MHBIX MEIUIIMHCKUX

OpraHHU3alMsX.
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CIIMCOK COKPAIIIEHWI Y YCJIOBHBIX OBO3HAYEHUI

4P-MenuiHa — NpeJUKTUBHAS, IPEBEHTUBHAs, IEPCOHAIM3UPOBAHHASL, TAPTUCUIIATUBHAS MEIULIMHA
Sa02 — catypanus Kuciopoza B nepudepruueckoil KpoBu (IyJIbCOKCUMETPH )

AAT — anbda-1-aHTUTpUIICUH

BA — OponxuanbpHas acTMa

I'nT — I'anorepanus

UMT — unnexc maccel Tena (BMI)

KK — xauecTBO *)H3HU

MOC?25 — MmomeHTHast 00beMHasi ckopocTh Ha 25 % Beinoxa (MEF25 (a6c., %))

MOCS50 — momenTHast o0bemHast ckopocth Ha 50 % Brinoxa (MEF50 (abc., %))

MOCT7S5 — momenTHast o0bemMHasi ckopocth Ha 75 % Beinoxa (MEF75 (abc., %))

ODBI — o6bem popcupoBanHoro Boioxa 3a 1 cexkynny (FEVI)

OOBI/DXKEJ (FEV1I%FVC) — Unnekc Tudduo (TIFN)

[1CB — nukoBas ckopoctb Bbiioxa (PEF)

PTB — peuuauBupyromumii TpaxeoopoHXUT

CuT - cneneorepanus

CKIJI — caHaTOpHO-KYPOPTHOE JICUEHU E

CKKA® — crangapTu3NpOBaHHbINA KAHOHWYECKUN KOAPPUITUEHT JUCKPUMUHAHTHBIX (YHKIIMHA
@®XKEJI — dpopcupoBanHas xxu3HeHHas eMKocTh jerkux (FVC)

XBJI — xpoHuueckue 00JIE3HH JIETKUX

XOBJI — xporunueckast 00cTpyKTUBHas 00JIE3HD JIETKUX
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