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AKTyaJIbHOCTH IIPOOJIEMbI

JTIMMPaHTMONENOMNOMATO3 NIETKUX A

Normal

(MTAM) - opdaHHOe 3aboneBaHme,
noparkatouiee *KeHwmH
npenmyLecTBeHHO AeTOPOAHOro
BO3pacTa.

B cBA3M C peaKON BCTPEYaEMOCTbIO
HO30/10MMN NCTUHHYIO
3aboneBaemocTb onpeaennTb
3aTPYAHUTENBbHO, AaHHble
OTEYEeCTBEHHbIX N 3apyDOEXKHbIX
aBTOPOB Pa3HATbLCA.
PacnpoctpaHeHHOCTb JIAM, no
NAaHHbIM 3apyberKHbIX aBTOPOB,
coctasnaeT 1 Ha 400 000 yenosek.

Johnson J.F., Cordier M., Lazor R. et al. 2010, McCormack F.X.,
Gupta N., Finlay G.R. et al. 2016
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JlmmdararmoseriommoMmaTos

Y3noBas dpopma

Pa3HoKkanmbepHasa oyarosas
ANCCEMUHALMA B IEFTOYHOM
TKaHu, 6e3 Npru3HaKoB
NOpPa*KeHUs APYrnx CTPYKTYp
NIErKnx, mopdonormyeckas
CTPYKTYpa y3/10B

COOTBETCTBYET 1EMOMMUOMAM.

Judbdysuas dopma

Mponndepaumna aTMNUYHbIX
rNaAKOMbILWEYHbIX KNEeTOK
NnpPMBOAUT K POPMUPOBAHUIO
BO34yXOCOAEPHKALMX KUCT. 3TO
BO3MOMKHO 3a CYET K/IanaHHOro
MexaHu3ma npu obamtepaunm
NpocCBeTa MeNnKoro bpoHxa c
nocieayroLwmnm ero
nepepacTarKeHnem.




JTHOIIATOTreHEe3

. B HacToAllee BpemA
BblAENAOT
cnopagunyeckmm 1AM 6e3
NPU3HAKOB reHEeTUYECKOro
3aboneBaHUA N CUHOPOM
JTAM npu Ty6epo3Hom
CKnepose.

2

Tybepo3Hblii cknepos - peakoe (1 : 10000 HaceneHms) ayTOCOMHO-
AOMMHAHTHOE reHeTn4yeckoe 3aboneBaHne, OTHOCALWMECA K Fpynne

Heﬁ PO3KTOAEPMAJIbHbIX Ha prJeHMﬁ.
1. Bittmann et al. (20032.) u M. Karbowniczek et al. (20032.)




BonbluKMHCTBO c/iyyaeB Ty6epo3HOro ckaeposa obycnosneHo mytaumamm asyx reHoB: TSC1 n TSC2,
KOTOPble KOAUPYIOT BblpabOTKy ramapTMHa 1 TybepuHa, peryanpytowme ryaHosmHTpudocdaTtasHyto
aKTUBHOCTb APYruUX BHYTPUKIETOUYHbIX 6e/KOB.

TSC1 mnm TSC2
My TaLWN
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MNpemwecTeexHukn | SupoTenuit |MaTtpwesie| IHaCTENKaE- |17-CeTa-3CTpa-
NAM kneTox, MM ETH- METaNNO- | NbHLIA hak- osan

HecyLUmwa TSC HOCHMX NpoTEW- TOp pOCTa
wrm TSC2 myTawmm cocynoB Hé 3kl cocynoe-[1

Pwmc. 15.53. Muoroctynesuartan MoOend natoredess Mol TNussbaTryeckuil y3an

Pecnupamopras meduyuna A.I. Qyuwanun, 2017




Ona NAM xapaKTepHa No/IMCUCTEMHOCTb NpoLLecca C BOBNEYEHUEM He TOJIbKO 1EF0OYHON NAapeHXUMbI,
HO M Ha/IMYMEM IKCTPAMNY/IbMOHA/IbHbIX NPOABNAEHUN (BHEOPraHHble 3abptoWnHHbIE 06pa3oBaHUS,

Nopa*keHne NapeHXMMaTo3HbIX OPraHOB OPHOLLIHOW NOOCTU, 3aOPIOLMHHOIO NPOCTPAHCTBA M MANOro
Tasa).
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B xknnHnyeckon kaptuHe JIAM npeobnanaroT
pPECIIUPATOPHbIC HAPYIIICHUS

XMJI0TOpPAKC IImeBMmoTOpakKc IIporpeccupyromasn
OOBINIKA




OaHaKo nHoraa
3aboneBaHue
MaHudecTnpyer
3KCTPATOpPAKA/IbHbIMMU
NPOABEHNAMMN U MOXKET
ObITb MOXOXKMM Ha
AMMPOoMY NN paK
ANYHUKA.




Jl1s KIMHUYIEeCKUX MPOABJI€HUN TyOepOo3HOro
CKJIEpO3a XapaKTepPHO:

-KOXKHble 3HAKW: TMNONUIMEHTHbIEe NATHA, aHrMoMmuopmnbpombl MUa, «LLlarpeHeBasa Koxa», PUBPO3HbIE
61AWKN, OKoNoHorTeBble GUBPOMBI




Jl1s KIMHUYIEeCKUX MPOABJI€HUN TyOepOo3HOro
CKJIEpPO3a XapaKTEepPHO:

- HEBPOJIOTMYECKAA CUMMIMNTOMATUKA: CydOPOXKHble - NOpPaxKeHnA OCTaJ/ibHbIX BHYTPEHHUX OPraHOB:
NapoOKCU3MbI, YMCTBEHHAA OTCTAJ10CTb raMapTomMbl CETHATKMN, p86,£I,OMMOMbI cepaua,
dHITMOMUNOINMOMbBI NMevYeHU N NoYYeEK

M. Kitaichi, K. Nishimura, H. Itoh [et al.] / Am. J. Respir. Crit. Care Med. — 1995. — 151:
527-533




Jl1s KIMHUYIEeCKUX MPOABJI€HUN TyOepOo3HOro
CKJIEpO3a XapaKTepPHO:

- NOpaxeHne JIErOYHOMN TKaHWN: TOHKOCTEHHbIE BO34yxcoaepxawmne KUCTbI

AL HTE- 130y r

Bacunwvesa M.A., 2018ez.




JlabopaTopHbIe MeTOObI TUATHOCTUKU

O6wnn aHaNn3 KPOBU: U3peKa OTMeYaeTcs
303nHOPUNAMA N nosbiweHne CO3.

O6LWwu aHaNU3 MOUYMN: HE3HAYUTE/IbHASA
NPOTENHYPUA.

BuoxummuecKkoe uccneaoBaHme KPoBU: MHOTAA
HabaoaaeTca rMnepxonecTepuHemMmnsa, BOSMOXKHO
yBe/IMYeHMe YPOBHS a2- N Y-INoOYJANHOB,
aMUHOTpaHchepas, obLlen nakTataernaporeHassi,
aHrMoTeH3MHNpeBpalatowero depmeHTa.

Morton J.M., McLean C., Booth S.S. et al., 2008; 27 (4): 462-465. DOI: 10.1016/j.
healun.2008.01.005




PeHnrreHosiornyeckoe uccJaeaIoBaHue

® VCUIEHNE NEero4YHOro PUCyHKa
CeTYaToro xapakrepa;

e yBe/In4YeHmne obbema nerkumx.
[1pn pa3BUTUKN NHEBMOTOPAKCA
onpeaenseTca cnasweecs
noaKaTtoe BO34yXOM JIETKOE,
NpwY Pa3BUTUN XUIOTOPAKCA —
MHTEHCUBHAA rOMOreHHas TeHb
(3a cyeT BbINOTA) C
KOCOBOCXOAALLEN BEPXHEN
rpaHuLen.

N. Berkman, A. Bloom, P. Cohen [et al.] // Respir. Med. — 1995. — 89: 381-383



NccinenoBaHne BEHTUJIAIIMOHHOM CIIOCOOHOCTH JIETKUX




XapaKTepHO yBennyYeHme oCTaToOYHOro 06 bema /Ierkmx B CBA3U C
ob6pa3oBaHMEM MHOXECTBEHHbIX KUCT. Y 6onbLlUMHCTBA BO/IbHbIX
onpeaensieTca TakKe 06CTPYKTUBHbBIN TUM AblXaTeNbHOM
HeA0CTAaTOYHOCTU: CHMXEeHNe obbema POPCUPOBAHHOTO BblJOXA 33 OAHY
cekyHay (OPB1). O6CTPYKTUBHbIE U3MEHEHUA BbIABAAIOT YXKe Ha CaMblIX
PAaHHUX CTaausax 3aboneBaHns, NO3TOMY HONbHbIM MOMKET ObITb
OLWKMOBOYHO YyCTaHOB/IEH AMArHO3 6POHXMaNbHOM aCTMbl U
XPOHUYECKOro 06CTPYKTUBHOIO 3aboneBaHUA NETKUX, AaXKe NpU
OTCYTCTBMM COOTBETCTBYIOLLEN KANHNYECKOU KapTUHbI. OgHako ana JIAM
(B oT/IymMe oT BPOHXMaNbHOM AaCTMbl MU XPOHUYECKOTo 0O6CTPYKTUBHOIO
3ab0neBaHMA NEerknx) XxapaKTepHO BblparKeHHOE CHUXEHUE
ANdPY3INOHHOM CNOCOOHOCTU NNerTKnX. PecTpuKTUBHAA AbixaTenbHas
HeaoCcTaTOYHOCTL (CHUKeHue KEJT) npucoeagmnHaeTca no mepe
nporpeccupoBaHna 3aboneBaHus.




RomnoeioTepHasa Tomorpadusa

Ona NAM xapaKTepHbl MHOXeCcTBEHHble ANPPy3Hble, XOPOLLO
oYyepyYeHHble MeJIKMe TOHKOCTEHHbIE KUCTbI.

Bacunvesa M.A., 2018e.
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Bacunvesa M.A., 20182



IlaToMmopdorornueckasgs qUarHOoCTUKA

Mpn natomopPoaorMyeckom nccneaoBaHMM OTMEYatoTCA ceayowme NpU3HaKku
3aboneBaHuA:

® 3HAYUTE/IbHOE YNJIOTHEHNE TKAHWU JIETKUX, MHOXKECTBO Mesikux y3enkos 0,3—0,7 cm B
anameTpe, benecoBaTblX, 3aNONHEHHbIX ¥XUAKOCTbIO, OHU PACMONOXKEHbI
cybnneBpasibHO;

® HaIMYME B OTAENbHbIX YYACTKAX IETKUX KPYMHbIX BO3AYLLHbIX MONOCTEN;

* runepnaasna AMmeoys3nos,;

e nnddy3Haa npoandepauma rnagKomblLEYHbIX BOTOKOH B UHTEPCTULIUU TIETKUX
(MmeXkanbBeonApHO, NepmUBaACKYAAPHO, NepubpoHxmnanbHo, cybnaespanbHoO, NOXoay
nMmdaTnYecKkmnx cocyaos);

NEeCTPYKTUBHbIE UBMEHEHMA CTEHOK KPOBEHOCHbIX U TIMMbATUYECKNX COCYA0B, CTEHOK
H6poHX0B, aNIbBEON;

* DOPMNPOBAHNE MUKPOKUCTO3HOIO «COTOBOTrO» JIETKOTO;

® Pa3BUTUE MHEBMO-TEMO-XMNOTOPAKCA B CBA3U C AECTPYKLIMEN CTEHOK KPOBEHOCHbIX U
MMMdPaTUYECKMX COCY0B NEFKNX N Pa3BUTUEM cybnneBpanbHbIX KUCT.

Ryu J.H., Moss J., Beck G.J. et al. 2006; 173 (1): 105-111.
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['mcTosmormueckoe moaATBEPKICHIIE
TUardHo3a

[McTonornyeckoe NOATBEPHKAEHME ANATHO33
NMMPaHTMONENOMMOMATO3a OCHOBbLIBAETCA Ha AaHHbIX

| _ ,'Q‘T‘ TpaHCOpOHXManbHoM buoncmmn. Ecnm TpaHcbpoHxManbHasA
,J ’ = buoncua He MHPOPMATUBHA, NPOBOANTCA OTKPbLITAA UK
P ] S TOpaKocKkonuyeckana buoncms nerknx. B cnopHbIx cayyanx
/ e ™ OT/INYUTb aTUNUYHbIE rNagKOoMblweYvHble KneTku npu JIAM ot
&fy \\ APYTUX 31eMEHTOB MO3BONAET NONOXKUTENbHAA PeaKUmS

| aTUMUYHbBIX MMOLUUTOB C MOHOKJ/IOHA/IbHBIMM aHTUTENIAMMU
HMBA45. XapaktepHbiMn MOPPONOrMYECKMMUM NPU3HAKAMMU
( JIAM aBnA0TCA TaKXKe KUCTO3HAA AnnaTauma ANCTasibHbIX
. BO3AYXOHOCHbIX MPOCTPAHCTB N NEFOYHON remocuaepos.




MuddepennuaarHas quarHOoCTHUKA
JINM(PaHTI10JIEMOMHIOMAaTO3a

Kpurepun

MNon

KnuHuuyeckme ocoberHocTH

HaxHele dyHKUMM BHEWHErO
LBIXAHMSA

Couetanus c 0BCTPYKTHBHBI-
MM HapyweHuamu (16 %)

KomneloTepraa Tomorpadms

Neyenne

JNinmdpanrmoneommomaros

XeHuwmHbl geTopogHoro Bos-
pacra

- Mporpeccupyiowas oasiwka
(100 %)
- Peunpmempyiowmin nHesmo- m
xunotopakc (37 %)
- Kpoeoxapkasee (32 %)
- BHenerounbie npossnexus:

* numageHonaTs

* acumt

* XMNNe3Hble OTEKH

* XMNONepMKapa,

OB6cTpyKTHBHBIE HOPYLLEHMS.
Mosxe npucoeanHsioTcs pe-
CTPMKTHBHBI® HOPYLEHHS

PectpukTiBHBIE HOpYLIEHMS

«Cotoeoe» nerkoe

M'crmoymros X

Yawe myxuuusl (2:1)

- Mporpeccupyiowas ogpiwka
- Peumpmempytowmii nHesmo-
Topakc

- Nlumdaperonartusa (peako)

PectpukTHBHbBIE HOPYLWEHKS

PectpukTHBHbIE HOPYLWEHKS

«CoTtoBsoe» nerkoe

KopTtukocrepougpl

Capkoupgos

Yawe xeHwmHel (2:1)

- Oppiwka
- Kawens
- CHHAPOM MHTOKCHKALMM
- BonHoobpasHoe TeueHHe
- BHenerouHbie nposenexma:
* numpageHonaTms
* NOPQXEHMS A3 M KOXM

MNueemoumppos
Nedopmauma 6poHxos
Menkue u kpynHeie Bynnei

KopTukocrepouppi

AncceMMHUPOBAHHBLIA
Ty6epkynes

Myxumnsl, xeHwmHsl (1:1)

- Oppika

- Kawens

- Kpoeroxapkatse

- CMHOPOM MHTOKCHKQLMM

- BonHoobpasHoe TeueHne

- Mokporta

- Mukobakrepumn Tybepkynesa

Menkoouaroeas gMcceMMHaLMA
(«cHexHas Bypa»)

XummoTepanus

H.U. Illgeuy, 2009




Kak nmeunts muMmdanruoseiiomuomarosd?

OddexTuBHON Tepanuu JIAM, 3a
MCKJIIOUEHNEM TPAHCILIAHTAIIUN JIETKUX,
IIOKA He CYIIeCTBYeT.




B page cnyyaes ctabunmsaunm 3aboneBaHmnaA yaaeTca 4OCTUTHYTb HA GOHE OonepaTUBHOIO yaaNeHun
ANYHUKOB, Ha3HaYeHUA meapokcmnporectepoHa (400—800 mr oAUH pa3 B MecsiL, BHYTPUMbILLIEYHO MU
10—20 mr/cyTKku BHYTPb), TamoKkcudeHa (20 mr/cyTKn) nnm aHanoros IOTEUHUIUPYIOLLLETO

PUNU3NHITOPMOHa.




PexomMeHganmumu OoTHOCUTEJILHO OepeMEeHHOCTHU

bepemeHHOCTb Npn JIAM
CO34a€eT NOBbILWEHHbIN PUCK
PA3BUTUA NHEBMOTOPAKCA U
XUNOTOPAKCA, a TAKXKe MOXKeT ) "
YCKOPUTb NageHne GpyHKLUMM
nerknx. Bo spems
bepeMeHHOCTU TaKKe
NOBbILLIAETCA PUCK
KpoBOTEYEeHUA U3
aHTMOMMOSTUMOM.




Ilporuos

Temnbl nporpeccmpoBaHma 3aboneBaHna moryT bbiTb
OUuEeHeHbl Ha OCHOBAaHWUWM Pe3yNbTaToB PYHKLMOHANbHbIX
nccneaoBaHMM, NOBTOPAEMbIX KaxKable 3-6 mecAues B
3aBUCUMOCTU OT TAXKECTM M DbICTPOTbI NPOrpPeccUpoBaHUS
JNAM.

[MauneHTOK Cc JIAM, paxke c OTCYTCTBUEM CUMNTOMOB,
cnegyet npeaynpexXaatb 0 BO3SMOXHOCTUM BO3SHUKHOBEHMUA
NHEBMOTOpPAKCa U 0 HEOHXOAMMOCTU CPOYHO 06pPaTUTLCA
33 MEAULIMHCKOWN NOMOLLLbIO.

H.U. Illgeu, 2009



OTKa3 OT 3CTPOreHosB

[lpyem aCTpOoreHos,
BK/1t0MaA KOHTPaLEenTMBbI
M 3aMeCTUTENIbHYIO
rOPMOHOTEPANUIO, MOXKET
BbI3bIBaTb
nporpeccuposaHue JIAM B
NIErKUX N0 KpanHen mepe y
4acTn 6ONbHbIX.




NHrainanmoHHbIe OPOHXOJIUTHUKI

MaumeHTam c OpoHXManbHOW OOCTPYKUMEN NOKA3aHO
npobHoe Ha3HayeHne BPOHXO/IMTUKOB, U B Cy4ae
HacTynieHua apPekTa ux NPMMEHeHMe cneayet
NPOAOIKUTD.




BBIBOI

[Mpn MynbTUANUCUUNIMHAPHOM
noaxoae K BeAeHUIO MNauNeHTKM
OTMEYEeHO yNy4ylleHNe KayecTBa
YKM3HW, YTO B L,ESIOM MO3BOJIUT

OTCPOUYUTb BPEMS BKIOYEHUA B INCT

OXUAAHMA TPAHCMAAHTALUUU U

nepecagku erkumx.
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