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OOULINAJIbHOE NOJIOXKEHUE ATO/EPO/APO/ANAT:
UANONATUYECKUI JIETOYHbIA ®UBPO3: [OKA3ATEIbHO-OCHOBAHHOE PYKOBOACTBO
no ANArHOCTUKE U BEAEHUIO*

Ganesh Raghu, Harold R. Collard, Jim J. Egan, Fernando J. Martinez, Juergen Behr,
Kevin K. Brown, Thomas V. Colby, Jean-Francxois Cordier, Kevin R. Flaherty, Joseph A. Lasky,
David A. Lynch, Jay H. Ryu, Jeffrey J. Swigris, Athol U. Wells, Julio Ancochea,
Demosthenes Bouros, Carlos Carvalho, Ulrich Costabel, Masahito Ebina, David M. Hansell,
Takeshi Johkoh, Dong Soon Kim, Talmadge E. King, Jr., Yasuhiro Kondoh, Jeffrey Myers,
Nestor L. Miiller, Andrew G. Nicholson, Luca Richeldi, Moise’s Selman, Rosalind F. Dudden,
Barbara S. Griss, Shandra L. Protzko, and Holger J. Schiinemann, on behalf of the ATS/ERS/
JRS/ALAT Committee on Idiopathic Pulmonary Fibrosis

OcgpuyuansHoe lMonoxeHue AMepukaHcko20 mopakanbHozo obwecmaa (ATO), Esponetickozo pecnupamopHozo obwecmea (EPO),
AnoHckozo pecnupamopHozo obwecmea (APO) u JlamuHoamepukaHckol mopakaneHou accoyuayuu (AJIAT), o0ob6peHHoe Cosemom
oupekmopos ATO (Hos6pb 2010), icnonHumeneHsim komumemom EPO (ceHmsabpe 2010), Coeemom dupekmopos APO (Oekabpe 2010) u
WcnonHumenosHeim komumemom AJIAT (Hos6pe 2010).

YACTb |

Mavnonatunuecknin nerouHbin ¢pndpos (U1D)** onpene-
nAeTcs Kak cneymounyeckan Gopma XpoHMYECKo Nporpec-
cupyiollen Grbpo3MpytoLet MHEBMOHUM C HEU3BECTHOM
npuynHon. U1 BcTpeyaeTca B OCHOBHOM Yy B3pPOC/bIX
CTapLuero Bo3pacTa, XapaKkrepusyeTca NporpeccMpyowmm
YCUNEHVEM OfbIWKY, YXyAWeHUneM QYHKUUN Nerkux u
HebnaronpUATHLIM MPOrHO30M.

B 2000 rogy AMepuKaHCKOe TopaKasbHOe 06LecTBO 1
EBponelickoe pecnupatopHoe obwecteo (ATO/EPO) B
coTpyaHmnuyecTBe ¢ AMEPUKAHCKMM KOSINeAXKeM MySIbMOHO-
NoroB ony6MKOBaNV MeXAYHAPOAHbIA KOHCEHCYC Mo Ana-
rHocTrke n BegeHuto VI1Q. BaxkHO, UTO KOHCEHCYC pacnos-
Han V1O Kak 0cobyto KNMHNYECKYHO CYLLIHOCTb, CBA3AHHYIO C
rMCTONOMMYECKMM MATTEPHOM OObIYHON WMHTEPCTULMANb-
Hol nHeBMoHUK (OUM), n obecneunn KNMHULUCTOB Cneuun-
anbHbIMM PEKOMEHZAUMAMU MO AMArHOCTMKE U BeLEeHUIo
3aboneBaHnA. C MmomMeHTa ny6nukauum B 2000 rogy peko-
MEeHZaUMM KOHCEeHCyCa UCMOb30BaNNCh B M3YUYEHUUN Ku-
HUyeckom maHndectauun n tedeHms IO, a HakonneHHble
[aHHble MO3BONWM HaM pa3paboTaTb HOBOE PYKOBOACTBO
no auarHocTuke n BegeHnto NJ®, ocHoBaHHOe Ha NyyLLmnX
OOCTYMHbIX [OKa3aTeNbCTBax C MCMOJSIb30BaHMEM MEeTOHOo-
norumn ATO/EPO.

LUENTb U METOAbI

Lenb gaHHOro pykoBoAcTBa — aHanu3 AOMNOJSIHUTESb-
HbIX [JOKa3aTesIbCTB, MOyYEHHbIX C MOMEHTa OnybMKoBa-
HuA B 2000 rogy KoHceHcyca no WI®, n obecneyeHue
[OKa3aTe/IbHO-OCHOBAHHbIX pPeKOMeHAaunn no BeAeHUio
OONbHbIX C AKLEHTOM Ha AMArHo3 U fieyeHme. JTOT JOKY-
MEHT MNpefHa3HayeH AnA 3aMeHbl NpeablayWwero KOHCeH-
cycHoro nonoxeHua ATO/EPO no UTO.

OcHOBHas Lefib pyKOBOACTBA COCTOUT B 0becrneyeHnn
KINMUHMLMCTOB peKoMeHZaLNAMN, OCHOBAHHBbIMW Ha [OCKO-
HafibHOM 0630pe Ony6/MKOBAHHbIX [OKa3aTenbCTB C
ncnonb3osaHnem GRADE-meTtogonorun. PykosoacTso gaet

*Ony6nukosaHo: Am. J. Respir. Crit. Care Med. - 2011. - Vol. 183. - P. 788-
824.

**B YKpaviHe ngmonatuyeckumin 1erouHbint pnbpos nmeHyeTcsa nanonaTm-
Yyecknm GrbPO3NpPYIOLUM aNTbBEOIUTOM.

BO3MO>KHOCTb KIMHULMCTaM NHTEPNPETUPOBATb 3TU PEKO-
MEHAAUUN B KOHTEKCTE WMHAUBMAOYANIbHbIX OCOHEeHHOCTel
nauMeHToOB M MNPUHMMaTb COOTBETCTBYKOLME pelleHUA
OTHOCUTENbHO BCEX ACMEKTOB BefeHUs 6ONbHOro ¢ TUNnY-
Hbim UNO.

KauectBO foKa3aTenbCTB onpenenann B COOTBETCTBUN
¢ ATO GRADE-kpuTtepusamu (Tabn. 1). GRADE-nogxoa no3eo-
nAeT naeHTMGUUNPOBaTL BCE 3HAuMMble ANA MalMeHTa
pe3ynbTaThl, AudpdepeHunpys KpUTUUeCKre pesynbtaTbl OT
3HAUYMMbIX, HO HE KPUTUYECKMX. PeKoMmeHaaummn 3aBnCAT oT
[OKa3aTeNnbCTB U MX KayecTBa A1 KaXkgoro 3HauymMmoro

Ta6bnuua 1
OnpepeneHune KauecTBa foKa3aTeNbCTB
(ypoBeHb foKa3aTeNnbHOCTI)
CreneHb .
[nsaiH nccne- Hwuxe, Bbiwe,
foKasaTesb-
[0BaHuA ecnu ecnu
HOCTU
Bbicokas Panpomusunpo- -Hepoctatkn «CunbHas
BaHHOE KOHT-  KauyecTBa CBfA3b, OTCYTC-
pONUpPOBaHHOE WCCNefoBaHUA  TBUME 3HauW-
nuccnefoBaHue  <Henpsmble MbIX HTEpbe-
YMmepeHHasa YnpolleHHoe ~ AOKasaTenbCtBa peHuui
paHAOMU3MpPO- -HenocnepoBa- +[lokasa-
BaHHOE KOHT- TeJIbHOCTb TeNbCTBO
ponupoBaHHoe sHenonHas unn po3o3aBucu-
nccnegoBaHne  HETOYHas MOro 3¢¢eKTa
VA ycosep- NHpopmauua (rpapguneHTa)
leHcTBOBaH-  *BblcoKas Bepo-
Hoe Habniopa-  ATHOCTb CBA-
TenbHOe Uccre- 3aHHOM ¢ nyo6-
foBaHue nnKaunen
Hu3kas Xopotwo opra- He0ObeKTIB-
HusoBaHHoe ~ HOCTY (Mpepy-
HabniopaTenn-  OSXACHNA,
Hoe nccnepo-  VICKAKEHUA
BaHMe C KoHT-  Pe3y/bTaTos)
pONbHOW rpyn-
nomn
OueHb HM3- [pyrue (onuca-
Kas Hue cnyyasa unm

cepuu cnyyaes)
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pe3ynbTaTa. Mo KaxkaoMy BOMpPOCY BCe AOCTYMHble JoKa3a-
TeNbCTBA ObINV rpaAynpPOBaHbl MO CTEMNEeHN KauecTsa (BblCo-
KOe, YyMEPEHHOE, HI3KOe 1 OUEHb HU3KOE), a peKoMeHAa-
LUK onpegeneHbl Kak «3a» WK «nNpoTuB». PekomeHpauumn
ObIN NPUHATBLI 38 OCHOBY GOMNBLUNHCTBOM FOJIOCOB YJIEHOB
KOMMWTETa MPU FOfI0COBaHMM MO KaXgoMmy MeTofy fleYeHus.
OHW 6bINy onpeaeneHbl Kak «CuibHble» (strong) 1 «cnabblex»
(weak). Cuna pekoMeHZauMn OTpaXkaeT KOMMYeCTBO 6OJIb-
HbIX, AN1A KOTOPbIX »efaTesbHble 3G deKTbl yBEPEHHO Nepe-
BELUNBAIOT HEXenaTesibHble.

3HAYEHUE JOKA3ATEJ/IbHO-OCHOBAHHbIX PEKO-
MEHJAALNIA ANA BEAEHNA UNO

B TeueHme nocnegHero pecATuUneTMA YBENNYUNOCH
YMCO AOKa3aTeNbCTB, UMEIOLLMX OTHOLLEHNE K KIIMHUYECKO-
my BefeHuio AJ1O. PekomeHaaumm, OCHOBaHHble Ha Hafex-
HOW 1 Npo3payHo MeTogonoruy, 6o obecneyeHbl 0630-
POM MHOTFOUMCSIEHHbIX My6nMKaumin. PekomeHaaumm obecne-
UMBaIOT KNMHULMCTA NOMHOMOUYMAMM MPUHMMaTb Havnbonee
noaxoAaALLme peLleHns, OCHOBbIBAACb Ha LIEHHOCTAX 1 Npea-
NoYTEHUAX NaureHTa C TUNMYHbIM TeyeHrem UJTO.

MpuHUMAbl MHTepnpeTaunn Aoka3aTenbHO-OCHOBAH-
HbIX peKoOMeHAaunI npefCcTaBneHbl BTabn. 2. PekomeHgaumm
NpoTMB MeAMKaMEHTO3HbIX BMeLWaTeNbCTB OCOOEHHO
BaHbl, €ClIN, MO MHEHMNIO SKCMEePTHOro KOMUTETa, TeKylLlan
NPaKTUKa HY>KAaeTcA B M3MEHEHUAX W, el AoKasaTesb-
CTBa CBUAETENbCTBYIOT, UTO YaCcTO MCMOJSib3yeMble BMeLla-
TenbCTBa NPUHOCAT Gonblle BpeAa, Yem nosb3bl. Heobxo-
OVIMO MOAYEPKHYTb, YTO JOKa3aTeNbHO-OCHOBaHHble peKo-
MeHZaumy npegHasHayveHbl AnA TUNWYHBIX NaumMeHTos. [ina
yacTy GONbHbIX Jlyyllee pelleHne NHorga MoXKeT ObiTb He
peKkoOMeHAOBaHHbIM [OKa3aTeNbHO-OCHOBAaHHbIM PYKO-
BoacTBom. QaKTopbl, onpepensaliMe Takoe pelleHve, B
OCHOBHOM CBA3aHbl C LEHHOCTAMU W NpeAnovYTeHnAMU
60onbHbIX. OfHN MayMeHTbl MOTYT AOMYyCKaTb BO3MOXHble
He)enaTtenbHble NOCNEACTBUA, AaXe eCn OXmaaembln
nonesHbln 3GPeKT HeBeNuK, Apyrne — HeT.

Cvna pekomeHpauun (strong unn weak) onpegensaerca
KauyeCcTBOM [0Ka3aTeNbCTB U roI0OCOBaHNEM UYIEHOB KOMM-
TeTa. PekomeHpauna, npegycmatpurBaiowaa MCNosib3oBa-
Hue cneymdunyeckrx TeKapcTBEHHbIX CpeacTs, 0603HaueHa
Kak «YES», pekomeHAaLma NpOTUB UCMONb30BaHNA — Kak
«NO». Takum 0b6pa3om, peKoMeHAaunn onpenenaTca Kak
STRONG-YES, STRONG-NO, WEAK-YES, WEAK-NO.

CunbHasa pekomeHIauuA nNpegycMmaTpuBaet, uyTo abco-
NOTHOe GONbLUMHCTBO NaLMEHTOB HYX[aeTca B npoBeje-

HUM Kypca neveHunsa. Cnabaa pekomeHaaumua npeanonaraer,
YTO GOMBLUMHCTBO MALMEHTOB HY»KAaeTcA BO BMellaTenbC-
TBax, OHAKO 3HauuTenbHasA yacTb — HeT. Credyem noo-
YepKHymb, Ymo cnabaa HezamusHas pekomeHoayua (WEAK-
NO) npedycmampusaem, 4mo 60/16LIUHCMB0 NAUUEHMO8 He
Hyx0aemcs 80 eMewamesibcmae, 0OHAKO MHozue 60JibHble
HyxOaromca. B cnyuae cnabow pekomeHpaLMn KIAMHULNC-
Tam crieflyeT YAenuTb 4OCTaTOYHOE BpeMaA AnA obcyKaeHns
C NauMeHTOM €ero LeHHOCTeln 1 npeanouteHnii. Takue ry-
60KMe [UCKyccrMm CnocobCTBYOT MPUHATUIO Hanbonee npa-
BUJIbHOTO peLLeHKA.

KomuteT nprvHMMaeT BO BHUMaHWe, YTO UCMONb30Ba-
HUe cneymdunyecknx leKapCcTBEHHbIX CPeACTB B NleYeHUn
NN® TpebyeT ofobpeHnsa perynaTopHbiX OpraHoB B COOT-
BETCTBMM C MPUHATBIMW B 3TUX OpraHax npasunamu n npo-
Luenypamu.

ONMPEAENEHUE U SNAEMUONOINA

OnpepeneHne

MN® — cneundmryeckas Popma XpOHUYECKOW MNpo-
rpeccupyrollen unHTepcTuymansHon ¢ubposnpyroLlen
NMHEBMOHWW HEW3BECTHOW 3Tuonormu, Habnopgaemasa B
OCHOBHOM Y B3pOC/IbIX CTapLUero Bo3pacTa, orpaHuyeHHas
nopakeHnem JIerknx 1 acCouMmpoBaHHas C rmcTonornyec-
KUM W/ PEeHTreHONOrMYeckUm naTTepHOM OObIYHOM
MHTepCTUUManbHOM nHeBMoHUN (OUT).

KnnHnueckoe onncaHune

OwnarHo3 WO gonxeH npepgnonaratbCa y BCeX B3pOC-
NbIX 60NbHBIX C HEOODBACHMMOM XPOHUYECKOW OfbILIKOW
npu ¢msmyeckon Harpyske. OfblKka 0OblYHO CONPOBOXKAa-
eTca Kawnem, 6mMbasnnapHbIMA TPECKYYMMX XPpUMaMy Ha
BLOXeMHannunem“6apabaHHbixnanoyek”.3abonesaemocTtb
yBenuumBaetca ¢ Bospactom, IO TunnuHo BO3HMKaeT B
LWeCTOM NN CcebMOM AECATUNETUM XWU3HW. [MauneHTbl B
BO3pacTe MeHee 50 fieT BCTpeYatoTca pefKo, y Takux 60sb-
HbIX BMOCNEACTBAN MOTYT MNPOABUTLCA CUMNTOMbI CUCTEM-
HOro 3abofeBaHNA COeANHUTENIbHOWN TKaHW, OTCYTCTBOBAB-
LIMe Ha MOMEHT ycTaHoBeHuA anarHo3a NIT®. CoobuyaeTcs,
UYTO MYXUMHbI GonetT uvale, OGONbLIMHCTBO NaLMeHTOB
ABNAOTCA KYPUSbLLMKaMU.

3a6oneBaemMocCTb 1 PacnpoOCTPAHEHHOCTb

HeT 06WMpHbIX NCCNefoBaHWi, HA OCHOBAHUM KOTOPbIX
MOXHO [JOCTOBEPHO CyAWUTb O 3ab60NIeBaeMoCT 1 Pacnpo-
cTpaHeHHocT WII®. Mo pesynbTaTtam MONynsiLMOHHOTO

Ta6nuua 2

3HaueHVe peKoOMeHAALNIA AN NALVEHTOB, KNVMHULUCTOB U Pa3paboTumnKoB IMHAN MPUHATUA peLueHni

Strong
«Strong Yes»

«Strong No»

Weak
«Weak Yes»
bonblunHcTBO Noaen B

«Weak No»
bonblwKnHCTBO Ntofen B 3Ton
STOW CUTyaummn HyXaa- CUTYauUnn He HY>[aeTcs BO

€TCsl BO BMeLLATeNbC- BMELLATENbCTBE, HO MHOTUE —
TBE, HO MHOTVE — HET na

MauneHTbl AbcontoTHoe 605b- Ab6conoTHoe 60s1b-
LUMHCTBO NOJIEN B 3TOW  LUMHCTBO JIIOAEN B 3TON
CUTYaLUN HYXKIAETCA  CUTYyaLUu He Hy»XKOaeT-
BO BMELLATENbCTBE, 1 CA BO BMELUATENbCTBE,
TOJIbKO Masasi YaCTb — 1 TOJIbKO Manasi yacTb —
HeT na
KnuHnyuctbl A6contoTHOMY 6OMNbLUMHCTBY NaLeHTOB HEObOXO-

AVIM peKOMeHAO0BaHHbIN KypcC AeNCcTBUI

PekomeHnpgaumm MoryTt 6bITb NMPWHATDbI KaK nosin-
TMKa B aBCONOTHOM HONbLUMHCTBE CVITyaLl,I/IVI

Pa3paboTunkm IMHUM
NPUHATUA peLeHni

YKpaiHCbKUIA NyNbMOHONOriYHNIA XKypHan. 2011, N2 2

ByabTe rotoBbl MOMOYb MaLMEHTaM NPUHATL PeLLeHE B
COOTBETCTBUW C UX COBCTBEHHBIMM LIEHHOCTAMM
Heobxoavmo aeTtanbHoe obcyKaeHne
C NpuiBieYeHeEM NOCPEAHNKOB



CTAHAAPTU OIATHOCTUKU TA JIIKYBAHHA

67

nccnepoBaHua, npoefeHHoro B rpadctee bepHanunno B
Hblo-Mekcuko, 3aboneBaemoctb WD coctasuna 10,7 Ha
100000 B rog y my>kuuH 1 7,4 Ha 100000 B rof y »KeHLUH.
O6wwan 3abonesaemoctb 1O B BennkobputaHum coctasu-
na TonbKko 4,6 Ha 100000 B rofi, HO HapacTasna exerogHo Ha
11 % mexpy 1991 n 2003 rogamu. MNogobHoe yBenuueHue,
BEPOATHO, He CBA3aHO CO CTapeHMeM HacesnieHna Um ynyu-
WeHneM [MarHocTukn B bonee nerkux cnydvasx. TpeTbe
nccnefoBaHue, nposeaeHHoe B CLUA Ha ocHoBe 06WNPHON
6a3bl AaHHbIX NpoOrpaMmm MeAULMHCKOro CTPaxoBaHUA ©
onnaTtbl MefULUUHCKMX YCIyr, nokasano 3aboneBaeMocTb
WI® Ha yposHe mexay 6,8 n 16,3 Ha 100000.
PacnpoctpaHeHHocTb VIOA B 0bLein nonynaumm Bapb-
npyet oT 2 go 29 Ha 100000. Takasa pa3HuUa, BEPOATHO,
06bACHAETCA ObIBLIMMY Pa3NnunAaMU B onpegeneHun 3abo-
neBaHuA, a TakXKe B OTANYUM An3aiiHa 1 NOoNynALMnY NPOBO-
OVIBLUMXCA MUCCnefoBaHWA. HepaBHUIA aHanm3 oOWMpPHbIX
6a3 [aHHbIX NPOrpamMM MeAMLMHCKOrO CTPaxoBaHMA W
onnatbl MeauumnHckmx ycnyr CLUA nokasan, uto 3aboneBae-
mocTb V1O BapbupyeT B npegenax mexay 14,0 n 42,7 Ha
100000 B 3aBUCMMOCTM OT MCMNOMNb30BaHMA onpefeneHna
cnyyas WIO. Hen3BecTHO, HAaCKONbKO OTnMYatoTca 3abone-
BaemocCTb 1 6onesHeHHOCTb V1D B 3aBUCMOCTM OT reorpa-
bunyecknx, STHNUECKNX, KyNbTYPHbIX 1 PacoBbiX GpaKTOpOB.

MoTeHunanbHble PpaKkTOpbl pUCKa

Xota WO, no onpepenexunto, — 3aboneBaHne Heus-
BECTHOW 3TUONOrUK, OMMCaHbl MOTeHUManbHble GakTopbl
pucka.

KypeHue cueapem. KypeHne cTporo accoummpyertca c
pa3sutrem WD, ocobeHHO y nul CO CTakeM KypeHus
6onee 20 nayek-neT. 5T0 OTHOCUTCA KaK K CEMENHOMN, TaK n
K cnopagnueckon ¢opme UNO.

BnusHue hakmopos okpyxatoujeli cpedbl. [NoBbILLEHHDbI
puck Bo3HUKHoBeHuA WO accouumpyeTca ¢ BRvAHMEM
pAga GakTopoB OKpyXatoLeln cpefbl. 3HauNTeNbHO MOBbI-
WEHHbI PUCK CBA3aH C 3KCMO3MLUMEen Mbin MeTannos
(naTyHb, CBUHeL, CTasb) 1 APEBECHON NblN (COCHa). 3aHATNE
CenbCKNUM X03ANCTBOM, pa3BefieHrie NTULbl, CTPUXKKa BOJOC,
OpobneHne/nonnpoBKa KamHsA, KOHTaKT C MOronoBbem
CKOTa, MbINbI0 PACTEHUN/XKNBOTHbBIX TaKXe accoLMupoBa-
nucb ¢ WO, MopteepkaaeT 3TMONOrMYecKoe BAUAHME
baKTOpOB OKpyXatoLen cpefbl onpeaeneHve B TMMpoys-
nax 6onbHbIx 1O noBbllLeHHOrO KoMYecTBa HeopraHu-
YeCKMX YacTumL, Ha ayToncun. 3T HabntogeHna HeobXxoaNMOo
OLeHUBaTb KpalriHe OCTOPOXKHO, MOCKOJbKY 3N1AEMUONOr -
yeckme wnccnepnoBaHMA GaKTOPOB pUCKa OKpy»KatoLler
cpepbl CBA3aHbl C NPEAB3ATOCTbIO U OrPaHNYEHNAMN.

MukpobHsle azeHmeol. Heckonbko nccnefoBaHuii Obinm
NOCBALLEHbI N3YYEHUI0 BO3MOXKHOW PON BUPYCHOWN MHPEK-
unn B atnonorun NNO. bonbluMHCTBO 13 HUX CPOKYCUPOBa-
Hbl Ha BUpYyce dnwrTeliH-bappa (B3b) n renatuta C. B nerou-
HOWM TKaHu naumeHToB ¢ W@ 6binnv naeHTUGULMPOBaHDI
6enok 1 [1HK B3b, 06bI4HO B 3nuTeNManbHbIX allbBEOSIAPHbIX
Knetkax. PekoHcTpyKkuma reHoma B3b, koTopas accounnpy-
eTcA C NPOAYKTMBHON pennukaumen BIb, obHapyxeHa y 11
13 18 B3b [IHK-nonoxutenbHbix 1O 6roncuin. Tang Y. W. n
coaBT. (2003) onpepenanu HanMume BOCbMW reprecBrpy-
CoB, BKNoyaa BOb, B npenapaTax nerkux 33 nayueHToB C
WIN® n obHapyxunu, 4to oauH unm bonee repnecsrnpycos

6b1IM MOYTH Y BCex 6OMNbHBbIX, TOrAa Kak B Npenapartax KoHT-
POSIbHBIX NIerknx — y ogHon TpeTtn. Cpean onpenensaBLIMX-
ca BupycoB — B3b, uuTomeranoBupyc, BUpYCbl repreca
yenoeka 7 1 8 Bugos. Ho 6binm ony6nvkoBaHbl NCCnefoBa-
HUA, He NoATBepXKAatoLLMe Takyto accouymauuio. PasnnyHble
pe3ynbTaTbl 6bUIM NOSTyYeHbl 1 B OTHOLLEHUN BUPYCa rena-
Tuta C. Coo6L1anoch 0 NOBbILWEHHbIX aHTUTENAX CbIBOPOTKM
K LMTOMEranoBupycy, TOraa kak He HaxoAnnmn accoumaLmm ¢
ApyrMmun Bupycamu, Bkntodas supycbl BK n JC nonnomasu-
pycbl. OLeHKa npeanosiaraemMon accoumaLmm Mexay BUpyc-
HbIMW Y MUKPOOHbIMY areHTamu 1 W10 3aTpyaHeHa Tem, uTo
naumeHTbl 0ObIYHO MOMYYaloT UMMYHOCYNPECCUBHYIO Tepa-
nuto, NOTeHLManbHO fenasa MHOEKLMI0 OCIIOKHEHMEM MPO-
BOAMMON Tepanuu. PacnpocTpaHeHHocTb B3b B obuien
nonynAunm, Kak NokKasblBaeT O4HO UCCieloBaHe, BbICOKas,
B2b OHK onpepenanacb B 96 % nauneHtos ¢ 1D, Ho Takxke
y 100 % BTOPUYHO PNOPO3HbLIX IEFKUX NPU CUCTEMHOM CKIle-
po3e ny 71 % KOHTPOJbHbIX Nerkux. HecmoTps Ha 6osbLioe
KONMMYecTBO NPOBEAEHHbIX Ha CEroAHALWHWN fieHb nccnemo-
BaHWUN, HENb3A cAenaTb OAHO3HAYHOEe 3aKJlloyeHre o ponu
nHdekumm npu UNO.

Facmpos3zogazaneHeili pegntokc. PeaynbTaTbl HECKONb-
KUX McCnefoBaHWiA MOKasanu, YTo ractpoa3odaranbHbii
pedniokc (MP), B cBA3M C MMKpoacnmpaumei, apnaetca gpak-
Topom pucka U®. Matonornyeckmn MNP obblueH ana naum-
eHToB ¢ WIO. B KoHTponMpyemMom ucCiefoBaHUN
AOMUHMCTPaLMK BETEPaHOB 3PO3MBHbIN 330darnT, accouu-
MPOBaHHbIN ¢ P, 6bI1 CBA3AH C HEKOTOPbIMY pecnmpaTop-
HbIMK 3a6oneBaHMAMK, B TOM YnCiie U C NeroyHbim ¢pnbpo-
30M. 9P npoTtekaeT 6eCccMMNTOMHO Yy 60MbLUMHCTBA 60sb-
HbIX ¢ 1O, 1 TUNNYHbIE CUMMNTOMBI U3XOTW 1 pPeryprutaumm
He oTnnyatoTca y nuu ¢ NP n 6e3 MNP. IIP yacTo BcTpeyvaeT-
CA'Y 300POBbIX TaK Xe, KaKk 1 y 1L, C APYTMMU NEroYHbIMU
3aboneBaHUAMMN, TAKMU KaK, Harnpumep, neroyHoin ¢pnbépos
npu cknepogepmun. Mockonbky MOP MoXKeT MMeTb HeKuc-
NOTHbIE KOMMOHEHTbI, LWenoyHow P MoxeT ObiTb BaXKHbIM
y 60onbHbIX ¢ WI®. HenssecTHO, NpMBOAUT NN N3MEHEHMe
BHYTPUIPYAHOro AaBfieHVA BCIIeACTBME NOXON KOMIMIaeHT-
HOCTW nerkux K NP. Tem He meHee, BO3MOXHaA ponb DP B
pa3sutun WD asnaetcA ocHoBaHvWeM ANA NpoBefeHusA
JanbHenwunx nccnepoBaHnii. HegasHo 6biin onmcaHbl Apy-
rne GpakTopbl PUCKa, TaK1e Kak caxapHbIi AnabeT.

lenemuueckue pakmopel. CemeliHbil VJ1®. Cooblyanoch
o cemeitHon dopme WD (Hannume GonesHn y 2 n 6onee
6MONOrMYECKNX YNIEHOB CeMbM), XOTA KOMUYECTBO TaKmX
cnyyaeB MeHee 5 %. Kputepumn onpepenenna NNO Te xe
INA ceMelHbIX 1 crnopagnyecknx Gopm, KNMMHUYECKN U T1c-
TONIOTMYECKN OHU He OTIINYAIOTCA, XOTA cemeiHble GopMbl
MOTyT pa3BUTbCA B Gonee MONofoOM Bo3pacTe U, BUAUMO,
VIMEIOT UHYI0 FeHeTUYeCKyto TpaHcKpunumto. OueBngHoCTb
«3¢pdeKTa 0CHOBOMOJIOKHMKA» (TO eCTb 3HaUNTeSIbHas reo-
rpadmyeckans KOHLEHTpaLMA Cly4vaeB) CEMeNHOro fierou-
Horo ¢unbposa B GMHCKON NonynAuMn noaTBephaeT 3Ha-
UMMOCTb reHeTuyecknx ¢axkTopos B passutun WIO.
Pe3ynbTaTbl HefjlaBHeEro LWMPOKOMACILTabHOro reHeTnyec-
KOro uccnefoBaHua caugeTtenbcTByioT, uto ELMOD?2, reH ¢
Hen3BecTHOM Ouonornyeckon ¢yHKUMENR B XPOMOCOMe
4931, moxeT ObITb OTBETCTBEH 3a pa3BUTME CeMEeNHOro
WN®. MHorve uccneaoBaHUA OYEBUAHOINO «CEMENHOro
NN®O» aBnAlTCS Ha CamMoM fiefnie UCCefoBaHNAMN CeMeN-
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Horo neroyHoro ¢prnbpo3a, NOCKONbKY MO KpanHen mepe
NMoNoBMHa POAOCIOBHOW AEMOHCTPUpPYeT Hanuuve Gonee
yeM OJHOro TWMa WAMOMATUYECKOW MHTEePCTMLMANbHON
nHeBmoHun (MNN) (to ectb IO, Hecneundrueckom nHTep-
cTuymanbHon nHesmoHuun (HCUIM), KpunToreHHon opraHm-
3yowern nHeBmoHumn (KOIM), HeknaccudmumpoBaHHOM
WHTepCTULUManbHOM 6onesHn nerkmx). Hanbonee BeposT-
HbIA TMN FeHeTMYeCKol nepenauyn neroyHoro ¢mbposa B
CeMEeNHbIX CNyYasax — ayTOCOMHO-AOMUHAHTHbIN C Bapua-
6enbHON NeHeTPAHHOCTbIO.

Mpennonaranacb ¢BA3b € 14 xpomocomol. BbisBneHa
6onee cunbHasa cBA3b mexay cemeriHon AWM n mytauuamm
reHa cypdaktaHTHoro npotenHa C, HO 3Ta accoumaumsa He
6blna obHapyxeHa B cinydyasax cnopaguyeckux dopm UNO.
Penkve mytauum reHa, koampytouero apyro cypdakraHT-
HbIn NpoTeuH, A2 (SFTPA2), accoummpoBancs ¢ GaMubHbIM
neroyHbiM $G1M6PO30M 1 pPakoMm Nerkux; NoKyc Obin o6Hapy-
KEeH NpW reHeTUYeCKon CBA3WN B LUMPOKOW reHeanorunm, m
[Be bonee peakue MyTaumm 6o 06HapY»KeHbl B Npeaenax
cBA3yioLlero MHTepBana. HepaBHme cooOLEHNA HeCKoNb-
KMX UCCnegoBaTtesiel MoKasblBaloT, UTO reHeTuYecKre Bapu-
aHTbl B KOMMOHEHTAxX reHa Te/loMepasbl 06paTHON TpaHC-
Kpuntasbl (hTERT) unu yenoseueckon Tenomepasbl PHK
(hTR) accouumpytotca c cemenHbim WO 1 npucyTcTBytoT y
HEKOTOPbIX MaUMeHTOB CO crnopaguyeckon dopmon IO.
3Tn pefikre MyTaumm MOryT 6bITb HaliaeHbl B 15 % cemeiiHo-
ro $rnbpo3a 1 3 % cnopagumyecknx ciyyaes VM, uto npuso-
OUT K YKOPOYEHMIO TefloMep U HenzbekHoOMy amnonTo3y
KNeTOK, BKITIOYaA anbBeONAPHbIE SnMTeNnanbHble KNeTKU.

leHemuyeckue hakmopel 8 cnopadudeckux ciyqasax MOA.
Coo6Lanocb o NoBbILWEHHON YacToTe nonMmopdrama reHe-
TMYECKOro KoaupoBaHWA A LUTOKUHOB (UHTepPRenKknH
(IL)-1a, bakTOpa Hekpo3a onyxonu-a, NMMboToKCUHa a, IL-4,
IL-6, IL-8, IL-10, IL-12), 3H31MOB (01-aHTI/ITpI/IﬂCI/IH, aHTMOTEH-
3UH-KOHBepTUpYyolWwero depmeHTa), NpodrbpoTnYecKmx
monekyn (TpaHchopmupytowmin daktop pocta-f1), reHos
nyTen Koarynaumm (MHrMGUTOPOB nnasmuHoreHa-1 u -2),
reHoB cypdaKkTaHTHbIX MPOTENHOB-A 1 -B, ummyHomopynu-
pytowmnx reHos (peuentop komnnemeHTta 1, NOD2/CARD15),
MaTpurKCcHol npoTterHasbl (MMP)-1 y 6onbHbIX CO cnopaau-
yeckon popmon NNO. MHorme M3 HUX TakKe CBA3aHbl C
nporpeccupoBaHnem 6onesHn. Tem He MeHee, HU ofiHa 1”3
3TUX HaxXxo[OK He Obina noAaTBepXfeHa B MnociefyoLmnx
nccnefoBaHnaX. YenoBeyecknin NeMKOUUTAPHbIA aHTUIeH

(HLA) annenbHbIx rannotunos | n | Knaccos nmenn accumeT-
pWyHoe pacnpegeneHve y nauyneHtos ¢ WI®; sTHNYecCKas
XapaKTepPUCTMKA MOXKET UrpaTb POSb B ONpeaeseHnn Knu-
HMYecKoro ncxopa. HepaBHMe OaHHble B MEKCUKAHCKOWN
nonynAuUmM NOATBEPAMNIN HanMuMe B3aMMOCBA3N Mexay
MHC uenu | knacca reHa A (MICA) n U®. DT cBA3W JOMXKHbI
6bITb NOATBEPKAEHDI B 6H0Nee MaclUTabHbIX MCCIeOBaHUAX;
cenyac HeT reHeTuYecknx GpakTtopoB, KOTopble Obl PaBHbIM
obpasom accouumpoBanucb co cnopagunyeckum UNO.
BriounnoBble aHanNM3bl 3KCNPEeCcCcUn reHoB ByayT cnocobc-
TBOBaTb HalleMy MOHUMaHWIO MaToreHesa, fleyeHus, yco-
BEPLUEHCTBOBaHMNIO Knaccudukaumm, oTdbopy KaHAMOATOB
[NA NeYeHuns, Ho OHM HaxoZATCA cevac B pase pa3paboTKu.
Ecnn reHeTnyeckne nccnepgoarus cemenHoro 1O BHecnn
BKNag B u3yyeHue natoreHesa WI®, Heobxogmmo Gonblue
bYHKLMOHaNbHbIX UCCNefoBaHniA, KoTopble Obl MOATBEPAU-
NN WX 3HAUMMOCTb, U3yuyeHue APYrux MyTauuii, CBA3eNn,
3aBUCMMOCTY FeHOB 1 GaKTOPOB OKpY»Katowwen cpeabl. Ha
CerofHAWHNN AeHb KOMUTET He peKkoMeHZyeT NMpoBOAUTb
reHeTuyeckoe TeCcTUpPOBaHUE Y MaLMUEHTOB C CEMEMHBbIM U
cnopaguyeckum IO ona KNMHUYeCKMX Lenem.

ONMPEAENEHUE NATTEPHA oun

MaTrepH OUN: KTBP-npusHakn

KTBP-npu3Hakm — BaKHENLWNN KOMAOHEHT ANarHOCTU-
kn WNO (tabn. 3, puc. 1). OUNM xapaktepmsyetca Ha KTBP
PETUKYNAPHBIMA TEHAMW, YacTO COMPOBOXAAKLMMUNCA
TpaKLMOHHbIMK 6poHx03KTazamum. OBbIYHO MMeeTca “coTo-
BOe flerkoe”, Yto ABNAETCA KPUTUYHbBIM ANA YCTaHOBNEHMWA
AnarHo3sa. “CotoBocTb» Ha KTBP nmeet Bua rpynnosbIxX Kuc-
TO3HbIX BO3AYLUHbIX MPOCTPAHCTB Yalle Anametpom 3-10
MM, HO MHOTAa A0 2,5 cM. OHKM 06bIUHO pacnonaratTca cyob-
nneBpasibHO 1 XapaKTepm3yoTCa XOPOLLO onpeaesiaemMbIiMiy
cTeHKamu. OObIYHO MMEETCA «MaToBOE CTeK/o», HO He
CTONb BbIPaXXeHOo, KaK PeTUKYNAPHOCTb. XapaKTepHO
6a3anbHoe 1 nepudepunyeckoe pacnpegeneHne OUIM Ha
KTBP, XoTA BO3MOXHO U NATHMUCTOE. Hannume conyTcTByto-
wer nnespanbHoOi natonornu (Hanpumep, nneBpasnbHble
6nAWKN, 06bI3BECTBNEHNA, 3HAUUTENbHBIA MNNEBPaNbHbI
BbIMOT) npepAnonaraeT anbTepHaTUBHblE 3TUONOTMW ANA
OWUMN. Mwukpoysenku, BO3AyLIHble JIOBYLIKW, HECOTOBble
KUCTbI, pacnpocTpaHeHHOe MaToBOe CTeKS0, KOHCONMAa-
LUuUn unv NnepubpoHXMoBacKynApHOe PacnosioXKeHne AOMK-
Hbl YKa3blBaTb Ha Apyrue amarHo3bl. MoxeT 6biTb Hebob-

Tabnuya 3

KpuTtepun o6bI14HO MHTEpPCTULManbHOW NHeBMOHUK (OUIM) no AaHHbIM KOMNbloTepHOI TOMorpadun
BbicOKoro paspeweHus (KTBP)

MaTtTepH MaTTepH
oun BO3MO>KHOW OUI

(Bce yeTblpe npur3HaKa) (BCce Tpu Nnpu3HakKa)
« Mpeobnapaet cybnnes- - Mpeobnapaet cybnnes-
panbHasA 1 6asanbHas loka-  pasibHas U 6a3asnbHas
nusauus noKanmsaums
 PeTukynapHble n3meHeHusa - PeTukynapHble n3meHe-
« COTOBOCTb C UK 6€3 Tpak- HuA
LIMOHHbIX GPOHX03KTa30B + OTCyTCTBME NPY3HAKOB
» OTCyTCTBME NPM3HAKOB HecooTBeTcTBUA OUM-
HecooTBeTcTBUA OUI- naTTepHy (cm. TpeTui
naTTepHy (cM. TpeTuii cton-  ctonbed)

HecootBeTcTBME
OWM-natTepHy
(kakon-NM6O N3 CeMM MPU3HAKOB)

- Mpeobnapaet nokanusaums B BEPXHUX WY CPeAHUX OTAeNnax fnerkux
[lpeobnafaet nepnbpoHXOBaCKyNsApHasn foKanmM3auus

+O6LWNpPHbIE U3MEHEHUA MO TUMY «MATOBOrO CTeksa» ( Mo nioLaan npeBoc-
XOOAT PETUKYNAPHbIE N3MEeHeHNS)

«O6LWMpPHbIE MUKPOY3enKoBble 06pa3oBaHUsA (bunaTepanbHO, NPenmyLLecT-
BEHHO B BEPXHUX AONAX)

-PaccesHHble K1CTbl (MHOXKECTBEeHHbIe, brnaTepasnbHble, yAaeHHble OT 30H
COTOBOCTN)

-AnddysHoe Mo3anyHoe obefHeHNE pUCYHKa/BO3AYLLHbIE TOBYLWIKM (6rna-

6eLy) TepanbHo, B TPEX 1 bosnee fonAX)
*YNnoTHeHve B 6POHXOMNYNIbMOHANIbHOM CErMeHTe (cermeHTax)/pone (gonsx)

YKpaiHCbKUIA NyNbMOHONOriYHNIA XKypHan. 2011, N2 2



CTAHAAPTU OIATHOCTUKU TA JIIKYBAHHA

69

Puc. 1. KomnelomepHbie mMoMoz2pammbl 8bICOKO20 pa3pelueHus, 0emoHcmpupyilouwjue OUM-nammepH u nammepH 8o3moxx<Hoti OUI.
A u B — OUIM-nammepH c o6wupHoli comosocmelo: usobpaxeHua demoHcmpupylom npeobnadaHue 6asanbHoli u nepugepusec-
Koli JoKanu3ayuu pemuKynsapHeIX UsMeHeHUl ¢ MHO)XecmeeHHbIMU cnoamu comosocmu; C u D — OUIM-nammepH ¢ meHee 8bipa-
JKeHHOU comoeocmbio: uso6paxeHus 0eMoHcmpupyiom npeo6iadaHue 6a3anbHol u nepugepuyeckoli 1oKanusayuu pemuKynsap-
HbIX U3MeHeHuli ¢ cy6nnespanbHoli comosocmeio; E u F— nammepH eo3moxHoli OUI: usob6paxenus demoHcmpupyiom npeo6na-
O0aHue 6asanbHol U nepugepuyeckoli I0KanU3ayuu pemuKynApHbIX U3MeHeHUli C yMepeHHO 8bIpaXKeHHbIMU U3MeHeHUAMU Nno
muny mamoeozo cmekna, Ho 6es comosocmu.

LIOe yBeNnYeHvie MeMacTHaNbHbIX TMMQATUUECKKX Y3/10B
(o6blyHO #O 1,5 cM Mo KopoTKow ocwu). PeHTreHorpadusn
MeHee ueHHa 4yem KTBP npu nopo3speHun Ha WIO.
HekoTopble nccnefoBaHna nokasbiBaloT LeHHOCTb KTBP B
anarHoctmke OUM Ha ypoBHe 90-100 %. Ha 31 nccnegoBa-
HUA BNUAN OTOOP NaLUMEHTOB, MOCKONbKY O60JSIbHbIX BK/OUa-
NN C TUCTONIOTNYECKN NMOATBEPXKAEHHbIM AMarHo30oM. Tem
He MeHee, nattepH OUIM Ha KTBP ¢ Hanbonblien BeposiT-
HocTbto cooTBeTcTBYeT OUI Ha XMPYPrnyeckom neroyHom
6uoncun. Ecnn cotoBOCTb OTCYTCTBYET, HO €CTb Hanuuume
Kputepues OWI, roBopAT o Bo3moxkHou OWII, n Torpa
Heobxoauma xMpypruyeckas neroyHas buioncua ans ytou-
HeHuA gmnarHosa. B cnyyasx, korga KTBP He no3BonseT gua-

rHoctnpoBatb OWUM, xupypruyeckas 6uoncua nerkmx
MOXeT MoKasaTb rmcronatonornyeckmi natrepH OUIT.

MaTtTepH OUMM: rucronaTtonornyecKkas

XapakKTepucrumka

OTnMuNTENbHBIM MMCTOMATONIONMYECKUM MPU3HAKOM 1
rMaBHbIM JMArHOCTMYECKUM KpUTepueM sIBNSETCA retepo-
reHHoe yepefoBaHWe MpWY MasioM yBenuueHur obnactei
¢dunbpo3a ¢ pybLamu 1 COTOBLIMU M3MEHEHMAMM C YUYaCTKa-
MW MeHee MOpPaXkKeHHOW WM HOPMASIbHOW MapeHXUMbI
(Tabn. 4, puc 2). OTM rucTonaTonornyeckne NU3MeHeHus
YyacTo nopakalT cybnneBpasibHble U MapacenTasibHble
yuyacTku. BocnaneHne o6bluHO cnaboe n umeeTca B BuAe

OUIM-natTepH
(BCe ueTblpe KpuTepus)

« [loka3aTenbcTBO ABHOIO $16-
po3a/HapyLieHNA apXUTEKTOHN-
KW  COTOBOCTb, pacnpocTpa-
HeHHaA NpeyMyLLeCTBEHHO
cybnnespanbHo/
napacenTanbHO

» Hannune HeogHopopHOrO
BOBJIeUEHUs B npotiecc ¢pubpo-
3a NapeHXUMbl NIErKMX

- MpucytcTBue prnbpobnacTy-
yecknx Gokycos

+ OTCyTCTBME NPU3HAKOB, NPO-
TMBOpeYaLmx gnarHosy OUIl;
npepnosaraeTca anbTepHaTnB-
HbI fnarHo3 (CM. YeTBepTbIn
cron6ew)

MucronaTonornyeckne Kputepum OUM-naTTepHa

BepoaTHbINn
OUnM-natTepH

« [loka3aTenbcTBO ABHOrO GUbpPoO-
3a/HapyLLEHUA APXUTEKTOHMKM +
COTOBOCTb

» OTCyTCTBYE MY HEOJHOPOLHOC-
T BOBReYeHus, unu ¢ubpobnac-
THbIX POKYCOB, HO HE 060UX KPU-
TepueB BMeCTe

» OTCyTCTBYE NPU3HAKOB, NPOTU-
BOopeyawumx gnarHosy OUM; npen-
nonaraeTca ajibTePHaTUBHbIN
ZnarHo3s (cm. YeTBepTbIn cTonbeL)
- TonbKo coTOBble N3MeHeHUs"

Bo3MOoXHbiIl
OWUMM-natTepH

» HeopHopopHoe nnun guddys-
HOe BOB/eYEHMe NapeHXMMbI
nerkux B npotecc ¢pubposa c
1nu 6e3 MHTepCTULMaNbHOTO
BOCManeHna

+ OTCyTCTBME APYIrMX KPUTEPUEB
OMWI (cm. ctonbew, «OUNM-
naTTepH»)

+ OTCyTCTBME NPU3HAKOB, NPOTU-
BOpevalux guarHosy OUIT;
npegnonaraeTca anbTepHaTyB-
HbI AMarHo3 (CM. YeTBepTbIn
cTonbewu)

Tabnuya 4

OrtcytctBme OUM-natTepHa
(kaKoW-nn6o 13 WwecTn npu-
3HaKoB)
« lmanuHoBble MemMbpaHbI*
» OpraHusytoLasa NHeBMO-
HUAa**
- [paHynemato3*
« ABHbIV MHTePCTULMANbHbBIN
BOCMANMNTENbHO-KIIETOUHbIN
NHOWUNBTPAT, YAaNeHHbIN OT
30Hbl COTOBOCTU
« VI3meHeHuVA npenmyLecTt-
BEHHO B LIEHTPaJIbHbIX BO3AY-
XOMPOBOAALLMX MYTAX
« [Ipyrvie Npu3Haky B Nonb3y
anbTepHaTVBHOrO AMarHosa

MpumeyaHme: * — moryT 6bITb CBA3aHbI € 06ocTpeHnem UIO; * — eguHMYHaA unu cyyaiiHaa rpaHynema W/vnm KOMMOHEHT naTTepHa opraHusyoLen
MHEBMOHMM MOTYT m3pefKa conytcTsoBate OUM-nattepHy; ¥ — 3TOT cueHapuin 06bIYHO HabNAAeTC B KOHEUHON ctagun ¢unbposmpytoleit 60nesHm
Nerkux, Korga CoToBoCTb NpuobpeTaeT WabnoHHbIN XxapakTep, ogHako OUMM-naTTepH MOXeT NPUCYTCTBOBATb B APYrUX yyYacTKax.
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Puc. 2. O6pasey xupypau4eckoli Guoncuu siezko2o, 0eMoHCMpu-
pyrowjuti OUM-nammepH; A — HeoOHOPOOHbIL npoyecc ¢ y4acm-
Kamu comoeocmu (mosicmas cmpenkKa), 4acme COXpaHeHHOU
Jle2o04HOl MKaHu (MoHKas cmpesnka), pu6posHeie 06pazosaHus,
pacnpocmpausioujuecs 8 siezkue u3 cyénnespanvHoli ob6nacmu;
B — npumvbikarowuli K o6nacmu 6osee 8bipa>KeHHO20 XpOHUYeC-
Ko2o ¢ubpoza (moncmasa cmpenka) pubpo6nacmuoiii hokyc
(38e3004Ka) ¢ 8bINYKNbIMU OYepMAHUAMU U 06pazosaHuem us
30emamo3sHoli hubpobaacmuyeckoli mKaHu, caudemenscmeay-
foujue o HedasHem nNospex0eHuU J1ezKux.

NATHUCTON UHTEPCTULMANbHON UHOUABTPaLMU IuMdoLn-
TaMu 1 NAa3mMaTyecKUMm KNeTKamu C runepriasmnein nHes-
MOLMTOB 2 TUMa 1 BPOHXUONSPHOTO 3NUTENNs. 30Hbl Grb-
po3a COCTOAT MPENMYLLECTBEHHO 13 MIIOTHOTO KOJareHa,
XOTSl TaKKe MOCTOSIHHO HAxXOAAT paccesiHHble BbIMYKIIble
cybanuTenvanbHble ouarv nponudepupyowmx Gubpo-
6rnactoB 1 MnodpubpobnactoB (Tak HasblBaeMble ouaru
¢unbpobnactos). O6naCTN COTOBbIX U3MEHEHMWI COCTOST U3
KUCTO3HbIX BO3AYLWHbIX MPOCTPAHCTB, KOTOPblE 4acTo
BbICT/IaHbl OPOHXUONAPHBIM 3MUTENVIEM U 3aMOSIHEHbI ClN-
3UCTbIMM 1 BOCMANUTENbHbIMK KneTkamu. B obnactax ¢uob-
poO3a 1 COTOBbIX U3MEHEHUI OObIYHO BUIHA MMaAKOMbILLEY-
HasA MeTannasys B UHTEPCTULNN.

OnddepeHumanbHaa puarHoctuka natrepHa OWUN
OTHOCWTENbHO NPOCTa, 0COBEHHO KOrfa MMelTCa CTporue
kputepun. MNMpexae Bcero, OUM Heobxoanmo audepeHLm-
poBaTb C 3a60neBaHUAMN COENHUTENBHOW TKaHU, XPOHN-
UECKUM TUMNEepPYYBCTBUTENbHBIM MHEBMOHUTOM (3K30reH-
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Ta6nuua 5
CouyeTaHne KOMNblOTepHOI TOMOorpadun BbiICOKOro
paspeLueHns n Xupypruyeckoin 6moncum ierkoro B
AunarHoctuke UNO

mcTtonatonornyeckmmn MarHo3
KTBP-natTepH naTTepH 'qI/U'IG)?
oun oun Ja
BeposTtHasa OUI
Bo3morkHaa OUI
Heknaccuduumnpyembiii
$nbpos
He OUM Het
Bo3morkHaa OWUI oun Ha
BepoatHasa OUIN
Bo3moxxHasa OUI BepoaTHbii
Heknaccuduumpyembii
$unbpo3
He OUI Het
HecooTtBeTcTBME ourn BepoaTHbin
OUr-natTepHy BepoartHasa OUIN Het

Bo3moxHasa OUI
Heknaccuduumpyembin
®ubpos
He OWIM

HbIM annepruyeckum anbBeoNTOM) Y MHEBMOKOHMO3aMu
(ocobeHHO, acbecTozom). B HekoTOpbIX cryyasax npu 6uo-
ncMm Haxopat ¢Gubpo3 6e3 BbIWEONNCAHHbIX KpuTepues
OWIM. Takne 6ronTaTbl 0603HaYaOTCA Kak «HeKlaccupuum-
poBaHHbIN GrbPOo3». MpK OTCYTCTBUM TUCTONOTMYECKMX

‘ Ioao3penne na NP ‘

! "

‘ Hnentundununpyemsie npuannsl U3J1

Her

‘ KTBP ‘

OUII Bosmoxnas OUIT
Hecootsercreue OUII

He OUIIT

Xupyprudeckasi 6Moncust
JIETKOro

OulIl
Bepositaas OUIT/Bo3moxmas OUIT
Hexnaccnduunpyemsrit puopos

MIa

|

NJId/ne NID

o ne WD

Puc. 3. Anzopumm duazHoCMuKu uduonNamu4ecKo20 J1ie204H020
¢u6bpoza (U1®). NMayuenmeoi ¢ nodospenuem Ha UJI® (Hanpu-
mep, 60/1bHbIE C 00bIWKOU HeACHO20 2eHe3a u/unu Kawsiem ¢
dokazamenbcmeamu UHMepPCMUYUAIbHO20 3a6osesanus nea-
Kux — U3JT) 0onxHel 66imb mujamenbHo 06cnedo08dHbl ONA
udeHmudgpukayuu npuyuH U3J1. Ecnu npuduHel He ycmaHoese-
Hel, OUM-nammepH, no daHHbim KTBP, Aensaemca ocHoeaHuem
0na ouazHosza WI®. lMpu omcymcmeuu KTBP-npusxnakoe OUI
oduazHo3 UJI® moxem 6bimb ycmaHoese Ha OCHOBAHUU coYe-
maHuAa cneyuguyeckux KTBP- u 2ucmonamonoauyeckux npu-
3Hakoe. ToyHocmb duazHocmukulJ1® nosviwiaemca 8 pesyno-
mame mynesmuoucyunauHapHoli ouckyccuu (MA/[) cpedu skc-
nepmoe e o6nacmu U3J1.
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uepT anbTepHaTMBHbIX 3abonieBaHuin (Hanpumep, runep-
UyBCTBUTENIbHOTO MHEBMOHWTA, CAapKOMA03a 1 T. 4.) Takue
6vioncun ciepayeT oTHOCUTb K grarHo3y IO npu Hagnexa-
LLeN KNVHNYECKOW 1 PEHTIeHOMOrMUYeCcKon oLieHKe 1 nocre
TWATEeNbHON MYNbTUANCUUMINHAPHON ANCKYCCUN.

AWATHO3

[rarHocTuyeckne Kputepum M cxema Afia B3POC/biX
nauneHToB ¢ M3J1 n nopo3peHnem Ha WO npeacTaBeHbl Ha
pucyHke 3 1 B Tabnuue 5. Heobxoaumo TwjaTenbHoe UCKIo-
yeHVe anbTepHaTMBHbIX 3aboneBaHUA NyTeM MynbTUAWC-
LMNAVHaPHOW AUCKYCCUM MEXAY NMyNbMOHOJNIOramu, paamo-
noramu u natonoramu. B cutyaumax, Korga Takas guckyccun
HeBO3MO»KHa, O0SIbHOTO crieflyeT HanpaBUTb B KIMHUKY, e
MMEIOTCA OMbITHbIE CNeLuanucTbl. uarHoctnyeckme Kpute-
pUK B HAaCTOSALLEM PYKOBOLCTBE 3HAUMTENBbHO OTINYAKOTCA OT
cofepalymxca B npexHem KoHceHcyce ATS/ERS. C yuetom
BbICOKOIO KauecTBa [,OKa3aTeNbCTB B OTHOLLEHWM cneunduny-
HocTn KTBP gna npusHaHWA rmctonaTtonornyeckon KapTuHbl
OWN, xupypruyeckas 6r1oncKaA Nerkoro He ABNAETCA CyLLeCT-
BEHHOW. B COOTBETBCTBYIOLMNX KIIMHUYECKUX YCIOBUAX (KaK
OMUCAHO B KIIMHNYECKOW Npe3eHTaumm B NpegbliayLwemM pas-
[ene, YTo BKIOYaET TLaTebHbIi MEAVLUHCKIN, Npodeccn-
OHaJIbHbI aHAMHE3, KOHTAKT C pakTopamu BHELLUHEN Cpefpbl,
ceMeliHbIi aHaMHe3, KNMH1Yeckoe 06cnenoBaHue, Gr3nono-
rmyeckoe TeCcTMpPOBaHME, OLEeHKa NabopaTOPHbIX AaHHbIX),
Hannune natrepHa OUI Ha KTBP goctatouHo gnA ycrtaHOB-
nexHva auarHoza WI®. Takum obpa3om, Obinn UCKOUEHbI
6onbLUVe 1 Masible KPUTEPUU KIIMHUYECKOTO (TO eCTb Hermc-
Tonorunyeckoro) gnarHosa Uo.

[AunarHocTnyeckne Kputepun

Ina gpnarHoctukn WO Heobxoaumo cnepytoLlee.

1. WicknioueHne gpyrux m3BecTHbIX npuunH WU3J1 (Bo3-
nencTBMe ObITOBbIX M NpodeccroHanbHbiX ¢$aKTOpPOB,
coenHNTeNbHOTKaHHble 3aboneBaHUA, TOKCUUYHOCTb
nekapcTs).

2. Hannune natrepHa OUIM Ha KTBP y naymeHToB, KOTO-
pblM HET HeO6XOAMMOCTU BbIMONHATL XUPYPruyeckyto 6mo-
ncuio nerkux (taén. 3).

3. Cneuundunueckoe coyetaHune natrepHoB KTBP un
Xpypruyeckorm Orvoncum y nauueHToB, KOTOPbIM Takas
obuoncua nokasaHa (tabn. 4 n 5).

Taknm o6pa3om, ToUHOCTb AnarHocTuky 1O nosbiwa-
eTCA NPU KNNHUYECKOW, PEHTIEHONOTMYECKON Y TUCTONOMU-
yeckol Koppenaumm, a Takxe B pe3ysbTate MynbTUANCLMN-
JIMHAPHOW ANCKYCCUM cpeaun onbiTHbIX B cdepe N3J1 cneun-
anUCTOB. TO 0COBEHHO BaXKHO B Cllyyasx, Koraa paguosno-
rmyeckme u rucTonatonornyeckne obpasubl NpoTMBOpeUn-
Bbl (Hanpumep, ecnu KTBP-npusHakos OUI HeT, a ructono-
rma ykasbiBaeT Ha OU).

KTBP- nnu rucronatonormnyeckuin natrepHbl OUI cne-
undunyHbl gna WO He Ha 100 %. OnvcaHbl AUCKOPAAHTHbIE
rmcTonaToniornyeckne naTrTepHbl, B3ATble Npu Guoncun ¢
pa3Hbix cermeHToB. MoryT 6bITb C/lyyan, Korga opgHoBpe-
MeHHO ecTb nattepH OUI 1 naTTepH $pMbpPO3HOI Hecneuu-
bryeckon UHTePCTULMANbHOM MHEBMOHUN (OUCKOPAAHT-
HaAa OWIM) nogo6Ho Hannunio OUI Bo BCex AonAx (KOHKop-
naHTHaa OUM). 3To noaTBep)KAaeT HEOOXOANUMOCTb B3ATUA
06pa3L 0B 13 HECKONbKUX AONeN Npy NpoBegeHnn brnoncmum

y 60onbHbIX ¢ nogo3speHuem Ha UJ1Q. HekoTopble nccnepo-
BaTeNu CpaBHMBaNM BuaeoTopakockonuo (BTC) ¢ oTKpbl-
TOW TOpakoTOMUEN. VX AnarHocTnyeckas LeHHOCTb OfUHa-
KoBa. XoTa nposefeHne BTC MoXeT 6bITb CBA3aHO C MeHb-
Wen NPOAOKUTENbHOCTbIO FOCNUTaNM3aunn, Yem OTKpbI-
TasA TOPaKOTOMUA, PeLleHne, No KaKol npoLeaype Bbinos-
HATb GUOMCUIO, AOMKHO ObITb OCHOBAHO Ha UHAMBUAYaNb-
HbIX OCOBEHHOCTAX Ka)KAOro MauueHTa U XUpyprmyeckom
onbiTe. Y MNaUMEHTOB C TAXeNnbiMU GU3MONOrNYeCcKMN
HapyLLUEeHUAMU NI Cepbe3HbIMK CONYTCTBYIOLW MMM 3abone-
BaHUAMUN PUCK XUPYPrUYECKON OMONCUM MOXKET MpPeBbl-
WaTb Monb3y OT ycTaHoBfneHua AnarHosa WI®. OkoHua-
TENbHOE pelleHne OTHOCUTENIbHO MpoBefdeHus Guoncum
LOMKHO MPUHUMATBCA C YYETOM KIUHUYECKON CUTyauun
Kaaoro nauuveHTa.

UcknioueHne gpyrux saboneBaHuii

NcknioueHmne apyrux nssectHoix npuunH U3J1 apnaertca
LUMPOKMM U, B U3BECTHOWN CTENEHU, CYObEKTVBHbBIM KpUTe-
priem, HO HEKOTOpPble KOHKPETHbIe BOMPOCHI JOMKHbI ObITb
OTMeyeHbl. BakHoe 3HaueHuMe KMeeT TLWATeNbHbIA cOop
aHamHe3a 1 dusnyeckoe ob6CNefOBaHME C YMNOPOM Ha
conyTcTBylowmne 3aboneBaHns, NekapCTBeHHble npenapa-
Tbl, BO3AENCTBMNE OKPY»KatoLLen Cpefibl, CEMeNHbI aHaMHe3,
M Bpauu OOSIKHbI MCNOMb30BaTb CTAHAAPTHbLIA MOAXOA.
XoTA pna 3TOro HeT yTBepPKAEHHbIX WabIoHOB, Hanpumep,
OfAMVH 13 HUX, AOCTYMHbIN B AMEpUKAHCKOM Konneake Topa-
KanbHbix Bpauven(http: //www.chestnet.org/member-
Resources/downloads/networks/IDLDquestionnaire.pdf),
MOXeT ObITb MCMNofib3oBaH. OCO6EHHO BaXKHO OLIEHMBaTb
NauneHTOB B OTHOLUEHUU XPOHWUYECKOro FMnepyyBCTBU-
TENbHOrO MHEBMOHMTA, KOTOPbLIN MOXET CUMYNMPOBAaTb
NN®. AHTUreH Kak MpUUYMHHDBIN GaKTop MOXeT 6bITb He pac-
NMo3HaH Yy HeKOTOpbIX MaLMeHTOB, HECMOTPA Ha TwaTesb-
HbIN NOWCK. B 3ToM criyyae mokeT moMoub 6pOHX0asbBeO-
nApHbIn nasax (bAJ1) — numdoumTos 40 n 6onee npoueH-
TOB MOXET YKa3blBaTb Ha CKPbITbINA FNepUYyBCTBUTENbHbIN
NMHEBMOHWT, yKa3blBasA Ha HeOOXOAUMMOCTb NpoBefeHUsA
JanbHeNnLWnx nonckoB BO3AeNCTBYoLWIMX GakTOpoB cpefbl,
a BO3MOXHO, U Ha HeOOXOAMMOCTb MPOBeAEeHUA Broncuu.
MayuneHTbl, UMetoLe KpUTePUN CUCTEMHOTO 3abonieBaHuA
coefVHUTENbHON TKaHW, He moryT umeTtb WID. Y 6onee
MOJTOAbIX MALUEHTOB, OCOOEHHO KEHLMH, 6e3 KnnHun4yec-
KUX 1 CEPOSIOrMYECKNX CMMNTOMOB 3aboNieBaHNA coenHU-
TENbHOW TKaHU Ha MOMEHT OCMOTPa 3TV CUMMTOMbI MOTYT
NpPoABUTbCA No3Xe. TakuM 06pa3om, y nuu monoxe 50 net
[JOMKHa ObiTb 60JbllaA HAaCTOPOXKEHHOCTb B OTHOLLIEHUN
CUCTEMHbIX 6oN1e3HeN coeqUHUTENbHOW TKaHW.

Bonpocbl 1 oTBETbI

Bonpoc. [JonxxeH U 8b6INOIHAMbCA AHAIU3 K/TEMOYHO20
cocmasa bAJ1 npu nodosperuu Ha WJTD?

KnetouHbilh aHanu3 BAJ1 none3eH B AnarHOCTUKE HEKO-
Topbix popm W3J1. MNpu ycTaHOBNEHWM AnarHo3a y nauueHTa
c nogo3peHuem Ha WO Hanbonbluee 3HaueHne BAJ] cocTo-
UT B WCKIIOYEHUN XPOHUYECKOFO TUMNEPCEHCUTUBHOIO
NMHEBMOHWTA — 3HaUYNUTENbHbIN NMMboLnTO3 (40 1 6onee %)
NnoATBEPXAAeT TakoW AuarHo3. HepaBHWe mccnepnoBaHmA
nokasanu, 4to 8 % nauymeHToB c natrepHom OWUI Ha KTBP
MOryT UMeTb Haxogkn B bAJl, nogTBepxgatoLwme nHom gua-
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rHo3. HeacHo, no6asnaet nu bAJ1 cyliecTBeHHYyI0 AnMarHoc-
TUYECKyIo CneundUUHOCTD K TLaTeslbHO COOpaHHOMY aHaM-
He3y 1 KNUHNYeCKOMYy 06CnefoBaHmIo.

PekomeHpauua. KnetouHbin aHanu3 BAJ1 B guarHoctmke
WI® He pomkeH MpoBOAUTLCA Y OOMbLUMHCTBA U MOXET
ObITb MOAXOAALUMM Y MeHbLUEN YacTh naumeHToB (cnabas
peKkoMeHAaLuma, H3Koe KauyecTBa JoKa3aTeNlbCTaa).

3HaueHuve (oueHKa). OTa peKoMeHAaumnAa MMeeT BblCo-
Kyl0 BENIMUYNHY JOMOJIHUTENBHOIO pucka u ctoumocTt BAJT
y nauneHToB ¢ UJ1O n manyio BeIMUYMHY BO3SMOXHOTO ynyy-
WweHua cneynduYHOCT MarHOCTUKN.

3ameuaHue. JTa peKoMeHZaLmA KacaeTca TONbKo And-
depeHumpoBaHHOro nofcyeta Knetok BAJ1 («kneToyHoro
aHanmsa»). OTo He KacaeTcs nposeaeHus bAJ1 gna yctaHoB-
neHna nHdekumu, onyxonu u 1. 4. B HacToAwee Bpema BAJ
B AmnarHocTnke NOA mMoxeT HasHauyaTbCA MO YCMOTPEHUIO
nevaliero Bpava, NPUHMMas BO BH/MaHMEe BO3MOXHOCTY 1
onbIT yupexzaeHusa/nabopatopuu.

(FTonocosaHue: 4 — 3a ncnonb3sosaHue bAJl, 18 — npo-
B, 1 BO3Aep»Kanca, 8 OTCyTCTBOBanM).

Bonpoc. [JonmxHa nu ucnosie308ameca 0718 ymMOYHeHUsA
ouaeHo3a npu nodo3peHuu Ha WJI® mpaHcbpoHxuaneHas
nle2oyHas buoncusa?

TpaHcOpoHxmanbHasa 6uoncua nmeeT LEHHOCTb Npu
YTOUHEHUWN pAfa AnarHo3oB (Hanpumep, rpaHysiemMaTo30B,
TaKux Kak capkomnpgos). MatrepH OUIM Ha KTBP genaet Takom
[OVarHo3 manoBepoATHbIM. B cnyuyasx, korga Heobxogmma
rmcronatonorus, cneundryHoOCTb U BOCMPOU3BOAMMOCTb
naTtTepHa OUIM npm nomoLwwm TpaHcOpoHxmanbHoM broncum
CTPOro He UCCNeaoBanncb. XOTA 3TOT METOA U MOXeET MokKa-
3aTb Bce npu3Haku OUI. YyBcTBMTENbHOCTL U cneymduny-
HOCTb ero Hen3BecCTHbl. TakKe HeU3BeCTHO, Kak MHOro 1
OTKyfa broncuii B 3Tom cslyyae HeobXoAaMMO fenaTtb.

PekomeHpauun. TpaHcbpoHxuanbHasa 6uoncua He
[OJKHa NPOBOANTLCA ANA NoATBepKAeHNA anarHosa IO,
XOTA MOXeT ObITb npuemnema y MeHbLIMHCTBA (cnabas
peKkoMeHAaLUMA, H13Koe KauecTBO f0Ka3aTenbCTBa).

OueHKa. DTa pekomeHAauma MMeeT BblICOKMe NnokasaTe-
NN ROMOJSTHUTENBbHON 6one3HeHHOCTH Yy 60mbHbIX ¢ IO 1
HM3KMe MoKa3aTeny BO3MOXHOWN AMarHOCTUYECKON cneuu-
duryHoCTI.

(TonocoBaHue: HX OAHOrO — 3a MpPOBefAeHne TpaHC-
6poHxranbHom 6roncun, 23 — NPOTUB, BO3AEPKaBLUNXCA
HeT, 8 oTCyTCTBOBaNN).

Bonpoc. [JomxHbl U Ucnone308amecs ceposioauyeckue
mecmel 0714 3a601e8aHuUl COeOUHUMENbHOU MKAHU NpU NOO-
maeepx0eHuu ouazHo3a NJ1D?

HeT pocToBepHbIX AaHHbIX, NOATBEPXKAAIOWMX POSb
CKPVHWHIOBOW CEpOosIorMmn y NauMeHToB C MOA03PEHMEM Ha
NN®. CoepnHnTenbHOTKaHHOe 3aboneBaHne MOXeT ObiTb
npyv Hannuin natrepHa OWIM, Takxe onucaHo W3JT Kak
elHCTBeHHaa MaHundecTauma CoefnHUTENbHOTKaHHOrO
3aboneBaHuA, KOTOPasa MOXeT NpeALecTBOBaTb Pa3BepHY-
ToW MaHndecTauum cneundryeckoro coeanHUTENIbHOTKaH-
Horo 3aboneBaHuA.

PekomeHgaummn. Ceponormvyeckue TeCTbl B OTHOLLIEHMWM
CUCTEMHbIX 3aboneBaHWin COeAUHUTENBHOM TKaHWU JOMKHbI
6bITb NpoBefeHbl Y 6ONbLIMHCTBA 6OSIbHbLIX, HO MOTYT 6GbITb
HenoaXoAAMMN AN1A MEeHbLUMHCTBA (cnabas pekomeHAa-
LmA, HN3KOe KauyecTBO [JoKa3aTeNbCTBa).

OueHka. JdTa pekomeHZauuAa UmeeT BbICOKUA BeC AN
anddepeHLManbHOM ANArHOCTUKNA C COeANHUTENIbHOTKaH-
HbIMU 3a60n1eBaHMAMM 1 HU3KWIA BEC MO CTOUMOCTM).

MprmeuaHme. Ceponormyecka [AMarHOCTMKa [OMKHa
6bITb NpoBefeHa, faxe ec/ii HeT CUMMTOMOB COeUHUTENb-
HOTKaHHOro 3aboneBaHVA, 1 JOMKHA BKIOYaTb peBMaToug-
HbI GaKTOP, aHTULMKINYECKNA LUTPYIMHUPOBAHHbIN nen-
TG, aHTUAAEPHble aHTUTena (TuTp u Hanuume). Monb3a ot
PYTMHHOIO NCMOJIb30BaHNA APYTrMX CEPONOrMYeCKNX TeCToB,
TaKUX KaK aHTUCMHTeTasHble aHTuTena (Hanpumep, Jo-1),
KpeaTUHKMHA3a 1 anbfonasa, aHTutena LerpeHa (Sjogren’s)
(SS-A, SS-B), cknepopepmuueckne aHtutena (scl-70, PM-1),
Hen3BeCTHa, HO MOXeT ObITb NONE3HON B HEKOTOPbIX ClyYa-
Ax. MaumeHTbl ¢ WO MoryT umeTb MATKO MONOXKUTENbHbIE
TUTPbI aHTUHYKNEapHbIX aHTUTEN U/ YPOBHU peBMaTOMA-
Horo ¢aktopa 6e3 CMMMNTOMOB COeAUHUTENbHOTKAHHOrO
3aboneBaHVA (Hanpymep, apTPUT, CMHAPOM PeliHo, n3meHe-
HMA KOXMW, MaTosnornyeckasa NnoasuKHOCTb nuiesoga). Mpu
OTCYTCTBMM APYTUX CEPONOrMUYECKNX NN KIIMHUYECKUX CUM-
ntomoB anarHo3 WO npaBomoueH. MNoBTOpHOE ceponoru-
yeckoe U KIMHuYeckoe obcnefoBaHme Ha NPOTAKeHUN ANC-
naHcepHOro HabniofgeHna MoXKeT MOATBEpAWTb pas3BuUTUeE
COoeAMHUTENTbHOTKAHHOTO 3aboneBaHuA, B TakKuX Ciy4vasx
[MnarHo3 fo/mkeH ObITb NepecMoTpeH. (FTonocoBaHure: 23 — 3a
MCMoNb30BaHME CEPOJSIONMYECKNX TeCTOB, NMPOTMB U BO3-
[epaBLUMXCA HeT, 8 OTCYTCTBOBaNN).

(lMpodonxeHue 8 cnedytoweli Homepe)

ModzomossieHO K neyamu Ha pyCccKoM A3biKe
0okmopom meduyuHckux Hayk C. . JlewjeHko
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