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JinmdanrnvonenomMmmomaros -
onucaHue KNMHUYECKMX cny4aes
M 0030p NuTEepaTypbl

C.1I0. Ynkunna

B cTatbe onucaH KIMHUYecKuiA cnyvain numdaHrnonenomMmmomarosa — peaKoro rnoJIMCUCTEMHOro 3a601EBAHUSA C KUCTO3HBIM
rnopaxeHnem nerknx. BeinosHeH 0630p MMPOBOI IUTEPATYPhI, MOCBSLLEHHOW NAaTOreHe3y, KIIMHUYECKM NMPOSIBIEHNSM, ON-

arHoCTUKe U NeYeHnto aToro 3abosieBaHuns.

KnioueBble cnoBa: niMMdaHrnoneiioMmomMaTos, aHrmoMUOUMNOMbI, XUSIOTOPAKC, MHEBMOTOPAKC, TYOEPO3HbIN CKNIEPO3, UH-

rméutopbl MTOR, cuponmmyc.

0030p nuTepartypbl

Jiumdanrnonenommomatos (JTJAM) - peakoe noAnNCUCTEM-
Hoe 3ab0/1eBaHve, NopaxaroLlee B OCHOBHOM XEHLUMH Penpo-
[OYKTMBHOr0 Bo3pacTa. JIuMdaHrnonenoMmomMaros xapakrepu-
3yeTCs NPOrPECCUPYIOLLLEN KMCTO3HOW AECTPYKLUMEN NErOYHOM
TKaHW, NopaxeHnem NMM@aTn4eckorm CUCTEMbI U MOSBIIEHNEM
OnyxoNeBuaHbIX 06pa3oBaHMin (AHTMOMKONMNOM) OPraHoB
OptoLHOl nonocTu. JInMdaHrMonenomMmomMaros MoxXeT ObiTb
crnopagmyeckum nnbo pa3emBaThbCs Y B0MbHBIX C TYDEPO3HbIM
cknepo3om (TC) - HacneacTBEHHbIM ayTOCOMHO-AOMUHAHT-
HbIM CUHOPOMOM, KOTOPbIV XapakTepnayetcs (GopMUPOBaHN-
€M ramapToM B PasnnyHbIX OpraHax u cuctemax, kanbumbumka-
Lyeli rONI0BHOMO MO3ra, CyL0POramMu 1 CHKEHUEM UHTENNeK-
Ta. [ucTonornyeckne nameHeHus npu cnopagmyeckom JIAM m
npu JIAM, accoupumposaHHom ¢ TC (JTAM-TC), naeHT1YHsbl, 4TO
No3BOJISET Npeanonaratb 00LMe reHeTuYeckre 1 NaTopuamno-
JIOTUYECKME MEXaHN3Mbl 060UX 3a60NIEBAHWIA.

Natodpusuonorusa JIAM

Mpu TAM B nerkux nosinsitotcst ocobble JIJAM-kneTku, Ko-
Topble NpeacTaBnsatoT coboii NMbo Moxoxue Ha MMOPUOPO-
OnacTbl BepeTeHo00pa3Hble KNeTKW, MO0 3nUTEeNMOUaHbIe
knetku. MpowncxoxaeHvie JTAM-kNeTok 0CTaeTC HEACHLIM, HO
MN3BECTHO, 4YTO OHM MOIYT METACTa3MpPOBaTb N0 KPOBEHOCHbLIM
nnn nuM@aTMyeckuM Cocyaam aHanorMyHo PakoBbIM KeT-
kam. BepeteHoobpasHbie JIAM-KNeTKM 9KCNpeccupyoT MaT-
PUKCHbIE METaNNONPOTENHA3bI, KOTOPbIE Pa3pyLLAOT BHEK/E-
TOYHBIV MATPUKC 1 TEM CaMbIM 0BNIErYalnT MUrPaLMIO KIETOK.
Momumo aToro o6a Buaga JIAM-KNeTok npoayumpytoT KaTen-
cuH K, KoTopblIii Takke crnocobCTBYeT AerpagaLmm BHEKNeTo -
HOro MaTpukca 1 BMECTE C MeTanionpoTenHasamm y4acTeyeT
B NMOBPEXAEHUN NIErOYHON NapeHxmMbI [1].

JIAM-KneTkun Takxke 3KCMpPeCcCcUpyoT peLenTopbl K 3CTPO-
reHy ¥ NPOrecTepoHy, YTO OOBLACHAET HEPEeaKoe YXYALLEeHue
TeyYeHns 3aboneBaHns Bo Bpems 6epeMeHHOCTU 1, Ha000opOT,

CBetnaHa lOpbeBHa YMknMHa — kaHA. Mef,. Hayk, CT. Hayy.
cotp. HAW nynbmoHonorun ®MBA Poccun, [oueHT kadea-
pPbl NYIBMOHOJIOMMN Y PECANPATOPHON MeAULMHbI IHCTUTY-
Ta nosbIleHns kBanndukaummn PMBA Poccun, Mocksa.
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YMEHbLUEHNE CKOPOCTW €ero NporpeccuMpoBaHns Mnocne Ha-
CTYMIeHUS MeHoNay3bl. ATO NO3BONSET CHATATb, YTO FOPMOHI
0Ka3blBalOT BAMSHME Ha mponudepaumio JIAM-kneTok, xoTs
OKOHYaTesIbHO POJib ACTPOreHoB B natoreHe3e JIAM ocTaeTcs
HeBbIACHEeHHOM [1].

JIAM-KkneTkun pacrnonaraioTcs rpynnamv BOKPYr KUCT, BAOJb
OPOHXMOJT, KPOBEHOCHBIX U NMMMbATUYECKNX COCYA0B, 06pa3ys
y3bl Pa3HOW BENYMHBI, KOTOPbIE COABAMBAIOT NnMdaTnyec-
KVe 1 KPOBEHOCHbIE cocyabl 1 GpoHxu. MopaxeHne numoartu-
4eCKNX COCYA0B, BEPOSTHO, ABASETCS NPUHMHON PA3BUTUS X1-
JI0TOpaKca Uin OTKaLWAMBaHWS TMM®bI. MopaxeHne KPOBEHOC-
HbIX COCYLIOB MOXET BbI3blBaTb MUKPOKPOBOTEYEHMS, @ NOpa-
XEHUe [ApIxaTenbHbIX MyTei NpuMBOAWUT K OpOHXMAanbHOM
06CTPYKLMK, GOPMMPOBAHMIO BO3AYLUHBIX “NOBYLLEK” 1 3aTEM
KuCT. MOoSIBNEHMIO KUCT CNOCOOCTBYET 1 Pa3pyLLEHNE apXUTEK-
TOHWKW NErO4HOM TKaHM MaTPUKCHLIMU METANINONPOTENHA3aMM
1 katerncuHoM K, kotopble npoayumpytotcs JIAM-knetkamum [1].

TybGepo3Hsblii CKNepo3 BO3HUKAET BCIeACTBME MyTauuiA B
reHax TSC1n TSC2, kKoTopble TakXe OTBETCTBEHHbI 33 Pa3Bu-
Tne JIAM, npuyem MmyTaumm B reHe TSC2 BCTpeyatoTCcs Halle.
leH TSC1 kogupyeT 6enok ramapTuH, reH TSC2 — 6enok Tybe-
pviH. OCHOBHas posb KoMMnnekca aTux 6esKOB COCTOUT B UHI -
OupoBaHNM pepMeHTa KMHa3bl, KOTOPas Ha3blBAeTCS “MuLLe-
HbIO panamuumHa mnekonutarwmx” (mammalian target of
rapamycin — mTOR) 1 SBASI€TCS OCHOBHLIM PErYASTOPOM KJle-
To4YHOro pocta. Mytauum B reHax TSC2 n TSC1 npmBoaaT kK
akTmBaumm knHasel mTOR v K Heperyanpyemon nponndepa-
unm knetok [1].

KnuHuyeckue nposieneHus

OCHOBHbIMM KNMHWMYECKUMY NposiBaeHnsMu JIAM aBasioT-
Csi CMOHTaHHbIE MHEBMOTOpakchl (B 50-75% cnyyaes), npo-
rpeccupyroLLas ogpika npy GrU3nyeckon Harpyske (mpumep-
HO Y 80% 60/bHbIX) U XMNE3HBbIN NAEBPaIbHbIN BLINOT (XMI0TO-
pakc). MpuyrHamy ofbilkK cnyxat 6poHxuMansHas 00CTPyK-
LMK 1 KMCTO3HAs AereHepaums nerovyHomn tkaHn. CrnoHTaHHbIN
NMHEBMOTOPAKC HEpeaKo CTAaHOBUTCS MEPBbIM MPOSIBNEHNEM
JIAM. [BYCTOPOHHWIA MHEBMOTOPAKC, Pas3BUTUE MHEBMOTO-
pakca BO BpeMs 6epeMEeHHOCTU UM PeLMAVBUPYIOLLMIA MHEB-
MOTOPakKC y MOJSIOAON HEKYPSALLEN XEHLMHBLI CBUOETENLCTBY-



10T 0 Hanuymm JTAM ¢ BbICOKOI BEPOSITHOCTLIO. Pexe BCcTpeya-
I0TCS1 KallenNb, KPOBOXapKaHbe M OTKaLLIMBaHWUE NTMMObI (IUM-
dopesq) [1, 2].

K BHeneroyHbIM npossneHnsm JJAM 0THOCATCS aHrMOMMO-
JIMMOMBI NMOYEK, XUNE3HbIN acumT, abaoMuHanbHas nuMmdane-
HonaTtusa 1 NMMGaHrMoNENOMUOMBI.

AHrMommonunomsl — gobpokayecTBeHHble 06pa3oBaHms
pa3mepamu oT 1 0o 20 cm 1 6onee, Yalle BCTPEYAIOTCS B MOY-
Kax 1 umetotcs y 40% 6onbHbIX cnopaanydeckum JIAM n'y 80%
60nbHbIX JIAM-TC. [MosiBNeHMe aHrMoMMOIUMOM MOXET Ha
MHOrO JIET onepexarb nopaxeHus nerkux npu JIAM. AHruno-
MUONINMOMbI HEPELIKO CYLLECTBYIOT HECCUMMNTOMHO, HO MHOTO-
YNCNEHHbIE aHIVIOMUOIMMOMbI KPYMHbBIX PA3MEPOB MOTyT BbiTh
NPUYKHON rematypum 1 6oneit B nosicHuue [1].

XuneaHblii acumMT 006YCNOBNEH CAABNeHNeM numbaTnyec-
KX COCYA0B 1 00bIYHO COMPOBOXAAETCS XUnoTopakcom [1].

YBenuyeHne 3abpIOLLNHHBIX, PEXe BHYTPUTA30BbLIX JINM-
$oy3noB, 06bIYHO BGECCUMNTOMHOE, BLISIBASIOT MPU yNbTpa-
3BYKOBOM mccnenosaHun (Y3WM) nnm koMnbloTepHO ToMorpa-
dun (KT) 6ptowHoit nonoctry 1/3 60nbHbIX [1].

JInmdaHrnonenoMmomel — KpyrHble KMCTO3HbIE OMyXxoJie-
BMAHbIE 00pa30BaHusl, COCTOSLLME 13 TMMBATUYECKOI TKaHW,
pacnonoxeHbl Yalle B OPIOLWHOW NONOCTW, 3abPHOLLIMHHOM
NpOCTPaHCTBE, NOSIOCTK Ta3a 1 BbisBAAoTCA Y 10% 60MbHbIX
JIAM npu xxanobax Ha TOLLUHOTY, OLLyLL,EeHNE PacTMPaHns B XU-
BOTE, Nepudepunyeckne otekun, amaypuio [1].

JAnarHocTuyeckne Kputepum

B 2010 r. ony6imkoBaHbl KMHUYECck1e pekoMeHaaumm Es-
POMNenckoro pecnupaTopHoro o6LLeCTBa NO AMArHOCTUKE U
BefeHuto 6onbHbiX JTAM, cornacHo KoTopbiM amarHosd JIAM
MOXET MMETb Pa3HYI0 CTEMEHb BEPOSITHOCTY B 3aBUCMMOCTU
OT KIIMHWUYECKUX AAHHBIX, HAIMYWS MW OTCYTCTBUS TMCTONOMM-
4eCcKOro NoATBEPXAEHUS, BHENErOYHbIX MPOSIBEHWIA, KapTu-
Hbl KT [3]. Yka3aHHble KpUTepUM OCHOBaHbl Ha pe3ysbratax
HECKOJIbKNX KPYMHbIX MCCNEA0BAHUA U MHEHWM 3KCMEPTOB.

BeccnopHbii puarHo3 JIAM:

— XEHCKMIA NON MIIOC Hannyme Nioboro 13 NEPeYNCIEHHbIX
HIVXE BHENErOYHbIX MPOSIBNEHWIA;

— @HrMOMUOAMMOMbI MOYEK;

— XUNE3HbII BLINOT B MIEBPAILHON M BPIOLLHON NONOCTY;

— IMMaHIMONENOMMOMbBI UM TMCTONOMMYECKNE NPU3HA-
k1 TAM npu 6uoncum numadoysna;

— Ty6epo3HbIli CKIepos.

Mpu HanuyuK 3TUX KPUTEPUEB HE TPebyeTcs rmcTonornye-
CKOro MOATBEPXAEHNS AMArHo3a.

BeposiTHbili puarHo3 JIAM:

— XapaKTepHbIE KIMHNYECKNE AAHHBIE NIIOC TUMWNYHBIE N3-
MeHeHust Ha KT nerkux nnbo

— TUNUYHbIE N3MeHeHus Ha KT nerkmx y 60/bHOM0 € aHruo-
MUOSIMMOMAMM UNIN XWUNE3HbIM BbINOTOM B MeBPanbHON Mn
OPIOLLHOW NOSIOCTU.

ManoBeposiTHbi guarHo3 JIAM:

— XapakTepHble n3meHeHust Ha KT nerkux npu oTCyTCTBUM
COOTBETCTBYIOLLMX KIIMHUYECKMX MPOsiBIEHNIA. B Takon cutya-
unmn Tpebyetca amddepeHumanbHas aMarHocTuka ¢ ApyrumMm
3aboneBaHNsAMM (CM. HUXE), B NepBYi0 o4Yepelb C NOMOLLbIO
rMCTONOMMYECKMX U UMMYHOTMCTOXMMUYECKNX METOAOB [3].
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O6s13aTeNbHbIM AMAarHOCTUYECKMM WCCEef0BaHUEM Y
60nbHbIX JIAM siBNSieTCa nccnenoBaHue NeroyHon GyHKUMK,
KOTOPOE MO3BOJISIET BbISBUTL MPOrPECCUPYIOLLYI0 BPOHXM-
aNbHYI0 0OCTPYKLMIO U CHUXEHVE AMdDY3MOHHON cnocob-
HOCTW nerkux. CHUxeHne nero4yHoin audaoysunm npu JIAM 06-
HapYXMBAETCA yalle, YeM CHUXeHne obbema GOPCHMPOBaH-
HOro Bblgoxa 3a 1-to cekyHay (OPB,), n cuntaetca Hanbonee
YYBCTBUTENbHLIM MHAMKATOPOM paHHel ctapuu 3abone,a-
Hus [3].

JlyueBas guarHocTuka

Ha paHHux cTagusix 3a6onesaHuns Npu 0ObIYHOM PEHTIEHO-
rpadun nerkux B OTCYTCTBME MHEBMOTOPAKCa UAu nneBpanb-
HOrO BbINOTa NATONOMMYECKMNE U3MEHEHNS MOTYT HE BbISIBASATh-
ca. Ha 6onee no3oHux ctagusx obHapyXnBalOTCA PETUKYO-
HOLYNSIPHbIE U3MEHEHUS 1 KMUCTbI (Bynnbl). Bonee noapo6HO
N3MEHEHNS B NErO4HON TkaHW BuAHbI Ha KT: xapakTepHbiMu
npuaHakamn JIAM €BRSIOTCA YETKO OYEPYEHHble OKPYrIble
TOHKOCTEHHbIE KUCTbI, PACMONOXEHHbIE CUMMETPUYHO B 060-
UX NEerkux, paBHOMEPHO MO BCEM NonsM. Paamepbl KUCT MOryT
BapbMpoOBaTh OT eABa pasnmunmMbix Ao 25-30 MM B AnameTpe,
KONMHYECTBO — OT €AMHUYHBIX KMCT A0 MOYTU MOSIHOMO 3amelLie-
HUS UMW NIEFrOYHOV NAPEHXMMBbI, TONLMHA CTEHKM KACT MOXET
konebaTtbCst OT NMOYTW HEBUAMMON A0 2 MM, pexe — A0 4 MM.
HenpaBunbHas dopmMa KUCT, TONCTas CTEHKA U Hanuyne WH-
TEPCTUUMANbHBIX M3MEHEHWUI B NIEFOYHON TKAHU HETUMWYHbI
ons JJAM v TpebyioT auddepeHumanbHoi AnarHoCTUKK C ApyY-
rMMun 3aboneBaHvsiMK NIETKKX, B MEPBYIO 04epefb C NaHrep-
raHCOKJIETOYHBIM MMCTUOLUTO30M.

MpeanoyTnTENbHBIM METOLO0M JIYHEBOI ANArHocTukm JIAM
asnsietca KT nerkux Bbicokoro paspeluexus [3]. Mpwu oTeyTeT-
BUM MHDOPMALLMM O BHENEMOYHBIX NPOSIBIEHUAX B MEPUOL, MO-
CTaHOBKM aumarHosa JIAM pekomeHzyeTcs BblinOAHUTL KT
OpPIOLLHON MONOCTW ANt aKTUBHOMO BLISIBNEHUSI aHTVIOMMWON-
MOM ¥ NopaxeHus TIMMQoy3510B OptoLLHo nonocTu [3]. AHrmo-
MMUOSIMMOMbI UMEIOT MIOTHOCTb XMPOBOWN TKaHU, OOHAKO npu
HaNMYUUN MESKUX aHTMOMMOINMOM TPYAHO CyAUTb 00 MUX NAOT-
HOCTW, NO3TOMY OHV TPeByIoT AnddepeHLMansHON AnarHoc-
TUKM C MNOYEYHO-KNIETOYHBIM pakom [1].

B cBS131 C BbICOKOW H4aCTOTON MEHUHIOM Y 60SbHbIX JTAM
PEKOMEHIYETCS NPOBEAEHNE MArHUTHO-PE30OHAHCHOW TOMO-
rpadun (MPT) ronosHoro moara [3].

Mopdonoruyeckas guarHocTuka

Mpu rMcTonorMyeckoM MccnefoBaHnM GUONTaToB JIEroy-
HOI TKkaHn npegnonoxexve o JIAM f0MXHO BO3HUKATL B Cy-
yae npeobnagaHus B Npenaparax Iero4Hon TKaHu KUCT, MHO-
XECTBEHHON Yy3€enKOBOM nponndepaumnm Heapenbix rMagko-
MBILLEYHBIX KNETOK U MEPUBACKYNSIPHO PACMONIOXEHHBIX 3MU-
TENMOMOHbIX KNeToK. Ecnu ructonormyeckas kapTuHa He
MO3BONSIET C YBEPEHHOCTbIO CYAUTL O AMArHo3e, cnenyert Bbl-
MOJSIHATb UMMYHOMMCTOXMMMYECKOEe UccnefoBaHne 61MonTaTos
C OKPACKOW Ha 0-aKTUH AKX MbILLL M C MOHOKTOHANTbHbIMU
aHTMTeNnaMym NUrMeHTHOM menaHoMbl YenoBeka HMB45 (nmo-
ckonbky JTAM-kneTku akcnpeccupytoT rankonpoTtenH gp100 -
Mapkep KNeTok menaHombl). Mpu guarHoctuke JIAM Takxe vH-
HOPMATUBHO MMMYHOTMCTOXMMUYECKOE BbISIBIEHNE PELLENTO-
POB K 3CTPOreHam v nporectepory [3].
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AunddepeHumnanbHblili AMarHo3

OTcyTCTBME AOCTATOYHOrO KOAMYECTBA AMArHOCTUYECKMX
kpuTepmes JIAM Bbi3biBaeT HEOOXOANMOCTb AnddepeHumanb-
HOW AMarHoCTUKW C APYruMM KUCTO3HBIMU 3a60neBaHNSIMU
NEerknx, Nnpexzae BCero C IaHrepraHCoKNeTO4HbIM MMCTUOLUUTO-
30M (rMcTnoumnTo3oM X) 1 amoOU3emMon, BaxHbIM HakTopom
naToreHesa KOTOPbIX SBASETCS KypeHue. [na ructnoumtosa
XapakTepHbl TONCTOCTEHHbIE KWUCTbl HENPaBWIbHON GOPMBI,
pPacnofioXeHHbIE MPEVMYLLLECTBEHHO B BEPXHUX U CPEOHMX OT-
fenax nerkux, Hepeako B COYETaHNM C MeKoo4aroBbIMU 13-
MeHeHusMU. pun BynnesHon amduseme BO3yLLIHbIE MOAOCTU
He UMeloT BUAMMBIX CTEHOK. MeHee penkvumu 3abonesaHus-
MU, KOTOPbIE MHOTAA HEOOXOAMMO BKIOYATb B ANDOEpeHLn-
aNbHO-ANArHOCTUYECKNIA NOUCK, ABSIOTCS NOPAXEHNE NErKmnX
npu cuHgpome LllerpeHa, numoounTapHas UHTepCTULMaNb-
Hasi MHEBMOHWS, TMNEepYYBCTBUTENbHbIA MHEBMOHUT, aMUIOU-
103, neliomMmmnocapkoma, cuHapom bepta-Xorra-[obe (reHe-
TUYECKOE ayTOCOMHO-0MWUHAHTHOE 3ab0neBaHne C nopaxe-
HMEM KOXW, IEFOYHLIMU KCTaMU 1 Pa3ANYHBIMI OMYXOSMU
noyek) n naumdarrnomatos [1].

leHeTu4yeckas AnarHocTuka

leHeTnyeckas gnarHoctuka npu JIAM HemHbopmaTrBHA 1
noTOMy He nokasdaHa. OgHaKo KAMHUYECKME PEKOMEHOALMN
EBponeiickoro pecnupaTopHoro obuecTBa rnacsT, 4To y
60nbHbIX TC pekoMeHayeTCsl reHeTUYeckoe TECTUPOBAHME 1
MELMNKO-FeHETUYECKOe KOHCYbTMPOBaHME. B ¢Ba3n ¢ aTum y
naumeHToB ¢ cumntomamu JIAM HeobGxooum TLLATENbHbIN
cOOp CEeMENHOro aHamHe3a, HanpaBfEHHbIA Ha BbISBNEHUE
npuaHakoB TC, a KMMHNYECKOE 1CCnenoBaHne AOMKHO OXBa-
TbIBaTb KOXHbIE MOKPOBbI, CETYATKY rM1a3a U HEPBHYIO CUCTEMY,
npuyem k 06cnefoBaHMio Taknx 60/bHbIX CleayeT NpuBiekaTh
CMeLnanncToB, 3HakoMblx ¢ nposineHuamu TC. Mpu JIAM u
[OBYCTOPOHHMX @aHMMOMMOANMOMAX, a TakKe NPy COMHEHUSX B
[MarHo3e cnefyeT HanpaBnsTb GOMbHbBIX K KIMHUYECKOMY re-
HeTuKy ansa nonHoro obcneposaHus [3].

BepneHue 60MbHbIX

Ha cerogHawHuii aexb ana JIAM He pa3paboTaHbl TOYHbIE
NPOrHOCTMYECKNE KPUTEPUW, HO, MO pesynbTataM HEMHOMO-
YMCNEHHBIX NMPOCMNEKTUBHBIX NCCNEf0BaHWiA, Gonee arpeccuB-
Hoe TeyeHve 3aboneBaHus HabnopaeTcs npy passutum 6o-
nes3Hu B 6onee MONOAOM BO3paCTe, B CNydasx, KOraa nepBbiM
NPOSIBNIEHNEM CTAHOBUTCS OApILLKA, @ HE MHEBMOTOPAKC, Npu
BbISIBIEHNN CHWXEHHOWN neroyHon anddys3nm B MOMEHT Mo-
CTaHOBKW IMArH03a 1 NONIOXUTENbHON peakumm Ha GpoHxonm-
THKM [2].

OcHoBHoi npobnemoli npu JIAM sBnsieTcs nporpeccupyio-
LLIEE CHUXEHWE NErovHor GyHKLMN, NPUBOASLLEE K XPOHNYEC-
KOW AblxaTesibHoM HegocTaTtodyHocTh (AH) yepes 5-10 net no-
cle nocTaHoBKM anarHo3a. CkopocTk cHkeHus OPB, cocTas-
nseT y Takux 60nbHbIX 70-120 Mn B rof, XOTs Y HEKOTOPbIX
60bHbIX NIeroyHas GyHKLMS 0CTaeTcs CTabubHON B TeYeHue
MHOTVX NIeT [2]. B CBSI3M C pa3HbIMM TEMMNAMU CHKEHWS IEr0Y4-
HOW YHKLUMW TPYOHO OMNpeaenuTb HeobXxoaMmylo nepuoamy-
HOCTb YHKUMOHAbHbLIX UCCNEeA0BaHMA. B 6ONbLUMHCTBE Chy-
YyaeB MHTePBa MeXay 1UCcneaoBaHNSaMIN COCTaBNSeT 3-6 Mec
B 3aBMCMMOCTYM OT CKOPOCTM YXYALLEHMS. Y NaUMEHTOB CO CTa-
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OUNbHBIM Te4eHneM 60NIE3HM UHTEPBA MEXAY UCCEeL0BaHUS-
MU MOXET BbITb yBENMYEH A0 roga [3].

py HopManbHON GYHKLMKM NEFKMX U OTCYTCTBMM pecnupa-
TOPHbIX CUMMNTOMOB 6OJSILHOrO CrneayeT HabnaaTb B TEUEHWE
rofa; Npu COXpaHeHWn 3a 310 BPpeMsi CTabUNbHOrO COCTOSHNS
Takne BGOSibHbIE HE HYXAAITCS B PErynspHoM HabnioaeHun
Ny bMOHOJI0ra U MOHUTOPUHIE Nero4YHON GYHKLMW A0 MOMEH-
Ta NOSIBNEHNS PECNMPATOPHONM cuMnToMaTuku [3].

[nst OLeHKM NepeHOCMMOCTH GU3NYECKMX HArPy30K U Bbi-
SIBNIEHVS1 apTepuanbHOM TMNOKCeEMUN, UHAYLMPOBAHHOW Pu-
3MY4€ECKOW Harpy3Kow, LMPOKO MCMOb3YETCS TECT C 6-MUHYT-
HOW X000, KOTOPbI PEKOMEHAYETCS BbINONHSATL 1 NPUW Nep-
BOM 06cnenoBaHumn 60nbHbIX JIAM, 1 npy nocneayowem Mo-
HUTOPVPOBaHUM AVHAMUKN QYHKLMOHANBHOrO cocTosHuS [3].
Mpwn passutum xpoHnyeckon H npw JIAM, kak 1 npu opyrmx
3ab0neBaHNIsX NIErKUX, HA3HAYAIOT KMCNOPOLOTEPANUIO, @ NpK
HaNMYMKN NOKa3aHWii MPOBOAAT TPAHCMIAHTALMIO NErKKX.

BonbHblie JTAM 06513aTelbHO HYXAAloTCs B MPOTUBOrPUI-
MO3HOW ¥ NPOTMBOMHEBMOKOKKOBOW BaKLMHALMN U OTKase OT
KypeHnus. MNockonbky TeveHne JIAM npeanonoxuTensHo CBs-
3aHO C 3CTpOreHamu, 6OJbHBIM KaTeropuyeckn He PEKOMEH-
[yeTcs Nprem 3CTPOreHoB ¢ NtoOoW Lenblo, Oyab TO KOHTpa-
LenTUBbI UM FOPMOHO3aMeCTUTENbHAs Tepanus. PUck nHeB-
MOTOPAKCOB MOBLILLIAETCS BO BpeMsi 6EPEMEHHOCTH, MO3TOMY
6051bHbIM JTJAM GepeMeHHOCTb He pekomeHayeTcsi. bepemeH-
Hble XeHLLMHbI ¢ JTAM gomkHbI HabntoJaTbCst COBMECTHO rMHe-
KOMIOroM U nynbMoHoorom [3].

YacTbiM BOMPOCOM, BOJIHYIOLLMM GONbHBIX, SBNSETCS BO-
npoc 06 aBuanepenetax. B nuteparype ectb coobLieHus o
pPa3BUTUM CMOHTAHHbLIX MTHEBMOTOPAKCOB BO BPEMS MyTELLECT-
BUIA NO BO3A4YXY, OAHAKO NPV COXPAHHOW NErOYHOM DYHKLMN
aBvanepeneTbl He MPOTVMBOMOKa3aHbl. pu NPUCOeaUHEHNM
XpoHuyeckoin [JH apTepuansHas rmnokcemmst MOXeT ycyryb-
NTbCS BO BPEMS aBUANepesieTos; TakuM 60JibHbIM BO BPEMSI
rosieTa PEKOMEHAYIOTCS Hransuum kucnopoaa. Asmaneperne-
Tbl MPOTUBOMNOKA3aHbl NMPU HANVYUKM HEPA3PELLEHHOrO MHEB-
MOTOpakca 1 B TedeHre 1 Mec nocne BO3HMKHOBEHUSI MTHEBMO-
Topakca [3].

BonbHbiM JIAM Heobxoauma duandeckas peabunmraums.
Moka He paspaboTaHbl cneuuanbHble peabunnTaunMoHHbIE
nporpaMmsbl 4as nuL, ¢ 3ToW NaTtonornei, ogHako MOXHO UC-
noJsib30BaTh OMbIT, HAKOMEHHbIN NPW peabunuTauum nauyeH-
TOB C APYrMMUY 3a00NEBAHUAMU NETKUX, B TOM YUCIIE C XPOHU-
4eckol 06CTPYKTUBHON 6one3HbIo nerkux [3].

JlekapcTseHHasa Tepanus JIAM

HecmoTpsa Ha naTtoreHeTnyeckyto cBsdb JIAM ¢ acTporeHa-
MU, KNHNYeckas 3PpdeKTVBHOCTb aHTUACTPOreHHON Tepanun
npu JIAM (TamokcrdeH, NporecTepoH, 0BapuakTOMUs) He [O-
Ka3aHa [2].

Yyactre mTOR B natoreHese JIAM cTano noBoAOM Ans UC-
Nosb30BaHUS MHIMOUTOPOB 3TOro GEpPMEHTa, B YaCTHOCTM pa-
namuumHa (cuponumyca), B KOHcepBaTuBHOM Tepanum JIAM.

B 2008 r. J.J. Bissler et al. npoBenu 0TKpbITOE HEPAHAO-
MU3MPOBAHHOE KIUHMYECKOE WCCNIeA0BaHUE C y4acTMEM
25 60snbHbIX JTAM-TC nnn cnopaauyeckum JIAM, B KoTopom
n3y4yanu BAMsSHUE Tepanmm CUPOANMYCOM Ha aHTMOMUOANMO-
Mbl. BObHBIE MONYYanu CMPOAMMYC B TedeHne 12 mec, ogHa-



KO HabMoAeHMe 32 HAMKU NPOAOIXanoch ewe 12 mec nocne
OKOHYaHusa Tepanuu. 3a 12 Mec nevyeHns cpefHuil 06bLEM aH-
rMOMMONINMOM yMeHbLUMncs Ao 53,2 + 26,6% OT UCXOAHOro
(p < 0,001); ODB, noebicuncs Ha 118 = 330 mn (p = 0,06),
dbopcupoBaHHasa Xn3HeHHas eMKoCTb nerkux (PXXEJT) - Ha
390 £ 570 mn (p < 0,001), octaTouHbIi 06BEM nerkux (O0J)
yMeHbLmncs Ha 439 + 493 mn (p = 0,02) no cpaBHEHWMIO C UC-
XOOHbIMY 3Ha4YeHnsaMn. OJHAKO Yepes rof, nocne 3aBepLUeHns
NeYeHnst CMPONMMYCOM 3TV MOKa3aTeny BHOBb YXYALLIMINCD!
cpeaHwin o6bem aHruommnonunom coctaeun 85,9 = 28,5% ot
nepsoHayanbHoro, O®B; npeBbilan UCXOLHOE 3HAYEHWE
Bcero Ha 62 = 411 mn, ®XEJ - Ha 346 + 712 mn, OOJ1 6bin Ha
333 = 570 mn HUxe ncxogHoro. Y 5 60NbHbIX Pa3BMINCH Cepb-
e3Hble NoboyHble ahdekTbl B BUAe Avapen, nuenoHedputa,
cTomaTtuTa, pecnMpatopHbiX MHekuwnii, notpeboBasLiMe
NPeXAEeBPEMEHHOMO NPeKpaLLeHns neyexmns [4].

Tpems rogamn no3xe FX. McCormack et al. BeinosiHunn
paHOOMM3NPOBAHHOE [ABOMHOE Cnenoe nnaueboKoHTPoMpy-
eMOe MCcCcnefoBaHne ¢ yyactveM 6onbluero yncna 6ombHbIX
JIAM - 89, 13 koTopbix 46 nonyyanu cuponnmyc n 43 — nnaue-
60. 4nMTeNsHOCTb NIEYEHNSI CUPOMYCOM MO-MPEXHEMY CO-
cTaBnana 12 mec. Ha doHe neyeHns CKOPOCTb CHVXEHUS
O®B; coctaBmna 1+ 2 mn B MecsiL, N0 CPaBHEHMIO ¢ 12 =2 Mn
B rpynne nnauebo (p < 0,001) ¢ abConMoTHOM pa3HULE MeX-
oy rpynnamu 153 mn, nnm 11% 0T MCXOQHOMO CPpeHero 3Have-
Hus ODB;. B rpynne cuponumyca Takxe ynydwmnucs OXEJ,
dyHKUMOHaNbHas octaTtoyHas emkocTb (POE) n kavyectBo
XM3HM N0 CPABHEHUIO C nokasaTensMu rpynnbl nnauebo, oa-
HAaKO He MoJly4eHO CTaTUCTUYECKOM JOCTOBEPHOCTI Pa3finymin
MexXay rpynnaMmu B AMHAMUKE PACcCTOSHUSA, MPOWAEHHOrO B
6-MVUHYTHOM TecTe, 1 AUdOY3NOHHON CNOCOBHOCTU NErkuXx.
locne 0TMEHBbI cCUponuMyca neroyHas GyHKUMS BHOBb CTana
cHUxaTbca. Yactota noboyHbiX 3PGHEKTOB OOCTOBEPHO HE
pasnuyanacb Mexay rpynnamv cuponvmyca u nnauebo, xots
Ha POHE aKTMBHOMO JIEYEHMS OHN BCTPEYaAINCh Yalle (CTomMa-
TUT, Anapes, TOWHOTA, MMNEPX0NEeCTEPUHEMNS, KOXHAs ChiMb,
OTEKM HUXHUX KOHeYHoCTew) [5].

Taknm 06pa3om, B CBA3U ¢ HebGObLIMM 06bEMOM A0Ka3a-
TENbHbIX AaHHBIX CUPOAVMYC NOKA HE BOLLEN B PYTUHHYIO KIIMHW-
yeckyto NpakTuky. OgHako, yunTbiBast BO3MOXHOCTb NPaKTU4eC-
KO Nosnb3bl OT MPMMEHEHNS 9TOr0 Npenapara, CMPOINMYC MO-
XET HazHa4aTbCst B0MbHBIM C ObICTPLIM YXYALEHWEM DYHKLMM
NErkvux UanM HapacTaHWeM KIMHUYECKON CUMNTOMATVKM nocne
TLATENbHOM OLEHKN COOTHOLLEHMS prCKa 1 Nonb3bl. B nepuog,
NEYEHNS CUPOSIMMYCOM HEOOXOAMMO BHUMATENLHO CNeamnTh 3a
NepeHOCMMOCTBIO Npenapara v kaxable 3 Mec KOHTPOIMPOBaTbL
nokasarenn GyHKUMK abixaHus. JledeHne CMpoMMycoM SOmK-
HO NMPOBOAMNTLCS TONBKO B CNELMANN3MPOBAHHBIX MEANLIMHCKMX
ydpexaeHusx, B KOTOPbIX 3aHUMAIOTCS ledeHreM 1 Habnoae-
HyeM 6osbHbIX JIAM [3]. LieneBasi KOHUEHTpaumWs CUponvMmyca B
nna3me kposu coctasnsieT 5-15 Hr/mn [5, 6].

B HacTosILLEee BpeMSs BEAYTCS KIMHUYECKME UCCNeN0BaHNS
adPEKTUBHOCTY 3BEPOMMYCa — NpeacTaBuTens Il nokoneHms
NMHrMémTopoB mMTOR -y 60nbHbIX JIAM [7].

B cBS131 C 06CTPYKTUBHBIMU HAPYLLEHWSIMUW JIEFrOYHON BEH-
Tunaunm npn JJAM 1 N0N0XUTENBHON — B HEKOTOPbIX CyYasXx —
peakumelnt Ha 6poHxoamnaTaTopbl 60nbHLIM JTAM BO3MOXHO
Ha3HaYeHue MHransauMoHHbIX BpoHxoamnaTaTopos [3].

Peakne bonesHN
B |

KnuHuyeckuin cnyyai

MaumneHTtka A., 1975 r.p., o6patunack K nysbMOHONOrY C
Xanobamy Ha HeexenHeBHbI cybdebpunutet oo 37,2°C,
YMEPEHHYIO ObILIKY Mpu BbICTPO xoabbe (“TpyaHO Bbi-
OOXHYTBL”).

13 aHamHe3a n3secTHO, 4T0 B 2000 I. B CBA3M CO MHOXECT-
BEHHbIMW aHTMOMUOAMNOMAMM U MaKporeMaTypuen nepeHec-
na HedppakTommio cnpaea. B 2005 . nosiBunach oplllka npu
ObicTpOI xoabbe (“TpyaHo BbloOXHYTL”). B 2006 r. passuics
[OBYCTOPOHHMI MHEBMOTOPAKC, MPOBEAEHO APEHUPOBAHWE
nneBpanbHbIX NOMOCTEN, NOCNe Yero NHEBMOTOPAKC paspe-
wuncs. Torga xe npu KT nerkux BbiSiBAEHbI ABYCTOPOHHME
KMCTO3HbIE M3MEHEHMWs, HO AaNbHelilee obcnenoBaHe He
npoBoAMNOCk. MNauneHTka orpaHmnymnna cBoo GU3NYECKyto ak-
TUBHOCTb M HA CAMOYYBCTBME HE Xanosanach.

B despane 2013 r. pa3Buacs CNOHTaHHbIA MHEBMOTOPAKC
cnpasa, naespanbHas NoNoCTb APEHMPOBaHa. B cTaumoHape
npu Y3W BbisIBNEHbl MHOXECTBEHHbIE 04aroBble U3MEHEHUSs
NeYeHn, ceneseHkn, eauHCTBEHHON NeBOM Noyku. Nocne Bbl-
MUCKN CaMOYYBCTBME BEPHYOCh K MCXOLHOMY, COXpaHsiach
yMepeHHas opllka npv 6eicTpoii xoabbe. Mpu nosTopHoi KT
nerkux B mapte 2013 . coxpaHsnmnchb NpexHue KNCTO3HbIe 13-
MeHeHUs1 B 000MX NIErkux no BCEM MOMSM (PUCYHOK), KOSU-
4ECTBO KMCT MO CPaBHeHMIO ¢ TakoBbIM B 2006 r. yBenMumnocs.
B cBa3u ¢ BbickadaHHbIM npeanonoxeHrem o JJAM 6onbHas
HanpasneHa B HAW nynsmoHonorun ®MBA Poccun.

lNepeHeceHHbie 3a60/1eBaHNS: B TEYEHNE HECKOJbKMX NET
CTPagaeT XPOHNYECKON aHeMMElN Ha GOoHe peLnamBupyloLLEen
reMaTypum 1 MMOMbl MaTKW, NEPUOANYECKM MPUHMMAET npe-
napartbl xenesa. B 2000 r. nepeHecna renatut B nocne nepe-
NBaHKS KPOBU MO MOBOAY MakporeMaTtypum n aHemun. B des-
pane 2013 . Npy1 racTPOCKONMM BbISIBNEHbI OCTPLIE S3BbI 1 3PO-
31K Xenyaka, nocne neveHns chopmmposanach pybLosas ae-
dopmaumns nykoBuLbl OBEHAALATUNEPCTHON KuwkKn. Bboneet
OCTPbLIMU PECTIMPATOPHLIMU BUPYCHBIMU MHDEKUMaMN 1-2 pa-
3aBrof. B 2013 r. BbisBNeHa raMapToma CeT4aTku OAHOro ra-
3a. bbino Heckonbko GePEMEHHOCTEN, 3aKOHUYMBLUMXCSH Meau-
LMHCKMMK abopTamu. PoioB He 6bIno.

KomnbloTepHas Tomorpamma nerkux 06onbHoi JIAM.
Mo BCeM NIero4yHbIM NOJIIM MHOXECTBEHHbIE OKPYIJIble TOH-
KOCTEHHbIE KNCTbl Pa3HbIX Pa3MepOB.
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Peakne bonesHN

Mpu cbope ceMetHOro aHaMHe3a BbISICHUOCh, 4TO Y CECT-
pbl €CTb M3MEHEHUS KOXM (PO30BaTO-Oyphle NATHA, nanynes-
Hbl€ BbIChIMAHMS) U NOAO3PEHNE HA AHTMOMUOUMOMbI MOYEK.

BpeaHbix npuBblyek HET. HebnaronpuaTHbIX NPOU3BOACT-
BEHHbIX BO3LENCTBUI He ObIO.

lpu ocmoTpe COCTOSIHME OTHOCUTENbHO YOOBIAETBOPU-
TenbHoe. KoXHble MOKPOBbI 0ObIYHON OKPACKM U BIAXHOCTH,
LMaHo3a HeT. Ha NosICHMLLE HECKONBbKO OKPYMIbIX 04aroB Xen-
TOBATOro LBETa, CMerka BbICTYMAKOWMX Haf, MOBEPXHOCTHIO
OKpYXaloLlen Koxu. Ha nuue MHOXECTBEHHbIE Manyne3Hble
BbIChINAHWS LiBETA HEM3MEHEHHOW KOXM, Ha Noabopoake U
BEPXHEW 4acTu rpyaM pPO30BaTO-KOPMYHEBATbIE NATHA He-
npasubHON dopMbl. Mepudepnyeckne numdoysnbl He yBe-
nnyeHsl. MbileyHas cuctema passuta cnabo, NUTaHWe CHU-
XeHo (pocT 165 cm, macca Tena 45 kr, HAEKC Macchl Tena
16,5 kr/m?). Mepndepnyeckrx 0TEKOB HET.

OpraHbl AplxaHus: yactoTa Abixanus 16 B 1 MuH, dopma
rPYOHON KNETKN UMANHAPUYECKas, MePKYTOPHBINA 3BYK Neroy-
HbI N0 BCEM NONAM. JpixaHne BE3MKYNSPHOE, XPUnbl OTCYTCT-
BytoT. CaTypaumsi kpoBu npu nynbcokcumeTpum (SpO,) npu
[bIXaHU KOMHATHBIM BO31yXOM B nokoe 97%.

OpraHbl kpoBooOpaLleHns: 0651acTb cepaua BHELLHe He
M3MEHeHa, rpaHnLLbl OTHOCMTENbHONM TYNOCTU Cepaua B npe-
[ienax HOPMbI, 4acToTa CepaeyHbIX CoKpaLleHnin 78 B 1 MUH,
TOHbI CepALa ACHbIe, PUTMUYHBIE, LLIYMOB B CEPALLE HET, apTe-
puanbHoe naenexnme 110/70 Mm pT. CT.

OpraHbl NULLEBAPEHUS: A3bIK YUCTbIA, BNAXHbIA, B 3eBe
cnnsmcTas 06bIYHOW OKPACKW, HANEeTOB HET, MUHOANMUHbI He
yBenuyeHbl. XXMBOT MArknin, 6€3601E3HEHHDIN, MEYEHb U Cene-
3€HKa He YBENNYEHbI.

OpraHbl MOYEBbLIAENEHNS: MOYKM HE NANTbNMPYIOTCS, CUMM-
ToM [lacTepHaLKoro oTpuuaTesbHblil ¢ 06emx CTOPOH. Ans-
YPUYECKMX SBAEHWI HET.

MaupeHTke npoBeaeHa 6oamnnetTnamorpadus, Npu KoTo-
POl BbIsIBNEHA TsXenasi reHepanvm3oBaHHas OpOHXMasbHas
o6¢Tpykums ¢ OXEN 88% ot momkHoli, OPB, 46% OT monx-
Horo, O®B,/PXEN 0,45, Bo3ayLwHble “nosywikn” ¢ 00J1218%
OT [OJIKHOro, runepuH®nsums nerkux ¢ obuiein eMKoCTbio
nerkmx 134% ot ponxHoit n @OE 154% ot pomkHoin. Anddy-
31IOHHasA CNoCOBHOCTb NErknx CHmxeHa 0o 46% o1 O0MKHOMN.
BpoHxoamnataumoHHblli TecT ¢ 400 Mkr canbbyTamona oTpu-
uatenbHbIin. B Tecte ¢ 6-muHyTHOM Xoap6oi SpO, cHU3Mnach
¢ 99 0o 88% c yyawiennem nynbca ¢ 83 0o 101 ya/mMuH 1 Hapa-
CTaHveM oLk no wkane bopra ¢ 2 oo 4 6annos. Mpoiine-
HO 542 M (79% OT OOMIXHOro Npu HopMme 688 M, paccymTaHHOM
no ypaeHeHuto Enright P.L. et al., 1998).

B KnMHMYECKOM aHanm3e KPOBW aHEMWUS NIErkoi CTemneHu
CO CHUXEHMEM YpOBHS remornobuHa no 115 r/n, octanbHble
rnokasaTenu B npefenax HopMbl. 1o pesynbratam Groxmmunye-
CKOro aHanm3a KpoBv QYHKLMS MEYEHN U NMOYEK HE HapyLLEHA.
B aHannse MokpoTsl nerikouuTel oT 5-7 fo 25-30 B none 3pe-
HWS, 3PUTPOLMTOB HET, 303MHOGKMNOB HeT. MNpyn MPT ronosHo-
ro MO3ra OnMcaHbl HECKOJbKO Y3/10B B BELLECTBE MO3ra.

Ha ocHoBaHuy TMnMYHOM KT-KapTuHbLI NOPaXXeHWs Nerkux B
COYEeTaHUM C NMHEBMOTOPAKCOM B aHaMHe3e, aHrMoOMUOMMO-
Mamu NoYeK, NeYEeHN, CENE3EHKM, FONIOBHOMO MO3ra, cneuudu-
YECKUMU MU3MEHEHUSMU KOXU (prbpomamu), ramapToMamu
rna3 1 00CTPYKTUBHLIMU HAPYLLEHVSIMU NEFOYHON PYHKLMM Bbl-
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ctaeneH anarHo3 JIAM-TC, 0CNO)XHEHHOr0 XPOHUYECKO rmmno-
kcemundeckon H | crenenn (knuHuydeckn — OH lIl ctenenn).

0OGcyxaeHue

B onmMcaHHOM KIMHUYECKOM Clyyae y MaumeHTKN — HEKypsi-
LLEN MONIOAOM XEHLLUMHBI — UMEIOTCH aHTMOMMUOIMMOMbI MOYEK,
ramapToma rnasa, GubpomMaTo3Hble N3MEHEHUS KOXM, Xapak-
TepHble a5 TC nopaxeHWsi FOIOBHOMO MO3ra U TUMUYHbIE ANst
JIAM nameHenus Ha KT nerkux, 6bla ABYCTOPOHHMIA MHEBMOTO-
pakc. COBOKYMHOCTb 3TMX KpuTEeprEB Aenaet amarHos JIAM-TC
6eccnopHbIM, HECMOTPS Ha OTCYTCTBME TMCTONOMMYECKOrO
noaTBepXaeHUs. BeposTHo, y 9TOW NauyeHTKN MeEeTCs ce-
MEWVHbI aHaMHE3 (MOXOXMEe NPOSIBIEHNS Y POAHON CECTPHI),
YTO TakXe CBUAETENbCTBYET B NOJbL3Y YKa3aHHOr0 AMarHosa.

3aboneBaHne Ha4anoch C NOYEYHOW NATONOTK, U TONBKO
cnycTsa 6 net pa3suncs nHeemoTopakc. OaHako emy npeglue-
CTBOBAIO NOSIBNEHWE OAbILIKN NPV PUIUYECKUX HArpy3Kax.

Mpu nepBom o6cnepoBaHun B HUWU nynbmoHonormm
®OMBA Poccvu y naumeHTKu BbiIBNeHa Tskenas 6poHxvans-
Has 06cTpykumst ¢ OPB, 46% OT AOMKHOrO, CHUXEHWE Neroy-
Hol anddy3nm ao 46% OT JOMKHONM, AecaTypaunn aptTepu-
anbHoi kpoem — ¢ 99 1o 88% B TecTe ¢ 6-MUHYTHOI X0A001.
BmecTe ¢ Tem 6onbHas LOCTATOYHO XOPOLUO aAanTMpoBaHa K
CcBOeMy 3ab0NEBaHMIO, TaK Kak OLEHWMNa OAbILLKY B MOKOE B
2 6anna no wkane bopra (cnabas ogpiwika), a npu huanyec-
KO Harpyske — B 4 6anna (OTHOCUTENBHO CUMbHAS OAbILLKA).

Hauano pecnupaTopHbIXx NposiBNeHuii 3ab0oneBaHns ¢
OJbILIKYM C NOCNefyoLWyM pa3BUTUEM NMHEBMOTOPAKCA, TsXe-
nast 6poHxmanbHas 06CTPYKUMS U CHUXEHUE ANDdY3MOHHOW
CNocoBHOCTU NETKUX, BbISBIEHHbIE NPU NePBOM 06CnenoBa-
HUK, MOXHO PacLEeHUTb kak GpakTop pucka ObICTPOro nporpec-
cupoBanus JIAM. Mpu aTom TpebyeTcs 6onee TLiaTeNlbHoe Ha-
6niogeHe 3a MaUMEHTKON M MOHUTOPUPOBaHME OYHKLMO-
HanbHOro COCTOsHMS Kaxable 3 Mec. Mpu noBTopHbIX KT ner-
KWX, BBIMOJMIHEHHBIX C WHTEPBANOM B 7 NieT, OTMEYanochb
YBEJIMYEHUE YMCna NIEroYHbIX KUCT. C y4eTOM TSXKENOoro Hapy-
LUEHMS NIErOYHON DYHKLIM, OABILIKU NPV YMEPEHHBIX hUsmnye-
CKMX Harpyskax v NporpeccupoBaHnst CTPYKTYPHOrO nopaxe-
HUS1 NErKUX NaumMeHTKe nokasaHa Tepanus CUpPOSIMMYCOM.

Takum o6pasom, JIAM - peakoe 3aboneBaHue Nerkmx, Ko-
TOPOE MOXET MMETb TaKKe M BHENEroyHble nposienexHus. He-
CMOTPSA Ha HW3KYID 4acToTy BcTpedaemocTn (1 cnyyain Ha
400000 XeHLLWH), Tak1me NauMeHTbl BCE Xe BPEMS OT BPEMEHMU
nonazaloT B MoJfie 3peHNst Bpayel, Npu 3TOM BaXHO BOBPEMS
HanpaBWTb Takmx 60NbHbIX K NMySbMOHONOrY. B HacTosLee Bpe-
ms B HUW nynbmoHonorun ®MBA Poccum geitcteyeT paboyas
rpynna, KoTopas 3aHMmMaeTcs co3iaHnem PoCccrinckoro peruc-
Tpa 60nbHbIX JIAM, a Takxe 1x HabntoaeHNEM U NEYEHNEM.

Cnucok nutepartypbl

Harari S. et al. // Eur. Respir. Rev. 2011. V. 20. Ne 119. P. 34.
Cordier J.-F.,, Johnson S.R. // Orphan Lung Diseases / Ed. by
J.-F. Cordier. Eur. Respir. Mon. 2011. V. 54. P. 46-83.

Johnson S.R. et al. // Eur. Respir. J. 2010. V. 35. P. 14.

Bissler J.J. etal. // N. Engl. J. Med. 2008. V. 358. P. 140.
McCormack F.X. etal. // N. Engl. J. Med. 2011. V. 364. P. 1595.
Taveira-DaSilva A.M., Moss J. // Expert. Rev. Respir. Med. 2012.
V. 6. Ne 3. P. 267.

7. Bissler J.J. etal. //Lancet. 2013. V. 381. N2 9869. P. 817.

N —

o AW





