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Kagedpa soenno-nonesoi mepanuu BMed®D ¢ YO “BIMY”

noxaszameau (6 uacmuocmu, o6sem Gopcuposanozo evldoxa 3a nepeyio cexyndy)
OnUCaAmv IMY 2eMEPOZEHHOCING, 8 CEA3U C UeM BOZHUKAA HEOOX00UMOCb 66ECTNU NOH
ae3nu. Buidenenue omdenvioix henomunos XOBJI ne moavko no3goasem 06ssc
3a06021€6aHUS, HO U MOKEM NOMOUL 6 6bl00pe HAubo.1ee adeKeamnou 01 Kax00e

evidoxa 3a nepsyio cexyndy (ODB1), genomun Goresnu.
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XOBJ1 — xpoHu4eckas 06CTPYKTMBHAsA 60/1€3Hb IEMKMX
€XXEerogHo NpMBOAMUT K rMbenun n notepu Tpyaocnocoo-
HOCTU MWANMOHBI Ntogen. NoKkasatenb CMEPTHOCTU OT
XOBJ1 3aHuMaeT 1-e mecTto (70%) B CTpyKType o06uWen
CMEPTHOCTM OT 60Ne3HEeN OpraHoB [AbIXaHWS.
JaHHbiM 3kcneptoB BO3, k 2020 rogy XOBJ1 6y
3aHUmaTb 5-e MecTo no 3a60/eBaeMoCTn 1 3-e Me
B CTPYKTYpPe CMEPTHOCTU Cpean BCex 60e3HeN ac-
NPOCTPaHEHHOCTb Y CMEPTHOCTb ByAyT yBe,
[oaToMy 04EeBMAHO, YTO TONbKO Yriny6aeHH
BCEX aCMneKToB 370ro 3abonesBaHns Nom
XOA V3 CNIOXMBLLENCS CUTYaLUM.

3aboneBaHne xapaKTepu1ayeTcs
POCTM BO3AYLIHOIO NOTOKa U B OC
Knaccudurkaumm XOBJ1 (1) nono
anbHOM MPOXOAMMOCTH - 0O bEM
3a 1-t0 ceKyHay nam OPB1.

MHUYECKOW NPaKTUKe — KaK Npu cpefHeTs-
npu KpanHe Tsxxenon XOBJ1 ecTb NaumeHThbI
aJlbHOM 1 O4YeHb BblpaxeHHOW OAbILWKON. TaKnuMm
, HET YETKOM Koppensaunmn Mexay nokasartenem
OCHOBHbIM KpUTEPUEM cTeneHu TaecT XOBJ1) n
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BEJINUVH B COUETAHWN C XPOHMUe-
CKOW [blXaTesIbHOW HeaocTaTou-
HOCTbHO

laAa

Mo aHanoruu ¢ agpyrumun 3abosieBaHUIMU BMOJHE
PE30HHO 0XMAaTb, HYTO MPWU HapaCTaHMKU CTEMNEHU Tsxe-
ct1 XOBJ1 ogblwKa, Kak 04MH U3 OCHOBHbIX CUMMTOMOB,
[I0/KHa 6bITb 60nee BbipaxeHHon. OgHaKo, B uccneao-
BaHuK ECLIPSE (puc. 1) 661710 MOKa3aHOo To, YTO Mbl HacTo

Puc.1. OueHKa BbipaXEHHOCTM OAbIWKW NO WKane
MMRC y 60nbHbix XOBJ1.Monynsauns 6onbHbix XOBJ1 pas-
HOpOAHa B npefenax gaxe OfHOW CTEeMNEeHM TIKECTU Mo
psiay NPU3HAKOB: CKOPOCTU NPOorpeccMpoBaHms 3abone-
BaHWS, YacTOTe U TAXECTU 060CTPEeHUs, OTBETa Ha Tepa-
nuto. CylecTBYET /LU O4eHb ciabast Koppensaumsa Mexay
O®B,, cMMNTOMaMn U Ka4eCTBOM XM3HM NauymeHTa. Mo-
3TOMY HeKoTopble aKkcnepThl (J.Reilly u ap.) npeanaratot
paccmaTtpuBaTb XOBJ1 Kak reteporeHHoe 3aboneBaHue,
BKJ/IlOYalOLLEee PasfiMyHble MOATUMbI, BbI3BaHHbIE OAHUMM
N TeMU e daKTopaMu (Y4alle BCEro KypeHueMm), xapakx-
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TepU3YylLLMECS HaANNYUEM BPOHXMaNbHON OBCTPYKLMH,
HanM4nem 060CTPEHNUI, HO UMEIOLLMMW U OTSIMYUTENbHBIE
YyepTbl. BC€é aTO onpeaensieT COBPEMEHHYIO TEHAEHLUMIO
BblAENEHUSA Pa3IUYHbIX GEHOTUMOB 60SIE3HMU.

TepMuH «beHOTUM» MPOUCXOANUT OT FPEYECKOro cioBa
«phaino» — aBN10 — U NOAPa3yMeBaEeT COBOKYMHOCTb BCEX
NPW3HAKOB M CBOWCTB OpraHn3mMa, ChopMUPOBABLLMXCS B
npouecce ero uHAMBUAYaNbHOro pa3sutua. B meanumnHe
deHoTUN TPaaULMOHHO paccMaTpuBasca Kak pesynbsrart
B3aUMOLENCTBUSA reHoTMNa (HacneACTBEHHbIX MPU3HAKoB
opraHusma) Cc ycnoBusaMU BHeELWHeN cpedbl. [Ang Toro
4yTo6bl MOAYEPKHYTb MHOroo6pa3ne XOBJ1 akcnepTa-
MW GblST NPEANOXKEH TEPMUH «KIIMHUYECKUA GEHOTUM»:
3TO XapaKTepHas YyepTa UM KOMOMHALMA TaKkux 4epT,
KOTOpPbIE OMUCLIBAIOT pPasnyms Mexay naumeHtamu ¢
XOB/J1, cBSi3aHHbI€ C KIIMHUYECKM 3HA4YUMbIMWU UCXO4aMKU
(cumMnTOMBI, 060OCTPEHUSA, OTBET Ha Tepanuio, CKOPOCTb
nporpeccrMpoBaHus 3aboneBaHus unn cmepTsb) (2). Kak
BMAHO U3 onpefeneHuns, B OCHOBY BblAeeHns peHoTuna
npu XOBJ1 Non0oeH NPOrHOCTUYECKUIN daKTop.

MepBble NonbITKM pa3aeneHns 60nabHbIXx XOBJ1 Ha
deHoTunbl NpuHagnexxut A.Dornhorst, KOTOpPbIM OKONO
60 net Ha3ag onucan Ba XopoLWo HaM U3BECTHbIX MNOA-
TUNa: «PO30BbI€ MNbIXTENbLMKW» (60NbHbIE C IMDU3EMON,
OAbILKON, 6€3 LIMaHO3a, CO CHUKEHHOW Maccom Tena) 1
«CUHWE OTEYHUKM» (6OJIbHBIE C XPOHUYECKUM BPOHXUTOM
LLMaHO30M, U MPU3HaKaMK1 NPaBOXKENYA0HKOBOK cepaeH
HOW HEOCTATOYHOCTH).

Ha cerofHAWHNM eHb HaMeYeHbl CneaytoLme (¢
Hble NPUHUMMNbI BblgeneHns geHotnnos XObBJT:

B 10 MOpP}OOrMYEeCcKMM Npu3Hakam (3
OPOHXUT);

B [0 CTaTyCy KypeHus;

W 110 nony;

H 0 BO3pacTy;

B 10 BbIPaKEHHOCTU GPOHXMA ir peakTuB-
HOCTMH;

H 10 OTBETY Ha Tepanuio;

H 10 Ha/MYMIO COMyTCT a60neBaHuit;

W 1o 4actoTe obocTpe
H 0 aKTUBHOCTHU C
B. Burrows c coaB
noarpynmnbl 60bHbIX
COo60M MO KIMHHK

n3emMa

H
M cnaneHus.

1966 rogy onvcanu ase

bl€ OT/IMYaNNCh MEXAY

KUMOHaNIbHOW, PEHTIrEHO-

e/IbHble KIIMHUYECKUE NMPU3HAKKU aMbU-
3emMaTo3HOrombpoHxuTMyeckoro Tunos XOBJ1 no Burgel
(2010 r.) npeacTtaBneHbl B Tabn. 2.

IMbunsemartosHbin TMN XOBJ1 cBA3bIBAIOT NPENMy-
LLEeCTBEHHO C pa3BUTMEM NaHalMHapHOW amdusemsl. B
KIIMHWYECKON KapTMHe NpeobnagaeT OAblLLKa PasinyHon
CTeneHu BblpaXKEHHOCTU U3-3a YMEHbLLEHWS MOBEPXHO-
CTU nerkux ansa andodysnm razos. Takmne 60/1bHble 06bIYHO
XyAble, Kalenb Y HUX 06bI4HO CYyXOM UK ¢ HEGONbLINM KO-

Tabanya 2. AnbanarHoctuka aMpU3emMaTo3HOro u
6poHxuTndyeckoro peHotmnos XOBbJ1

deHoTVIN
Mpwn3Hak ~ "
6poHXMTNIUECKIIA PMN3EMATO3HDIN
Bospact bonee monogblie €e noXxwusble
(cpenHwnii BO3 HWI BO3pacT
58 ner) neT)
O6cTpykums Bonee BbIpa bIpaXeH-
Has - GOLD Il OLD I-lly
85,4 % 60n1bHbIX
Macca Tena MoBbiLeHHas
Ogppiika YmepeHHas
BecriokolicTBO Hesbicokni
n penpeccus
Ob6ocTpeHns Pexe
CHMKeHMe Ka YmepeHHoe
UeCcTBa >XKU3HN
ConyTcTByto- Yawe

HMM MOKOSI, MO3TOMY OHU OYEHb MJ1I0X0 Nepe-
3MYECKyIo HarpysKy. JleroyHas runepteHsns

[OblXxaTenbHas HEAOCTAaTOYHOCTb.

BpPOHXUTUYECKUIA TUM — 3TO KIIMHUYECKUIN BapWaHT,
npy KOTOpoM 60Jiee BbipaxKeH XPOHUYECKUIA BPOHXMT,
NPUBOAALWMM K MOCTOAHHOM TMNEPCEKPELIMMN CIN3U U
CyLEeCTBEHHOMY HapyLIEHWUIO BEHTUNSALMKU. B pe3ynbrate
YMEHbLUAETCH COAEpPKaHWe Kucnopoaa B ajlibBeonax,
HapyllatTcs NnepPy3nOHHO-BEHTUASLIMOHHbIE COOTHO-
LIEeHWS 1M pa3BMBaETCH LWYHTMPOBaHME KPoBW. ITO 06-
ycnaBfMBaAET XapaKTEPHbIN CUHIOLWHbIM OTTEHOK MLa y
3TUX NaLUMEHTOB. Takne 60/1bHbIE Ty4YHbIE, B KITMHUYECKON
KapTuHe npeobnajaeT KaweNb ¢ 06UIbHON MOKPOTOW.
Anddy3HbIM NHEBMOCKIEPO3, 06/InTEpPaLIUA NpocBeTa
KPOBEHOCHbIX COCY[10B, 3Ha4YUTENbHAs TMNOKCEMMUS,
3PUTPOLMNTO3, BblparKeEHHaa fleroyHas runepTeH3uns
ObICTPO NPUBOAAT K PA3BUTUIO IEKOMMNEHCUPOBAHHOIO
JIero4yHoro cepaua. Yem yauwe o60CTpPEHUS BPOHXUTA,
TEeM XyXe MPOrHo3 y nauneHToB.

BbigeneHune atux tunos XOBJT nmeeT nporHoctuye-
CKO€ 3HayeHue, Tak KaK npu amodu3emaTo3HOM Bapu-
aHTe JeKOMMNeHcaLUus XPOHUYECKOr0 IErO4YHOro cepaua
NPOMCXOAWT Ha 6oniee NO34HMX CTaAMsAX NO CPABHEHMIO
C GPOHXUTUYECKUM.

BospacT, cTax KypeHus, Non n aTHU4YecKasa npu-
HaANeXHOCTb MOryT 3HAYUTEIbHO BO3ENCTBOBATb Ha
nporpeccupoBaHme XOBJ1. Hanpumep, 06Wwen3BecTHO,
4TO C yBENMYEHMEM BO3pACTa NPOrpeccmpyoLLe CHUXKa-
eTcsl GYHKUMS NTerkmnx. Bee 6onbliue BHUMaHUS yaensaoT

52 R R R T



M3YYEHUIO TEHAEPHbIX Pa3INiUin B TEHEHUU U NEYEHUN
3a6oneBaHus. onaratoT, YTO KEHLLMHbI MO CPaBHEHWMIO
C My)X4YMHaMu 60nblue noaBepKeHbl pa3suTnio XObJI
BC/ie4CTBME pa3nnyiuni B MeTabonn3ame curapetHoro
IblMa, 60Jiee BbICOKMM YPOBHEM TPEBOTU U AEMPECCUM.
B ocHOBE 3TOro MOTyT ieXKaTb HECKOIbKO MEXaHW3MOB:
yBE/IMYEHNEe OCaXAEHNA TOKCMYECKMX BELLECTB B N1eroy-
HOM TKaHW Y XEHLIMH, YXyALIEeHNEe KIMPEHCa U yCUeHne
OTBETHOW peaKLuKn Ha TOKcnyeckme BeulectBa. Ocobyto
POJib UrPalOT NOSIOBbIE FTOPMOHbI: CTUMYAALIMA 3CTpore-
HOBbIX PELLENTOPOB B JIEFOYHOW TKaHW NPUBOAMUT K YCU-
NleHHOMY MeTabonn3My curapeTHoro apiMa. OTmMeveHo,
YTO OKMCIUTENbHbIA CTPECC, MPUBOASAWMIN K NOBPENK-
[IEHUSIM NNEro4YHOM TKaHM, 6ONblLE BblipaXeH y KypsaLmx
WEHLMH, YEM Y KypsaWMX My*K4uMH (3). Bbl1o NokasaHo
B UCCNefOoBaHUAX, YTO YPOBEHb TPEBOMU U AENpPeccuu
KOPPENUPYIOT C YBEIMYEHUEM YaCTOTbl O60CTPEHUN U
rocnutanusaumm (4).

®denoTmn XOBJ1 ¢ YyacTbiMm 060CTPEHUAMM AUATHOCTH-
pyeTcs y nauMeHToB € ABYMS M 6onee 060CTpeHUAMK B
TeyeHune ogHoro rofa. lMpegnonaraetcs, 4To okono 12%
60nbHbIX XOBJT oTHOCATCS K 3TOMYy PEHOTMMY, KOTOPbIN
TpebyeT ocob6oro noaxona. B nccneposanmmn ECLIPSE
6blna BbigBAEHa cnabasa Koppenauus mexagy OPB, u
4Yncnom 060CTPEHMIM MOKa3aHo, YTO 3Ha4YUTENbHAsA YacTb
60/1bHbIX XOBJ1 Il cTeneHu TsecTn OTHOCKUIach K Katero-
puK NaLUMEHTOB C YacTbiIMW 060CTPEHNAMM, a 6onee Yem
y 1/3 60nbHbIX XOBJ1 IV cTeneHu Ta)Kect 060CTPEHU
NOMIHOCTbIO OTCcyTCcTBOBaM (5). TakkKe 6b110 OTMEYEH

3 et Hanbonee MOLWHbIM MPOrHOCTUYECKUM
onpenensiiowmmMm BepPOATHOCTb 060CTPEHUN
em rogy, okasasncsa He OPB1, a umcno o6

[OBOJ/IbHO YCTOMYNBOW XapaKTEPUCTUKO
060CTPEHMI B NPOLLIOM Hapsay co
XOBJ1 no OPB, B 3HA4YNTENLHON penenset
HUA.

Ha Te4yeHue
3aboneBaHum.

Mannino et al.

BarKHENLNM KOMMOHEHTO
XOBJ1, aBnaetcsa Hanu4me con
B anugemmnonorn4eckom u

XOBJ1 B 3aBMCUMOCTH
3aboneBaHui. bbl
JINYUKN TPEX CONyT
MaKcumanb

nx,3abosieBaHM CMEPTHOCTb

e3 ONbKO NIET HEKOTOPbIE U3 3TUX
HOTMMNOB MCYE3HYT U3 NOBCEAHEBHOM
NPaKTUKK 1 NOFBSATICA HOBble BapuaHTbl. HO yxKe Ha ce-
FOAHSILLHMI feHb B HEKOTOPbIX HALMOHAMbHbIX PYKOBOA-
CTBax npeanaraetcst y4nTblBaTb OCOGEHHOCTU TEYEHUSA
XOBJ1 npu Ha3HavyeHuun Tepanun XOBJ1. Tak, Hanpumep,
B MCNaHCKOM PYKOBOACTBE BbIAENHAIOT cneaylolme
KNMHUYECKME GEHOTUNMbI, CBA3aHHbIE C MPOrHO30M 3a-
6051eBaHMA 1 OTBETOM Ha JieyeHue: GeHOTUN € YaCTbiMK
060CTPEHUAMMU, cMellaHHbIn «XOBJ1 ¢ actmomn», «ambu-

B nomouip BoiickoBoMy Bpauy ¢

3emMa — runepuHONAumnsa». BPOHXMTUYECKUA BapuUaHT B
3TOM BEPCHM PYKOBOACTBA OTAENbHO He Bbigensertcs. OH
MOMET COMPOBOXAaTb KarKabln U3 Tpex GeHOTUMNOB, Npea-
NlaraeTcs ero onucblBaTb Kak MOANOULIMPYIOLLMIK daKTop.

O[MHaKOBO OTBEYAlOT Ha MPOBOAM
Tepanuto (6). Okazanochb, 4To y

Ie 3,-aroHuUCTbI) Gbina
XUTUYECKMM Tunom XOBJ1,

KoBaHHOM B 2011 r. paboTe no oueHKe ahPEKTUBHOCTH
TMOTpONUANPK,pa3HblXx TNax XOBJT (Fujimoto etal., 2011)
6b1710 0, HECMOTPS Ha UMeloLwytocs addeK-
TUBHOCTb Mato3Hom Tune XOBJ1, TnoTponun
ee 3OPEeKTUBEH NPU BPOHXUTUHECKOM
T MHTEPEC PaboThl, AEMOCTPUPYIOLLNE
(GEKTMBHOCTHM NNeveHnst 6onbHbIX XOBJ1 ot
(T.€. TOTOBHOCTM YETKO BbIMNO/IHATb PEKOMEH-

3BO/IFAET OOBACHUTL TEeYEHWE 3ab0NeBaHNS Y OTAENb-
HbIX 60/1bHbIX, HO U MOMOTraeT B BbiIGope Hanbonee ajek-
BaATHOM ANS NaLMEHTOB Tepanuu, YTO B CBOIO o4epenb
NO3BONSAET YNYYLINTb KAYECTBO KMU3HM U MPOrHO3 60/bHbIX
XOBJ1. K coxaneHuto, B CBA3K C TEM, YTO KOHLEenums
deHoTnunmpoBaHmnsa XOBJ1 HaxoauTca B Havyane CBOEro
pa3BuUTUS, UCCNeJOBaHUMN, NOCBALLEHHbIX 3DbEKTUB-
HOCTW COBPEMEHHbIX NpenapaTtoB y 60/bHbIX C Pa3HbIMM
deHoTrnamum XOBJ1 noka ewe HeJOCTaTO4YHO.
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