OpuzunanvHsle uccie008anus
Original research

Bronnemens puzuonozuu u namonozuu
ovixanus, Boinyck 79, 2021

Bulletin Physiology and Pathology of
Respiration, Issue 79, 2021

VK 612.216.1/-2:616.24-006.314/.363]616-073.173
DOI: 10.36604/1998-5029-2021-79-21-31

OYHKIHMA BHEIHTHET'O IBIXAHUA Y BOJIBHBIX
JUM®PAHTUTOJEAOMHUOMATO30M

A.B.Uepunak'?, M.A.Makaposa®*, C.H.AB1eeB'*

I®edepanvroe zocyoapcmeennoe 6r00acemnoe yupesicoenue «Hayuno-ucciedoeamenbCckutl uHCmumym
nynvmononocuuy PedepanbHozo meourko-ouonozuueckozo azenmemea Poccuu,
115682, 2. Mocksa, Opexoswiii Oynvseap, 28
’Tocyoapcmeennoe b100scemoe yupesicoenue 30pasooxpanenus 20poda Mockewvl «I 0podckas Kiunuueckas
oonvruya umenu /[ [l Ilnemnésa /lenapmamenma 30pagooxpanenust 2opooa Mockewoly,
105077, 2. Mockea, ya. 11-a Ilapxosas, 32
SDedepanvhoe 2ocydapcmeentoe agMoHOMHOE 00PA308AMENLHOE YUPEHCOCHUE BbICULE20 0OPA308AHUSL
«Poccutickuii nayuonanvbHolil ucciedosamenvekuil meouyunckull ynusepcumem umenu H .U [Tupoeosay
Munucmepcmea 30pasooxpanenust Poccutickoi @edepayuu, 117997, e. Mocksa, yn. Ocmposumsnosa, 1
‘Dedepanvroe cocyoapcmeentoe agmoHOMHOE 00PA308AMENbHOE YUpecoeHue gbicue2o 0opazosanus Ilepsblil
Mockosckuii Tocyoapecmeennwiti Meouyunckuti Yuueepcumem umenu M.M.Ceuenosa Munucmepcmea 30pagooxpanenus
Poccuiickou @edepayuu (Ceuenoscruii Yuusepcumem), 119991, 2. Mocksa, yn. Tpybeyxas, 8, cmp. 2

PE3IOME. Lennb. O1ieHuTh (hyHKIIMOHATIBHBIC TOKA3aTeII CUCTEMBI JBIXaHHs U UX BIUSHHIE HAa BEDKUBAEMOCTH 00JTb-
HBIX JTUMpaHruoneiiomuomaro3om (JIAM). MaTtepuaibl 1 MeToabl. [IpOBEICHO KOMITICKCHOE MCCie0BaHHe (DYHKIIUU
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nuaruBe EBporeiickoro pecnupaTtopHoro ooIiecTsa B pyKOBOJICTBE 110 JMAarHOCTHKE U JedeHnio JIAM. Pe3yabrarsl.
Cpennee 3nauenue XKEJI B o6meit rpyrme 6onbHbx JIAM cocrasuno 95+25% nomx., ODB,/XKEJI - 56+20%, ODB, —
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SUMMARY. Aim. To assess the functional parameters of the respiratory system and their impact on the survival of
patients with lymphangioleiomyomatosis (LAM). Materials and methods. A study of lung function (spirometry, body-
plethysmography, diffusion test) was carried out in 131 patients with LAM (mean age 41+10 years), who were under ob-
servation and treatment in medical institutions in Moscow (Pulmonology Scientific Research Institute, Sechenov
University, Moscow City Clinical Hospital named after D.D.Pletnev). The diagnosis of the disease was made based on
the diagnostic criteria for LAM, formulated by a group of experts at the initiative of the European Respiratory Society in
the guidelines for the diagnosis and treatment of LAM. Results. The mean VC value was 95+25% pred., FEV /VC —
56+20%, FEV | — 64+31% pred., DL, — 49+24% pred. DL, FEV,/VC, FEV, and VC were reduced in 87, 76, 70 and
27% of patients, respectively. The obstructive ventilatory defect was detected in the overwhelming majority of cases — in
75%, restrictive ventilatory defect — in 4 patients, mixed defect — in 1 patient. In 28 (21%) patients, there were no pul-
monary ventilation disorders. The Cox regression model showed that baseline DL, and FEV | are the main factors deter-
mining the risk of death. Conclusion. In patients with LAM, the obstructive ventilatory defect predominates, the restrictive
ventilatory defect is quite rare. The lung diffusion capacity is reduced in 87% of patients with LAM. Parameters of lung
function are closely related to survival.

Key words: lymphangioleiomyomatosis, obstruction, survival, spirometry, diffusion capacity.

Jlumpanrunoneiiomnomaros (JIAM) — penkoe nectTpyk- BUBATHCS 10 Mepe nporpeccupoBanust oone3nu. K Hum ot-
TUBHOE MeTacTazupyrollee HU3KoauPpPpepeHInpoBaHHOE HOCSITCS KallleNb, KpOBOXapKaHbe, 00JIb B TPY/IHOM KJIETKE,
HOBOOOPAa30BaHKE, COCTOSIIEE M3 HE3PEIbIX IaJKOMBbI- yCTAJIOCTh, BHETOPAKAIBHBIE XUJIE3HBIE TPOSIBICHUS (XH-
IeYHONo00HbIX KieToK (JIAM-kieTok), ¢ mpeumytie- JIE3HBIN aCIUT, XUIONIEPUKAPANT, XUIIOPes, XUy PUs, TUM-
CTBEHHBIM INopaxkeHueM Jjerkux [1]. JJAM BeI3biBaeTcs ¢arnyeckast Mmerpopest). K BHENErOYHBIM TPOSIBICHUSM
MYTalUsIMH B T€HAaX KOMILJIEKCa TyOepO3HOTO CKIIepo3a JIAM Takske OTHOCATCS BHETOpaKaJIbHbIE XUIE3HbIE U3Me-
(TSC): TSC1 (xomupyet ramaptus) u TSC2 (tyoepun). B HEHUSs1, aHTHOMHOJTUIIOMBI TIOYeK, a0IOMUHAIIBHAS TUM (a-
HOpME T'aMapTHH-TYOESpPUHOBBIN KOMILIEKC MOAABISIET H3- JICHOTIaTHs ¥ JTUM(aHTHOJICHOMUOMBI.

OBITOYHBIN POCT KJIETOK Yepe3 MUILIEHB ISl paraMuIiHa VY nanuenTtoB ¢ JIAM npeoOnanaeT nmopaxeHue Jer-
mitekonuraromx — mTOR (mammalian target of rapamy- KHX, YTO JIeJIaeT 0C000 aKTyallbHBIM KOMITIEKCHOE HCClie-
cin) [2, 3]. B pe3ynbrare MyTaiuii B 3THX OCJIKax BO3- noanue OBJI kak mnpu TEPBUYHOM JTUATHOCTHUKE
HuUKaeT  uHAynupoBanHass  mTOR  aHomanbHad 3a00JIeBaHUsI, OTPEICTICHUS TAKTUKH BEJICHUS TIALIMEHTKH,
nponudeparnms JIAM-knerok [3]. TaK ¥ JJIsl OLICHKU CTEIEHH MPOrPeCcCHpOBaHus 3a001eBa-

Pazmmuaror JIAM criopaandeckuii (B pe3yasrare coMa- HUS ¥ 9GPEKTUBHOCTU MTPpOoBOIUMOi Teparnmu [11]. Pexo-
tuueckux MmyTauuii B renax TSC) u JIAM, accormuupoan- MEHyeTCs pyTUHHOE INpoBefeHue uccienopanus OBJI
HBI} c TyOepO3HBIM CKJIEpO30M (TC) - Kaxkple 6-12 mecsiueB [12]. Bpiio mokazaHo 3HaUNTEIBHOE
ayTOCOMHO-JIOMUHAHTHBIM 3a00JI€BaHUEM C HIMPOKUM ©XKerojiHoe TajieHue o0beMa (POpCHPOBAHHOTO BHIIOXA 32
CIIEKTPOM KIMHUYECKUX MPOSIBICHHUH, COMPOBOMKIAIO- 1-1o0 cexynny (O®B,) y nauentos ¢ JIAM 1o cpaBHeHHIO
IIMMCSI PA3BUTHEM MHOXKECTBEHHBIX J00POKaueCTBEHHBIX CO 3/I0pPOBBIMH JIFOABMU: OT 75 mit/ron o 118 mn/rox [13—
orryxoJjieii (raMapToM) B pa3JIMuHbIX OpraHax, BKIo4as ro- 16]. ITpu ODB, 70% 10/K. 1 HUXKE — PENICHUE BONPOCA O
JIOBHOW MO3T, I71a3a, KOy, CepJille, TOYKH, TIEYEHb, JIETKHE, raroreHeTHYeckoi repanuu uHruouropamu mTOR, npu
KEJTYI0YHO-KUIIIEUHBIH TPaKT, YHIOKPUHHYIO U KOCTHYIO nanennn OOB, mwke 30%05K. CIENyET pacCMOTPETh
cucrembl. Criopannueckuii JAM npeobnanaer [4], BcTpe- aJIbTEpHATUBHbBIC BAPUAHTHI BEICHUS TAKUX IAllUCHTOB —
YaeTcsl MOYTH HCKIIOYUTENBHO Y JKEHIIMH MpeuMylle- TpaHCIUIaHTaIMIo Jlerkux. Ho naxe mpu oTCyTCTBUHU BBI-
CTBEHHO ITPEMEHOIAy3albHOTO BO3pacTa, CPeTHHUI BO3PacT paKeHHOU OOCTPYKIMH JbIXaTeNbHBIX MyTeH MaleHTam
Havaa 3a0oseBaHus coctapisier 34 roga. Pactipocrpanen- C BBIPAKEHHOM OMBINIKOM, TMIIOKCEMHUEH U CHIKEHHEM
HOCTb COCTaBJISIET MPHOIU3UTENBHO 1-8 ciydaeB Ha 1 MitH b dysnonnoii ciocobnoctr erkux (DL ) Takke pexo-
skeHmuH [5, 6]. JIAM, accouuupoBannbii ¢ TC MEHYETCsl OLCHUTh HEOOXOMUMOCTh TpPaHCILIAHTAIHH
(JIAM+TC), moxet ObiTh 00Hapyx)eH y 30% >KeHIIMH, [12]. Kpome Toro, uccienoanne ®BJ] monesno mms
crpagaromux TC [7-10]. Bece manuenTts! ¢ TC sxeHCKOro oteHKH 3 deKkTHBHOCTH MTpoBoaAUMOii Teparnuu [17, 18] u
T10J1a JIOJDKHBI TMPOXOAUTH CKpUHUHT Ha JIAM: ¢yHKIus nporHo3a TeueHust 3adonesanus [19-21].

BHemHero Jpixanus (OBJ]), Tect ¢ 6-MUHYTHOM XOMBOOH, Hacrosiias crarbs nmocsieHa oleHke QyHKIHOHAab-
KOMITBIOTEpHAast ToMOTpadusi OpraHoB TPYIHOM KIETKH BbI- HBIX IIOKa3aTeJIe CUCTEMBbI AbIXaHUS U UX BINUSHUS HA BBI-
cokoro pazpemenust (BPKT) [9]. KHBAaeMOCTh 00IbHBIX JIAM.

B xnmHnueckoit kaptuae JIAM npeoOnanaroT pecnu-

MaTepPlaJ’[bI 1 METOAbI UCCJICAOBAHUSA
PaTOpHLIC UBMECHCHMA, HanboJIee YacTo BCTPEUAIOTCA ITPO-

rpeccupyronas OJIBIIIIKA, peuUaUBUPYOIINE )IaHHoe HCCICAOBAHUC ABJIACTCA PETPOCICKTHBHBIM,
MTHEBMOTOPAKChl M XMJIOTOPAKCHl. [Ipyrue Nmpu3HaKu U HCHHTEPBCHIMOHHBIM. BBUTH MPOaHAIN3HUPOBAHEI PE3YTb-
cuMinToMbl JIAM MOTYT MPUCYTCTBOBATH BHAUaAJIE WU pa3- TaThbl O6CJ'ICZ[OBaHI/IH 131 xenmmnsl ¢ JJAM (Cpe]IHI/II/I BO3-
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pact 41410 roj), KOTOpBIe HAOIIONAINCH B PA3INIHBIX Me-
MUIUHCKUX yupexkacHusx . Mockssl (PI'BY «Hayuno-
HCCNE0BaTeNbCKUN HHCTUTYT MylbMoHOnorun» ®MBA
Poccun (HUU nynemononoruun), CeueHOBCKUN YHHBEp-
cutet, [ BY3 «loponckast kImHAYEeCKass OOJbHHUIIA UMCHH
J.J.IInetuéra /13 r. MockBbi») B Teuenue 2011-2020 rr.
Jlnaruo3 3a0os1eBaHs ObLT yCTaHOBJICH HA OCHOBAHUH JIH-
arHoctuyeckux kpurepue JIAM, chopmynupoBaHHBIX
IPYIIION IKCIIEPTOB 110 MHULMATUBE EBporieiickoro pec-
MTUPATOPHOTO OOIECTBA B PYKOBOJICTBE 10 IUArHOCTHKE U
neuernio JIAM. CornacHo IMarHOCTUYECKUM KPUTEPHSIM
JIAM BBIAEASIOT ONpEeNICHHBIN, BEPOSTHBIN WIM BO3-
MoxHbIH JIAM. B Haiem ucciaenoBaHuy 00JIbHBIC OBLITH
pas3zieseHbl Ha TPU TPYMIBLI: OOJIBIIMHCTBO MAIMEHTOK
HMeJH criopaandeckuii onpeneneHuslii JJAM (onpenenen-
Helii JIAM), a UIMEHHO, JMarHo3 ObLT YCTaHOBJICH Ha OC-
HOBE XapaKTepHOU KUCTO3HOW TpaHCc(OopMaIiK JIETKHX 110
nauaeiM BPKT u cBolictBennoi JIAM matosornyeckomn
KapTHHBI B OMOIITAaTe JIETKOTO, MJIH MAlMEeHTKH UMEJH Xa-
pakrepHble u3MeHeHus B ierkux Ha BPKT B coueranuu ¢
QHTUOMHUOJIMIIOMOH B MOYKAX W/HJIM XUIOTOPAKCOM H/WITN
XHJIIE3HBIM aCIIUTOM W/WIIH 3a0pIOIIMHHON JIMM(aHTHO-
neioMUOMO# W/uiu nopakenneM JIAM numdarndeckux
Y3JI0B WJIM YPOBHEM B CHIBOPOTKE SHJIOTEIHAIBHOTO (haK-
Topa cocymoB D (VEGF-D) 6omnee 800 nr/mi. HeGombiiryro
TPYIIY COCTABMIIN JKSHIIIMHBI C BEPOSITHBIM CIIOpainye-
ckuM JIAM (BepositHblit JIAM), a UMEHHO, THaTHOCTUPO-
BaHa XapaKTepHas KapTUHA u3MeHeHui B Jerkux Ha BPKT
Y TUITUYHOE KJIMHUYECKOe TeueHne 3adoneBanus. OTaenb-
Has rpymnna skeHIuH — 310 JIAM, accoruupoBannsliii ¢ TC
(JTAM+TC), y kKoTOpBIX XapakTepHas KHCTO3Hasi TpaHC-
(opmarus JIerkux BhIsIBICHA HA (DOHE ayTOCOMHO-IOMH-
HanrtHoro 3abonesanus, TC.

Bcem nanmeHTKaM MpoBOAMIOCH (YHKITHOHATIBHOE 00-
caenoBanre B HUW mynemononorun. MHOTHEe OONBHBIC
npoxoannu obcnenoBanre B HUM myapmoHonorum He-
OIHOKPATHO, B aHAJIM3 ObLIN BKJIIOYEHBI IAHHBIE (PYHKIINO-
HajgbHOro wuccienosanud PBJ[ npu  mepBUYHOM
oOpamieHny. B HauaJIbHBIM BU3HT 2 MAMCHTKH OBLTH aK-
TUBHBIMHU KypWJIbLIMKaMu, 21 — kypuin panee. [lomHoe
KoMILTEKCHOe nccienoanue OBJ] (cnimpomerputo, Ooaui-
neruzmorpaduro u audPy3UOHHBINA TECT) CMOTIIU BBIOJ-
HUTH 124 narmenTtku (95%), 7 — TOJIBKO CIIMPOMETPHIO.

HUccnenoanne OB/l npoBoauiIN BHE OCTPBIX IPOSIBIIC-
HU#1 3200J1€BaHMs ¢ COOIOICHIEM KPUTEPHUCB KaueCTBa U3~
Mepenwii Poccuiickoro Pecriuparoproro O6mectsa (PPO)
u pexomenanmii Amepukanckoro TopakansHoro OoO1ie-
ctBa u Epomneiickoro Pecrnuparoproro OO6mecTsa
(ATS/ERS) [11-14]. B aHanu3 BKIII0YAIN TOJIBKO JTAaHHBIE
OBJI 10 TpaHcmiaHTanuu Jerkux. OLeHUBald CleTyo-
IMe apameTphl:

* CIIUPOMETPUH: (POPCHPOBAHHYIO YKU3HEHHYIO €M-
kocTh Jerkux (OXKEJI), ODB , cpeanioo 00beMHyI0 CKO-
POCTb Ha y4acTKe KpUBOU MOTOK-00beM (hOPCUPOBAHHOTO
BbIT0Xa Mexky 25 1 75% DIKEJT (COC,; ;) u oTHOIIEHNE
ODB /DXKEJI;

* OomuruieTU3MOrpaguu: OOIIYI0 EMKOCTh JIETKHUX

25-7
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(OEJI), sxusnenHyto eMrocth Jerkux (JKEJI), ocTarounsrii
00bem Jsterkux (OOJI), BHYTpUTPYIHOM 00bEM BO3IyXa B
KOHIIe criokoiHOTO BhZioxa (BI'O) u conporusnenue jbi-
XaTeJbHBIX myTei (Raw);

o muddysronHoro tecra: nudGy3noHHYI CIIOCo0-
HOCTb sierkux 1o CO wunu Tpancdep-Ppaxrop (DL ) 1 oT-
nomenue DL, k anbBeonspaomy oobemy (K,).

[Ipu aHanM3e TaHHBIX CTUPOMETPHUHU U OOTUILIETH3MO-
rpaduu ¢ UCMOJIB30BAaHUEM KJIACCHUECKOTO allTOPUTMA WH-
Teprperaiuu pe3yinsraroB OBJI [15] 00CTpyKTUBHBIN THIT
HapyUICHHS JIETOYHOM BEHTWISALUK ONPEICISUTH KaK CHH-
xenne ODB /KEJI npu coxpannoii OEJ], T.e. He MeHee
HWKHEH TpaHHIbI HOPMBI, KOTOpas C TOMOIIBIO TIPO-
IPaMMHOTO OOECIIeUeHHs PAaCCUMTBHIBACTCS HHIMBHIY-
anbHO 11 Kaxkaoro yenoseka (HI'H), pecTpukTuBHBIN THIT
Hapymenuii — OEJI menee HI'H, otnomenune ODB, /KEJI
He CHUKeHO, cMemanHeli Tun — O®B, /KEJI menee HI'H
u OEJI menee HI'H. Y 00ybHBIX, KOTOpBIC HE CMOIIH Ka-
YECTBEHHO BBIITOJIHUTH OOUIIETH3MOTpAHIO, TUIT HAPY-
mwenuit onpenensau no JKEJI u O®B /KEJI ¢ yuerom
(OpMBI TIETIIN TTOTOK-00BEM.

Craructuueckas 00paboTKa JJaHHBIX MPOBOJUIACH C
ITOMOIIIBIO MTAKeTa MPUKIAIHBIX Tporpamm Statistica 10.0
(StatSoft Inc., CIIIA). /lanHbIe npencTaBlIeHbl KaK CpeHee
3HaueHue (M) + crannapraoe otkionenue (SD) n meauana
(Me) (amwxHui kBapTwiib (25%) — BEepXHUH KBapTHIb
(75%)). CraTucTHYCCKUI aHAIN3 TPOBOIIIICS C TIOMOIIIBIO
U-kpurepus MaHHa- YUTHU JUTS OLEHKH PA3TUUUN MEXKTY
HEe3aBUCHMBIMU BBIOOpKamH. B aHamise BbDKHBaeMOCTH
WCITOJIb30BAJI MOJIENb MPOMOPIMOHAIBHBIX PUCKOB (pe-
rpeccuto Kokca) 1st OlleHKH BIUSHUS ()yHKIIMOHAIBHBIX
napaMeTpoB Ha puck cMeptu. Jlanusie @BJ] nocne TpaHc-
TUIAHTAIUH JIETKUX B aHAJIU3 He BKItoYasu. KU3HEHHBIN
cratyc onenuBanu Ha 30 Hos10pst 2020 roxa. Jlnurensb-
HOCTb HAaOJIFOICHHS PACCYMTHIBAIIM JIJTsl YMEPIIHX Kak JaTa
cMepTH MUHYC Jara neporo uccienosanus ®BJ] (n=17),
JUTSL 1IEH3YPUPOBAHHBIX Cly4yaeB (KU3HEHHBIH CTaryc
«kuB») kak 30.11.2020 MuHyC naTa IepBOro UCCIIEI0BA-
Hust ®BJ] (n=88) mnm mara TpaHCIUTAaHTAIMU JIETKHX
MUHYC J1aTa IIepPBOro UCCIeJ0BaHUs (IS HAllUeHTOB MOCTIe
TPaHCIIAHTAIINY JIETKUX, N=8) WU J1aTa TOCJIEIHETO BH-
3WTa B KIIMHUKY/3BOHOK Bpady MUHYC JlaTa IIepBOTO BU3UTA
(1S TAIEHTOB, C KOTOPBIMHU HE YIaJIOCh CBSA3aThCS HA MO-
MEHT HarucaHus crarbi, n=18). Paznuums cunranmice cra-
TUCTUYECKU 3HaUUMbIMH 1ipu p<0,05.

Pe3yJ'leaTl)I HCCJICA0BAHUA

C 2011 mo Hostops 2020 . B HUM nynbmMoHOIOTHI
noHoe (hyHKIMoHaNBHOE rccnenoanne @BJ] mpoeneHo
131 6ombHO# JIAM. TlaneHTKH OBLTH HaNpaBJIEHBI HA 00-
CIeZIOBAaHHUE U3 Pa3IMYHBIX MEAULMHCKUX YUPEXKACHUH I
MockBbI 1 Apyrux roposioB Poccuiickoit deneparu.

BonbHbIe pa3nuyanuch Mo CTaAuU U JUIUTEIBHOCTH 3a-
OoneBanus. OyHKIMOHATIBHAS XapaKTEPUCTUKA MAIIMEHTOK
¢ JIAM Ha MOMEHT IEPBUYHOTO 00OpAIIICHHS TPECTABICHA
B Tabmuue 1.
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Tabauua 1
DYHKIUOHAJIBHBIC M AHTPONOMeTPHYEeCKHUe MoKa3aTean 00JbHbIX JIAM
[oxaszarenu ?pillj_[lf; Berj_ﬁzﬁbm Onpeﬁ?&HHHH JJAM+TC
n 131 (100%) 14 (11%) 105 (80%) 12 (9%)
Bospact, fier 41,0+9,7 44,7+9,6 40,54+9.8 41,1£89,4
’ 41,0 (34,0-48,0) | 42,0 (36,0-54,0) | 40,0 (33,0-47,0) | 42,5 (34,0-50,0)
JIUTensHOCTh 3a00I€BaHMS, JIET 7,6£6,6 6,4=7,1 6,926,1 14,726,3
’ 6,0 (2,6-10,3) 5,3 (0,8-9,1) 5,2 (2,5-9,0) 14,1 (9,8-18.9)
JUTHTEIIBHOCTS MEAK LY NIEPBHIM 1,642,4 1,342,5 1,742,4 1,442,1
JPI‘Z;’W‘OB"‘H“M PBJLu amarsosom, | ¢30.02:2.41) | 0.05(0,00-133) | 0,75 (0.04-2.51) | 0.68 (0,00-2.52)
Poct. ou 165+6 165+4 1666 162+5
’ 166 (161-169) 167 (164-169) 166 (162-169) 161 (160-167)
. 64.0514.1 68,1132 64.0=13.9 69.1216.1
’ 63,0 (55,0-72,0) | 70,0 (56,0-79,0) | 61,0 (54,0-70,0) | 65,5 (57,5-82,0)
UMT. kr/a? 23,8451 24,9+4,6 23,3449 26,4+6,8
’ 22,8 (20,3-26,1) | 24,5 (21,7-27,7) | 22,5(20,1-25,6) | 23,6(21,7-30,5)
Hanuune HapymeHuit BeHTUIALUT 103/28 10/4 83/22 102
nerkux, Jla/Het
Tun 00CTPYKTHBHBIH 98 10 79 9
BEHTUJBIITUOHHBIX | pECTPUKTUBHBIH 4 0 4 0
HapyIIEHUH, N CMelITaHHbBIH 1 0 0 1
92,5525,0 11455135 90,026, 86.1224.2
PHEL, % pom. 93,4 (78,0-112,9) [116,7 (101,1-126,4)| 92,1 (74,3-109,0) | 87,4 (70,6-95,5)
ODB... % nom 63,7+30,5 90,8+26,4 60,0+29.,4 58,9+31,1
v ) 65,4 (35,4-87,8) | 94,3 (79,5-112,6) | 64,1 (35,0-80,0) | 55,8 (31,9-69,8)
57,8+19,9 66,6+15,9 56,7+20,5 56,9+18,1
ODB,/®HETL, % 58,1 (41,9-75,0) | 72,0 (58,2-76,9) | 54,3 (39,9-74,7) | 53,2 (45,3-75,5)
COC % MO, 36,4+30,5 56,1+30,6 33,9+29,7 35,4+32,1
25.75° 27,0 (11,8-52,9) | 55,2(33,6-79,2) | 23,0(10,6-48,7) | 19,6 (12,0-51,2)
OC. . % nomwk 67,8£32,1 93,2+26,4 65,0£31.,4 61,5£32,8
B’ ) 70,1 (37,3-96,3) | 99,1 (80,7-109,4) | 66,6 (36,0-90,0) | 62,0 (33,4-86,7)
OEIL % nom 1201211 12485122 119,5422.1 1201215
’ ’ 117,5 (107,8-130,2)[123,5 (116,3-129,5)[117,2 (106,9-130,7)|118,8 (107,1-133,8)
WEJL % ok 95,3+£24.,5 117,2+11,3 93,3+24,6 88,4+23,8
’ ” 97,8 (79,6-112,4) |116,1 (112,3-124,9)| 96,0 (78,4-109,9) | 92,4 (71,3-96,8)
OO % o 173,5+72,5 145,7+£51,7 175,9+74,8 183,2+69,6
’ ’ 161,7 (124,7-192,8)|134,8 (111,6-158,9)[163,7 (127,0-198,1)[173,1 (142,0-192,8)
T42.1540,0 T16,0£28,1 44,6409 15024354
OOIVOEL, % momx. 132,8 (113,7-162,7)| 1069 (97,8-123,6) |134,0 (117,5-164,2)|146.6 (124,2-170,7)
BI'O. % nok 139,8+42.0 130,3+£28.6 140,7+43.8 142,6+41,0
’ : 129,4 (116,0-158,0)[123,4 (115,2-136,0)[129,0 (113,7-163,1)|141,5 (116,7-151,8)
Raw. k[Ta/n/cex 0,49+0,33 0,27+0,11 0,50+0,34 0,63+0,33
’ 0,35 (0,25-0,68) | 0,25(0,19-0,33) | 0,37 (0,26-0,70) | 0,58 (0,39-0,87)
Cuwxenue DL *, Jla/Her. 108/16 8/6 92/8 8/2
DL._* % noms 7905240 6455282 763522.6 5531225
co ’ ) 45,6 (30,0-68,3) | 66,9 (40,7-90,0) | 41,5(27,7-66,5) | 51,9 (39,9-59,3)
54.8523.1 62.0%27.2 3281025 6432195
DL/ VA, % nomi. 53,0 (34,3-71,8) | 65,9 (42,3-90,2) | 50,2 (32,6-71,0) | 62,0 (52,6-72,2)
136+15 140+£15 136423 133+7

Hb, r/n

136 (124-146)

137 (131-152)

136 (123-146)

133 (132-137)

Ipumeuanue: nannple npeacranieHbl kKak n (%) wim kak cpeanee 3Hadenue (M) £ crannapTHoe oTkioHenue (SD) u
Menuana (Me) (HIKHUHA KBapTHUIIb—BEPXHHUHA KBAPTHIIb); CIUPOMETpPUS BINoNIHeHa y 131 onbHOMN, 6oauruieTn3Morpadus
—y 125, mudpdysuonnslii TecT —y 124 nanmeHToK; 31€Ch U B ClEyIOLIeH Tabnuie * — npeicTapieHnble 3nadenus DL
1 DL /VA SBISI0TCS CKOPPEKTUPOBAHHBIMHU 110 TeMOrI00uHy (Hb), ecii reMornoOun 661 HEM3BECTEH, TO TIPHHUMAIIA

ero paBHbIM 134 1/11.
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Jlecounas GEHMUJIAYUA

B o0mieii rpyrine ocHOBHBIE IOKA3aTeNH CIIUPOMETPHN
u OonuIuieTu3Morpadun XxapakTepHBI [Tl yMEPEHHBIX 00-
CTPYKTUBHBIX HapymeHu# ¢ coxpannoil KEJI, cHnxen-
HBIM O®B, u OTHOIIICHUEM O®B /XKEJI,
TeHEepaIN30BaHHBIM CHHIKEHUEM CKOPOCTH (DOPCHPOBaH-
HOTO BBIJIOX2, YBEJIMYCHUEM COTIPOTHBICHHS JbIXaTelb-
HBIX TyTeH, runepuHQusuueld Jerkux (yBeludeHueM
BI'O) u HanmuuneM BO3YIIHBIX JIOBYIIEK (yBETUUYCHHEM
OO0JI u OOJI/OEJ) (ta6n. 1). IIpu 3TOM nOKa3arenu Jie-
rounoit Bertuisiuuy (PXKEJL, OPB,, IIOC  , Raw, )KEJI,
OOJI/OEJI) B rpymme MamueHTOK ¢ BeposTHBIM JIAM
ObUIM CTAaTUCTHYECKH 3HAYUMO BBIIIE TI0 CPABHEHHIO C
oonpabIMEU Tpymmsl JIAM u JIAM+TC. CratucTuyecku
3HAYMMBIX Pa3IUUM [MOKa3aresiei CIupoMeTpUH 1 OoaunI-
neruzmorpadun mexny rpynnamu JIAM u JJAM~+TC ne
OBLIO BBISBIICHO.

V 79% 060mnbHbIX JIAM OBUIH BBISIBIEHBLI BEHTHIILIUOH-
HBIH HapyUICHUsI, TIPH 3TOM Yy TOJIABIISIIOIIETO OOJIBIINH-
ctBa (B 95 % city4aeB) IMarHoCTHPOBAIM OOCTPYKTHBHBIN
THIT HApYIICHUS JIETOYHOHN BEeHTWIIMY (Tadi. 1). Y 6 sxeH-
IIMH ObUIa BBITIOJHEHA TOJBKO CIIUPOMETPHS, 10 PE3YIib-
TaTaM KOTOpPOH y 5 OOJBHBIX JHArHOCTHPOBAIN
ooctpyktuBHbii THI (JKEJI 6ostee 80% momk. py CHIDKE-
Hu OOB /KEJI) ny 1 nauueHTky JaHHbIE HE MO3BOJISIIH
UCKJIFOYUTh PECTPUKTUBHBIN THI (OopMa METIIN MOTOK-
oobeM, cumikenne DIKEJI mo 75% nmomxk., XEJI mo
76%nomx. npu OB LKEJT = 86%).

[To creneHu TsKECTH BEHTUIIALIMOHHBIX HApyIICHUH B
0011Ie# rpyTie OOJIBHBIE PACTIPEIEIIIINCH CIESTYIOIIM 00-
pasom: He ObUIO BBISIBIIEHO HapyeHui B 21,4% cityuaes,
Hapymenus jerkoi crenenun (O®B, 6onee 70% momx.)
ycTaHoBineHs! y 20,6% mannueHToK, yMepeHHbIe Hapylie-
Hus neroynoit BeHtuaAnuu (OPB =60-69% momxk.) —y
13,0% OGonpHbIX JIAM, cpemHe-TSDKEIOW CTENeHU
(O®B =50-59% momx.) — B 7,6% ciyuaes, TsKeloi
(O®B =35-49% pnomx.) — B 13,7% u o4eHb TsKesION
(ODB, menee 35% momx.) — B 23,7% ciydaes.

Iunepundmsums aerkux (BIO>120% nomk. npu Ha-
JIMYUU OOCTpYKIMK) ObLIa BhIsiBIICHa ¥ 83 (66,4%) uero-
Bek u3 125 Oompubix JIAM. Hannume BO3YHIHBIX
soBymiek (OOJI>140% nomx. u OOJI/OEJT>120% nomxk.
TIPY HAINYHUU OOCTPYKLMH) OOHAPYXKWIN Y 73 TMaIeHTOK
¢ JIAM (58,4%).

Jlugppysuonnas cnocobnocmo neekux

Ilokasarenu serounoro razoobmena (DL u K ) B
oOmeit rpynmne ObiM cHKEHBI (Tadm. 1). [Ipu aToM cHE-
xenre DL ) Obuto BoistBneHo y 108 (87,1%) uenosek u3
124 G0IIBbHBIX, KOTOPbIE CMOIIIN BBITIOJIHUTH UCCIIEI0BAHIE
B COOTBETCTBUM C KPUTEPUSMH KayecTsa, a K ., —y 102
6onpHBIX JIAM (82,3%). Ilo crenenu TskecTH Hapylie-
HUI JIETOYHOT0 Ta3000MeHa MM0Ka3aTeN! paclpeeniIich
CIIE/TyIOIMM 00pa3oM: He OBUIO BBISIBJICHO HAPYLICHUH B
12,9% cnyyaes, napymenus serkoii crenenu (DL Gonee
60% u menee HI'H) ycranoBnensr y 18,5% OO0JIBHBIX,
cpenneit crenenu (DL ,=40-60%) —y 23,4% uenosex, Ts-
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xeroit crenenn (DL, menee 40%) — B 45,2% ciy4aes.
Buiocusaemocmo

B menmunuHCcKuX yupexkacHusx . Mockssl (OI'BY
«HannoHanbHBIH  MEIMIIMHCKUHA — HCCIIE0BATEIbCKUN
LIEHTP TPAHCIUIAHTOJIOTMH U UCKYCCTBEHHBIX OPTaHOB UM.
akaz. B.M.IIymakoBa» Munuctepcrsa 31paBoOXpaHeHHs
Poccun u I'bY3 «HUMU ckopoit nomouu um. H.B.Cxiu-
¢docoBckoro  JlemaprameHTa  37paBOOXpaHCHUS T
MOCKBBI») B TCUCHHUE TICPUOIa HAOJTFOICHI ObLlIa BBIITOJI-
HEHa TPaHCIUIAHTAIUs JIETKHUX Y 8 4eoBeK (MX HUX 7 KEH-
IIMH CO CIOpaJuyeckuM ompeaeneHusiM JIAM: y 2
YeJIOBEK — OJHOCTOPOHHSS TPaHCIUIAHTAIMS JIETKUX, Y 1
JKEHIIUHBI — IBAXK]IbI IBYCTOPOHHSISI TPAHCIIIIAHTALIMS JIeT-
KuX). 3a OTUETHBIN Tiepro U3 123 yenoBek, He TOIBepr-
IIMXCsI TPAHCIUIAHTAIMHY JICTKUX, YMepiu 17 jKeHIIuH (13
HUX 14 4YenoBeK CO CHOpPaAMYEeCKUM ONpPeIeIeHHBIM
JIAM).

B Tabmuie 2 npencTaBieHbl aHATU3UPYEMbIC Tapa-
METPBI U JTAaHHBIE MOJIEITU MTPOMOPLIMOHAILHBIX PUCKOB T1a-
UEHTOK ¢ JIAM.

O0cy:xnenue pe3yJibTaTOB UCCIETOBAHUS

Moporornueckue U3MEHEHHs B JIETKHX, KOTOPBIE Xa-
paxrepus! it JIAM, npuBogsT K narou3n0I0rH4ecKuM
HapYIIEHHUsIM: K O0CTPYKTHBHBIM BEHTHIISIIIMOHHBIM Hapy-
LICHUSIM U U3MEHEHHIO I'a30TPAHCIIOPTHOMN (DYHKIIMH Jier-
kux [22-28]. CpnaBneHue OpOHXOB, a  TaKKe
TUM(}aTHYECKUX U KPOBEHOCHBIX COCYJI0B, BO3HHKAIOT B
pe3ynbrare TpyIIoBoro pacrnoioxenus JIAM-kieTox
BIIOJIb OPOHXHOJI, KPOBEHOCHBIX U JIUM(PATHUECKHX COCY-
JIOB, BOKPYT KHUCT, 00pa3ys y3ibl pa3HOi BenuuuHbl. [lo-
paKEHUE JIbIXaTeNbHBIX Ty TeH MPUBOANUT K OPOHXHAIBHOM
0o0CTpyKIMH, (POPMUPOBAHUIO BO3AYIIHBIX «JIOBYIIECKY,
TiepepacTsHKEHUIO IUCTABHBIX IbIXaTEIbHBIX ITyTeH 1 00-
pa3oBaHuIO KUCT. [10SBIEHUIO KUCT TAaKXkKe CIOCOOCTBYET
U pa3pyllieHle apXUTEKTOHUKH JITOYHOM TKaHU MaTpPUKC-
HBIMU METaJUIONpPOTEeNHa3aMU U KaterncuHoM K, koTopsle
npoxyuupytorcs JIJAM-kineTkamu. CTporeHsl MOTYT CIIO-
cO0OCTBOBATh MHUTPALMN, HHPUIBTPALIUH, PACIIPOCTpaHe-
Huto JIAM-KJIETOK MM CEeKpeLUuu JeCTPYKTHUBHBIX
nporeas [6].

B Hacrosiiem uccienoBaHuy 00CTpyKTUBHBIC HapyIlle-
HUSI JIETOYHOM BEHTHJISIIMK BBISIBJICHBI Y OOJIBIIMHCTBA Ma-
nueHTok ¢ JIAM (B 75% cnydaeB), Torna kak y 27,2%
00cIIeI0BaHHBIX HApYIICHUH BEHTWISIUK He ObU1o 00Ha-
pyxeno. [Toxoxxue pe3yabrarsl ObLTH MOITYYSHBI IPU aHa-
nn3e pyHKIMOHAIBHBIX TAaHHBIX Y 00nbHBIX JIAM, npaBna
4acTOTa BCTPEYAEMOCTH U CTETICHb TSHXKECTH OOCTPYKTHB-
HBIX HapylIeHUH 3aBUCAT OT MHOTUX (DAKTOPOB, B T.4. pa3-
Mepa BBIOOPKH, JUTUTEIBLHOCTH 3a00JeBaHus, BO3pacTa
MAIMEHTOB B aHAJIM3UPYEMBIX I'PYIINaxX, OCIOKHEHHUH 3a-
6oneanus. B 2006 1. Obutn OmyONIMKOBaHBI JaHHBIE Ha-
LMOHAIBHOTO peructpa 6osnbHBIX JIAM (Bce KeHCKOro
110J1a), KOTOPBIH ObUT HHUIIMUPOBaH B 1997 . Hannonass-
HBIM MHCTUTYTOM cep/iia, Jerkux u kposu (NHLBI) [22].
B 31011 paboTe mpoaHaIu3upoBaHbl qaHHbIC 230 KCHITUH
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¢ JJAM Ha MOMEHT BKIIOYEHHMS UX B PETUCTP: HpHU
BKJIIOUEHUH B PETUCTP BCEM IMAIMEHTKaM ObLIa BBITIOHEHA
BPKT u xommnekcHoe uccnenoBanue @BJI. Cpennuii Bo3-
pacT Ha MOMEHT HCCIIeIoBaHUA cocTaBui 44,5 rona, cpen-
HUI BO3pacT MOsABIeHHS cuMnToMoB — 38,9 roxa.
JIAMA+TC 6b11 y 14,8% o6cnenoBanHbix. OOCTPYKTHB-
HBIH THIT BEHTWJISIMOHHBIX HAPYILIEHUH ObLT ANArHOCTH-
poBan y 57,3% nanueHroB, Toraa kak y 33,9% pe3ynbrarsl
CIHUPOMETPUH ObLITH HOpMaIbHBIMU. B 31Ol paboTe Takxke
OBLTO TIPOJICMOHCTPUPOBAHO, UTO JKeHIIUHBI ¢ JIAM+TC
OBLTH MOJIOKE M MMeH Oosiee Bricokue 3HaueHuss DB/ o
CpaBHEHUIO cO criopaanyeckoi popmoit JIAM, mmrens-
HOCTB 3200JIeBaHUsI TIPH 3TOM ObllIa 4y Th MEHbIIIE, HO CTa-
TUCTHYECKUX Pa3Ininii He HaOmonanock. B Poccun taxoke
ObLI MHUIIMUPOBAH MPOEKT «Perucrp nanneHToB ¢ JINM-
(aHrnoieriomromaro3om Ha tepputoprn Poccuiickoii Oe-
Jieparumy, HHGopMaIys J0CTyITHA Ha caiite Poccuiickoro
Pecnimparopnoro obimectsa (https://spulmo.ru/proekty/reg-
istr-lam/). /lanHble peructpa noka He omyOnukoBaHbl. B
HAIlleM HCCJIEIOBaHMH YacTOTa BCTPEYAEMOCTH O0CTPYyK-
TUBHBIX HapylIeHUH Oblja BBIIIE MO CPABHEHHUIO C JaH-
HeiMu peructpa NHLBI, npu stomM cratuctudeckux
pasmuuniit @BJ] Mexxay rpynmnoi sKeHIIKH cO cropagnye-
ckuM JIAM u JIAM+TC He HaGmonanmu. OHAKO AITUTENb-
HOCTh  3a0oNeBaHMsT  OT  MPOSIBICHHS  IEPBBIX
pecnHupaTopHbIX CHUMIITOMOB Ji0 ucciienoBanus OB/l B
rpynie JIAM+TC 0Obina craTucTHYeCKH 3HaYUMO OOJIbIIe
10 CpaBHEHHUIO co crniopagudeckuM JIAM. JInmuTensHoCTh
3a0oJieBaHusl B HAIllEeM MCCJICOBAaHNY ObLIa 3HAYUTEITLHO
BBIIIIE 110 CPABHEHUIO C JaHHBIMH, OIYOJIMKOBaHHBIMHU
J.H.Ryu et al. [22], 3T0 MOIJIO MPUBECTH K 00JIC€ BBICOKOI

YacTOTE BBISIBICHHBIX (DYHKIIMOHAIBHBIX HApYUICHUH U
CTENEeHN WX BBIpaKeHHOCTH. Takasi Oonbluas pasHHIA
MEXIy Ae0r0TOM 3a00JIeBaHMs U IOCTAHOBKOW JIMAarHo3a,
nipoBeaenreM uccienoanus OB/l Mmoker ObITh 00yCIIOB-
nieHa TeM, 9to JIAM — ophaHHOE 3a00JIeBaHUE, TTALUCHTHI
JKMBYT B Pa3HBIX pErvoHax Hallleil CTpaHbl, I03TOMY MyTh
B CIICIMATU3UPOBAHHBIC MEIUIMHCKHE YUPEKACHUS T.
MoCKBBI OKa3bIBaeTCs T0IATMM. B 3T0it pabore npoaHam-
3MpOBaHbI JaHHBIE HA MOMEHT I1EPBOT0 00CIECIOBaHUS B
HUU nyneMoHonorun. Y Tpetu o0ciieOBaHHBIX HApYIIe-
HUN BEHTUWJISAIUKM HE ObUIO JMAarHOCTHPOBaHO. B padote
T.Urban et al. [26] ObUM TIpeCTaBICHBI TaHHBIC MYJIBTH-
ueHTpoBoro oodcienosanus 69 sxenmu ¢ JJAM. Yacrora
BCTPEYaeMOCTH OOCTPYKTUBHBIX HapylIeHUH ObLia HIXKE
(n=23, 35%), Tora KaKk HOpMaJIbHbIE TI0KAa3aTeN BEHTH-
JISIIMY JIeTKuX — y 28 sxeHmuH (42%). [lpaBna, aBTops! B
KaueCcTBE KPUTEPHS HAINYNS 00CTPYKTHBHBIX HapyIICHHN
npuHuManu cHukenne OOB /OXKEJI<70%, T.e. Opamu
(hMKCUpOBaHHOE 3HAYEHHE, a HE HIKHIOIO TPaHUIy HOPMbI
JUTSL KayK/IO0TO ManyeHTa. Takod Moaxo 1 MOXKeT IPUBOAUTD
K TUMOJMATHOCTHUKE Y MOJOABIX Jroneid. Kpome Toro, y
yacTH OOCJICJIOBaHHBIX HavalbHOC HccienoBanne OBJ]
OBUIO BBIITOJHEHO JI0 MOCTAHOBKHU JIMAarH03a, B CPEJHEM
nHTepBal Mexay uccienopanueM OB/l u mocranoBkoi
nuarnosa JIAM cocrasmi 0,6+3,3 roga [26]. M.Kitaichi et
al. [25] npoananuzupoBanu ganubic OBJI 42 sxeHIMH ¢
JIAM, mpoxxuBatomux B SAnonnu, Kopee u TaiiBane, 1 BbI-
SIBIJTM TIpeo0aZianne CMEIIaHHOTO TUIa BEHTHJISIIMOH-
HBIX HapyleHui (36% ciyuaeB). Takast BbICOKast 4acToTa
00ycIoBJIeHa, T0-BUAMMOMY, TEM, YTO OOAUILIETH3MOT pa-
(ust ObUIA BBIOIHEHA TOJIBKO Y 23 YeJIoBeK.

Tadnnna 2
DOyHKIMOHAIbHBbIE TOKa3aTeu 00abHbIX JIAM B ypaBHenuu perpeccun Kokca
o
Kpurepuii OTHoIIEeHUE 9% N
[Toxa3zarenu Beta SE p OTHOILIEHUS
Banpoa PHUCKOB
pHUCKOB
DXKEJL, % nomx. -0,035 0,009 13,861 <0,001 0,966 0,948-0,984
O®B,, % nomx. -0,064 0,016 15,595 <0,001 0,938 0,908-0,968
KEJI, % nomx. -0,034 0,010 11,688 0,001 0,967 0,949-0,986
OEJI, % nomx. 0,029 0,011 6,934 0,008 1,030 1,008-1,053
OO0J1, % nomx. 0,012 0,003 22,431 <0,001 1,012 1,007-1,017
OOJI/OEJL, % nomx. 0,025 0,005 21,056 <0,001 1,026 1,015-1,037
BI'O, % nomx. 0,019 0,005 15,521 <0,001 1,019 1,009-1,028
DL_.*, % momx. -0,073 0,020 13,819 <0,001 0,929 0,894-0,966
DL_/V.*, % nomx. -0,063 0,018 12,019 0,001 0,939 0,907-0,973

Ipumeuanue: ]I — noBeputenbHbIi nHTEpBai, SE — cranmapTHas ommoka.

PecrpukruBnslii narrepu (camwkenne OEJL, J)KEJI) B
HAllleM MCCJIeIOBAHUN ObUI BBISIBJICH Y HE3HAYUTEIBHOTO
yucaa o0cnenoBaHHbIX — B 5 (4%) ciydasix, u3 HuX y 4
YKEHIIUH — PECTPUKTUBHBIA THUI BEHTHJISIIMOHHBIX Hapy-

meHuH, emie y 1 JKeHIIUHBI — CMEIIAHHBIH THUI). DTO
MOYeT OBITh 00YCJIOBJICHO HAJIMYMEM B aHAMHE3¢ HEOHO-
KpaTHBIX JIBYCTOPOHHHUX ITHEBMOTOPAKCOB C TUIEBPOJIE30M
U IUICBPIKTOMHUECH, TUM(ATHUECKOTO OTEKa C XHJIOTOPaK-
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coM. Hannume pecTpukTuBHBIX HapyueHuil npu JIAM
MIPOAEMOHCTPUPOBAHO U B APYTUX HCCIENOBaHUAX [22,
24-26].

Haubonee vacThiM ()yHKIMOHAJIBHBIM HapyIHICHHUEM
BHEIITHETO JIbIXaHMsI Y 00CIIe0BaHHbBIX KEHIHH ¢ JIAM
ObUIO HapylIeHHE MapaMeTPOB JIETOYHOTO razooOMeHa
(cnmxenne DL u K)). YacToTa oTKJIOHEHHH THX Ha-
paMeTpoB OT HOPMBI ObLi1a O0JIEe BHICOKOH 110 CPABHEHHUIO
¢ TIapaMeTpamu JIETOYHON BEHTHIISIIMU — Y 87% KEeHITUH
¢ JIAM ycranosneno cumwkenue DL . Ipu 3ToM cHKe-
nue DL 66110 oT™MedeHo y 17 skeHImH 13 28 ¢ HopMallb-
HBIMHU MOKa3aTess MU CHHPOMETPUH u
oonumuietusmorpadun. A.M.Courtwright et al. [19] mpen-
TIOJIOKMITA, YTO M30JMPOBaHHOE CHWkeHHe DL, BO3-
MOXXHO CBSI3aHO JHMOO C COITyTCTBYIOIIEH JIErOYHOMH
TUNEPTEH3UeH U3-3a CHIKEHUSI eMKOCTH JIETOYHBIX COCY-
JIOB WJTH U3-3a MHBA3UHU JIAM-KIIETOK U peMOJIeTMPOBaHHS
CTEHKH JIETOYHOU apTepHH, JIMOO ¢ Ba3zoJuiaralueid u
LUTYHTUPOBAHUEM JIETOYHBIX COCYIOB H3-3a MOBBIMIECHUS
BbIpaboTkH JIAM-KjeTKaMu CHHTa3bl Okcuaa aszora 111
tuna. [lo mureparypubiM TaHHbIM CHUKeHHE DL sB-
JsieTcsi HanboJiee YacToN HaXOJIKOH TPH IPOBEICHUN KOM-
ruiekcHoro uccnenosanust @B/ u konednercst ot 57% [22]
— 62% [23] cayuaeB 1o 82% [26] — 97% [25] ciyuaes.
Bbuto nokasaHo, 4yTo HapynieHue TUQPy3MOHHON CITOCO0-
HocTH 1pu JIAM cratucTruuecku 3HaYUMO KOPPETUPYET C
pe3yNbTaTaMu THCTOJIOTHYECKOro Huccienosanus: DL
TEM HHIKE, YeM OOJIbIIE CTENEHb IMOPaKECHUs JIETOUHOMH
TKaHU KUCTO3HBIMH HM3MEHEHWSIMH W WH(UIbTpanuei
JIAM-knetkamu [23]. Cumxenne DL ) oGyciosieno yse-
JIUYEHUEM TOJIIIMHBI aJbBEOIPHO-KAMUIUIAPHON MeM-
Opansl B pe3ynbrare paspacranus JIAM-kieTok B
WHTEPCTULUAILHON TKaHH JIETKUX, BOKPYT KPOBEHOCHBIX
U TUMQATHYECKUX COCYTOB, OPOHXOB U OPOHXHOJ. DTH
MOP(OJIOTHUECKUE U3MEHEHHUS! ITPUBOJIST K YBEITHYCHUIO
MPOTSHKEHHOCTH JU((PY3HOHHOTO TYTH, a KHUCTO3HAs
TpaHcopManus JETOYHOW TKAaHHU TaKXKe U K U3MEHEHHUIO
rromau A Qdy3noHHON MOBEPXHOCTH.

ITokazarenu ®BJ] uMeroT Ba)KHOE MPOTHOCTUUECKOE
3HaueHue. B mpoBeleHHOM HaMM aHaINU3€ BBKUBAEMOCTH
DL, u O®B, Obun Haubonee BaXHBIMH (DaKTOpaMH
pucka cMmeptu nipu JIAM. Viyumienue 3Tux nokasareneit
Ha 1%/10/K. CTaTUCTUYECKH 3HAYMMO CHHIKAIM PHCK
cmepru Ha 7,1% (95% AU = 3,4-10,6%) u 6,2% (95% AN
= 3,2-9,2%), COOTBETCTBEHHO. A TIpU yBeIUUCHUH Ha 5%
JIOJIK. pUCK cMepTH cHrxkaetcs Ha 30,6 u 27,4%, cooTBeT-
cTBeHHO. MHpOpMaIusi OTHOCUTEIBLHO MPOTHOCTHYECKIX
puckoB cMepTHOCTH Tpu JIAM orpanndeHa HEeMHOTOYHC-
neHHbiME padotamu. J{o 2019 . momy4yeHHbIe pe3ysIbTaThl
ObUIM OCHOBaHBI MCKJIFOYUTEIBHO HA PETPOCIIEKTUBHBIX
KOTOPTHBIX MccienoBanusx [23, 25]. B padore M.Kitaichi
et al. [25] mtoxoii nporuo3 npu JIAM ObLI CBsI3aH HE C
niposudeparyeit raJKoMbIIIEYHBIX KIETOK, a ¢ Tpeobiia-
JTaHWEM KHCTO3HBIX U3MEHEHHH JIETOYHO TKaHHU, KOTOpbIE
C BBICOKOHM BEPOATHOCTBIO NPUBOMAT K CHIDKEHHIO DL .
B 2019 1. ObutH OMYOJUKOBAHBI PE3yJIbTAThl OJHON M3
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CaMbIX MAaCHITAOHBIX Pa0OT, TOCBAIICHHOMN OLICHKE (PH3HO-
JIOTHYCCKUX U PATUOTIOTUYCCKUX MPOTHOCTUICCKHX (hak-
TOPOB M OCHOBAaHHOW Ha aHaJu3e JaHHBIX |5-1eTHero
MIPOCIECKTHBHOTO MPOIOJIBHOTO UCCIICAOBAHMS, B KOTOPOU
OBLIIO JI0KA3aHO, YTO 00JIee BHICOKOE MCXOMHOE 3HAYCHHE
DL, (otnomenue puckos 0,97 (95% U = 0,95-0,99),
p<0,001) mmu ODB, (otHOmIEHHUE puckos 0,97 (95% AU
=0,96-0,99), p<0,008) ObUTH HE3aBUCUMO CBSI3aHBI C OOJICE
HU3KUM PUCKOM CMEPTH HJIM TPAHCIIAHTAIIMU JICTKHX
[21].

OZpaHu'—teH Usl UCCLEeO08AHUSL

B nanHOM nccnenoBaHuM poaHAIU3UPOBAHbBI TIOKa3a-
TeIN KOMILIEKCHOTO uccienoBanus @B/l Ha MOMeHT niep-
Boro obparienust B HUU myibMOHOJIOTHY U HE BKITFOYCHBI
B aHAJU3 JAHHBIEC CIIUPOMETPHH, BHITIOJTHEHHON paHee Mo
MECTY JKUTEIIbCTBA. BobHBIE ¢ BhIpakKeHHBIME (DYHKIINO-
HaJIbHBIMU HAPYIIEHUSIMUA HE CMOTJIM KaueCTBEHHO BBIMOJI-
HUTH HccienoBanne TU(dy3uOHHON CIOCOOHOCTH JIETKUX
u OonurieTu3morpaduro. C HEKOTOPHIMU TAIIMCHTAMHU
(n=18) ObL1a MOTEpsIHA CBSI3b, IOITOMY B aHAJIN3 BBDKHU-
Ba€MOCTH BKJIIOUAJIM JIaTy TIOCJIEAHETO BU3UTA B KIIMHUKY
WJIM 3BOHOK Bpayy.

3akiaouenue

VY GombHBIX JIAM mnpeoOiagaeT 0OCTPYKTHBHBIN THIT
HapyUICHHU JETOYHON BEeHTHIISILIUK, PECTPUKTUBHBINA THIT
HapyIIEHUH BCTPEYaeTCst J0CTaTrouHo penko. Auddy3non-
Hasl CIIOCOOHOCThH JIETKUX CHIDKEHA Y IOAABISIOLIETO
6onprmHcTBa *eHmuH ¢ JIAM. Kpome Toro, 3HaueHus
nokazareneit @B/, momydeHHbIe NMPU MEPBOM BU3HTE,
TECHO CBSI3aHbI C BBDKMBAEMOCThI0. Hanbomnee BaKHbIMU

nporuocTudeckumu (akropamu spisorest DL, ODB,.
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