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AKTyaJIbHOCTH IIPO0JIE€MbI

TnmdaHrMonemommomaTtos Nerkux
(TAM) - opdaHHOe 3aboneBaHue,
nopa)KatoLlee }KeHLWKWH
NpenmyLLecTBEHHO AeTOPOAHOro
BO3pacTa.

B cBA3M C peaKoun BCTPE4YaeMOoCTblo
HO3010TMN NCTUHHYIO
3aboneBaemocCTb onpeaennTb
3aTPYAHUTENBHO, AAdHHbIE
OTEYEeCTBEHHbIX N 3apyDEeXKHbIX
aBTOPOB PA3HATbLCA.
PacnpocTtpaHeHHoOCTb JIAM, no
AAaHHbIM 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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JlmmdarTHOIEIOMIIOMATO3

Y3noBas popma

Pa3HoKannbepHaa oyarosas
ANCCEMUHALNA B IETOYHOM
TKaHW, 6e3 npmn3HaKkoB
Nnopa*keHna Apyrux CTPYKTyp
Nerkux, mopdonornyeckas
CTPYKTYpa y310B

coOoTBETCTBYET J eMoMMnOoOMaM.

Judbdysuas popma

Mponndepaymna aTMNUYHbIX
NaAKOMbILLEYHbIX KNEeTOK
NPUBOAUT K POPMUPOBAHUIO
BO34YyX0OCOAEPKALMX KUCT. 3TO
BO3MOXHO 33 CYET KNaMnaHHOro
MexaHn3ma npu obnamntepauynm
npocBeTa MenKkoro bpoHxa c
nocneayowmm ero
nepepacTarKeHnem.




JTHOIIATOreHe3

' B HacToAllee BpemA

BblAENAOT
cnopaaunyeckun JIAM 6es3
NPWU3HAKOB reHeTUYecKor
3aboneBaHnA U CUHOPOM
JTAM npu Ty6epo3Hom
CKnepose.

#

Tybepo3Hbin cknepos - peakoe (1 : 10000 HaceneHna) ayToCOMHO-
NOMUHAHTHOE reHeTu4Yeckoe 3aboneBaHMe, OTHOCALLMECA K rpynne

HEMPO3KTOAEPMAbHbIX HAPYLUEHUN.
1. Bittmann et al. (20032.) u M. Karbowniczek et al. (20032.)




BonbWwKMHCTBO c/iyyaeB Ty6epo3HOTro ckaepo3a obycnoBaeHo myTaumsamm apyx reHoB: TSC1 n TSC2,
KOTOpble KOAUPYIOT BbipaboTKy ramapTUHaA 1 TybepuHa, peryampyrolime ryaHosnHTpudochaTasHyo
aKTUBHOCTb APYIMX BHYTPUKAETOUYHbIX OeNKOoB.

Mepew-rnin 4
o Q . osar ”
@?g)

TSC1 nwnm TSC2 e
My Taumun "

@ A g | o o
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wecywne TSCH YacKMx nNPoTen- TOp pocTa
wim TSC2 myawmm cocynoB Ha3sl cocynoe-[1

Pwc. 15.53. Muoroctynesuaran mofent natoreHesa Mok DradaTnyecsuit y 3en

Pecnupamopras meduuyunaA.I'. Yyuwanumn, 2017



Ona TAM xapaKTepHa NONNCUCTEMHOCTb NPOLLECCa C BOB/IEYEHUEM HE TO/IbKO IEFOYHOW MapEeHXUMbI
HO WU Ha/IMYMEM 3KCTPaNy/IbMOHa/IbHbIX NPOABAEHUNI (BHEOPraHHble 3abploWMHHbIE 06pa3oBaHMA

Nnopa*kKeHMe NapeHXMMATO3HbIX OPraHOB HBPOLHOM NO/10CTU, 3aOPHOLLNMHHOIO NPOCTPAHCTBA M MANOoro
Tasa).

Nucleus

2 Cell survival,
PBX1 HOXD11 - lung colonization

.S /

* Enphysema like changes
N.A.Wanietal., 20102




B xknuHnyeckoun kaptuHe JIAM npeoOimagaroT
pECIIMPATOPHBIC HAPYIIICHUS

XuioTopakc IlmeBMmoTOpakKc lIporpeccupyromasn
O BIIIKA

Right lung

Left lung

Chyle in
pleural cavity

Chylothorax Healthy Lung




OaHaKo nHoraa
3aboneBaHme
MaHuUdecTupyeT
3KCTPATOPaKaNbHbIMMU
NPOABNAEHUAMU N MOXKET
ObITb MOXOXMM Ha
NMMPOMY UK paK
ANYHUKA.




Jl1a KIMHNYeCKUX NPOABJIIeHUN TYOePO3HOTO
CKJIepOo3a XapaKTepPHO:

-KOXXHbl€ 3HAKN: TMMONUIMEHTHbIE MNATHA, aHTMoOMMOPNBpPombl ML, «LLlarpeHeBas Koxa», PubposHble
61AWKN, OKONOHOITEBbIE PUOBPOMBI




J171a KINMHUYeCKUX MPOABJIEHUN TyOEepPpO3HOTo
CKJIEpO3a XapaKTepPHO:

- HEBPOZIOrmM4eCKad CMMNTOMATUKA: CyAOPOXKHble - NopaxKeHnA oOCTa/ibHbIX BHYTPEHHUX OPraHOB:
NapoOKCU3MbI, YMCTBEHHAA OTCTA/1IOCTb ramapToOMbl CETHATKMU, pa6,£I,OMVIOMbI cepaua,
dHTMOMUOTUNMOMDI NevYeH U NOYEK

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




Jl1a KIMHNYeCKUX NPOABJIIeHUN TYOePO3HOTO
CKJIepOo3a XapaKTEePHO:

- NOpaKeHne neroy HOW TKaHW: TOHKOCTEHHbIE BOo3ayxcoagepxawumne KUCTbl
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Bacuswvesa M.A., 2018e.




JlabopaTopHbIe MeTOObI TUATHOCTUKHU

O6wmnn aHaNU3 KPOBU: M3peaKa OTMeYaeTca
303nHOPUNNA M noBbiweHne CO2.

O6wWwmnM aHaNU3 MOUMN: HEe3HAYUTEbHASA
NPOTEUHYPUS.

buoxnmunueckoe nccnegosaHne KPoBu: MHOMAA
HabntoaaeTcsa rmnepxonecTepmHeMmnsa, BO3MOXKHO
yBEeNNYEHMNE YPOBHA a2- N Y-TNOOYNNHOB,
aMUHOTPaHcdepas, obLlen nakTataernaporeHassi,
aHrMoTeH3nHNpeBpaLlatowero depmeHTa.

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




PeHTreHoJiornuyeckoe UCCJJIeIT0OBAHUEC

® YVCUIEHNE NIEFOYHOTO PUCYHKA
CETYATOro XapaKkTepa;

* yBe/IMYeHne obbema Nerkumx.
[Mpn pa3BUTUM MHEBMOTOPAKCA
onpeaenaeTca crnasueecs
noaKatoe BO3yXOM JIETKOE,
Npun pa3BUTUMN XUNOTOpPAKCa —
MHTEHCUBHASA rOMOreHHas TeHb
(3a cyeT BbINOTA) C
KOCOBOCXOAALLEN BEPXHEN
rpaHuLen.

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



UcciaenoBaHue BeHTUJIAIIMOHHON CIIOCOOHOCTH JICTKUX




XapaKTepHO yBe/IMYEHME OCTAaTOYHOro 06 bemMa Ierkmx B CBA3M C
06pa3oBaHNEM MHOXECTBEHHbIX KUCT. Y 601bLLUMHCTBA BONbHbIX
onpeaenaeTca TaKXe 0OCTPYKTUBHbIN TUM AbIXaTeNbHOMN
HeA0CTAaTOYHOCTU: CHMXKEeHMe o6 bema POPCUPOBAHHOIO BblAOXA 332 OAHY
cekyHay (OPB1). O6CTPYKTUBHbIE U3MEHEHMUSA BbIABAAIOT YXKE Ha CaMbIX
PAHHUX CTaanax 3aboneBaHunA, No3Tomy 60IbHbIM MOXKET ObITb
OWMBOYHO YCTaHOBNEH ANArHO3 BPOHXMA/IbHON aCTMbl UK
XPOHWNYECKOro 06CTPYKTMBHOTO 3ab0neBaHUA NETKUX, AarXKe npu
OTCYTCTBUMN COOTBETCTBYIOLLLEN KIMHMUYECKOWN KapTuHbl. OaHako ana JIAM
(B oTAnumne ot 6POHXMANIbHOM aCTMbl MU XPOHMUYECKOTO OOCTPYKTUBHOIO
3ab0neBaHMA NEerknx) XxapakTePHO BbIPaXKEHHOE CHUXKEHME
ANdPY3NOHHON CNOCOOHOCTM Nerknx. PecTpuKTMBHAA AblXaTe/ibHasA
Heao0CcTaToYHOCTb (cHUKeHue KEJ1) npucoeaunHAeTca No mepe
nporpeccupoBaHmnA 3aboneBaHms.




RoMmnbiorepHasa Tomorpadus

Ona NAM xapaKTepHbl MHOXeCTBeHHble ANPPY3Hble, XOPOLLO
O4YepyYeHHble MeNKne TOHKOCTEHHbIE KUCTbI.

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



IlaTtoMmopdoaornueckas quarHocTukKa

[Mpn natomopPonornyeckom uccneaoBaHMmM OTMEYALOTCA caeaytoume NPu3HaKku
3aboneBaHuA:

® 3HaUYUTEe/IbHOE YN/IOTHEHME TKaHU Nerknx, MHoOXectso menkux ysenkos 0,3-0,7 cm B
anametpe, 6enecoBaTbiX, 3aNONHEHHbIX *KUAKOCTbIO, OHU PACMONOMKEHbI
cybnneBpasibHO;

® Ha/IMYME B OTAENbHbIX Y4ACTKAX IETKUX KPYMHbIX BO3AYLUHbIX MONOCTEN;

® runepnnaasma 1MM@oy3nos;

e nnpPy3Haa nponndpepauma ragKkomMmbllLEYHbIX BONOKOH B UHTEPCTULMUUN NETKUX
(MeXanbBeonsipHO, NepPMBACKYIAPHO, NepUbpoHXManbHO, cybnaeBpasibHO, NOXoay
nMmdaTMYecKknx cocyaos);

AECTPYKTUBHbIE U3MEHEHUA CTEHOK KPOBEHOCHbLIX U IMMPATUYECKMX COCYA0B, CTEHOK
6pOHX0B, a/1bBEO/;

e popMMpPOBaAHME MUKPOKNCTO3HOIO «COTOBOrO» JIErKOro;

® Pa3BUTUE MHEBMO-FEMO-XUNOTOPAKCA B CBA3M C AECTPYKLUNEN CTEHOK KPOBEHOCHbIX U
NMMMPATUYECKNX COCYA0B JIETKUX N pa3BUTUEM cybnieBpaibHbIX KUCT.

Ryu J.H., Moss J., Beck G.J. etal. 2006; 173 (1): 105-111.
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['cTosormueckoe moaTBEePsKICHIE
TUar"o3a

[Mctonormnyeckoe noagrsepxgeHmne AMarH0o3a
J'IMM(I)aHFMOJ'IelZOMMOMaTO3a OCHOBbIBaA€TCA Ha AadHHbIX

_ ,'ﬁ“ TpaHCcObpOHXManbHOM buoncuun. Ecnm TpaHcbpoHxmnanbHan
/J / D N bnoncuna He MHPOpPMaATUBHA, NPOBOANTCA OTKPbITAsA UK
-~ J/] h TOpaKocKkonum4yeckaa bruoncua nerkmx. B cnopHbIx cnyydanx
/ e C— OT/INUYNTb ATUMMUNYHDbIE raaKOMblWeYHble KneTkn npu JIAM ot
&? \ APYrMX 3/1eMeHTOB NO3BONAET NOJIOXKUTE/IbHAA peakuma
5y ‘« ATUMUNYHbIX MUOLUMTOB C MOHOK/IOHA/IbHbIMW @HTUTENaMMU

HMBA45. XapaKTepHbiMy MOPHONOrM4YEeCKUMUM NPU3HAKaMM
( JIAM ABNAIOTCA TaKXKe KUCTO3HAA Agnnatauma gMCcTanbHbIX
BO34YXOHOCHbIX MPOCTPAHCTB U NEFOYHOM remocmaepos.




MnddepernuaapHasgs TUarHOCTUKA
JINM@(PaHTI10JIEeOMIOMATO3Aa

Kpurepun

Mon

KnuHuueckme ocoberHHocTH

NaxHbie dyHKUMM BHEWHEro
AbIXAHUA

CouetaHus c 0BCTPYKTHBHBI-
MH HapylweHuamu (16 %)

KomneioTepraa Tomorpadus

Neyenune

Jinmdpanrmoneriommomaros

XeHwmHel geTopogHoro Bo3-
pacra

- Nporpeccupyiowas oppika

(100 %)

- Peunpmempytowmin nHesmo- 1

xunotopakc (37 %)
- Kposoxapkatse (32 %)
- BuenerouHsie nposeneHus:
* numdbapeHonaTms
* acumt
* XMNne3Hbie OTEKM
* Xunonepukapa

OBCTpyKTHEHLIE HOPYLUEHMS.
Mo3xe npucoepuHsioTcs pe-
CTPMKTHBHBIE HOPYLWEHKS

PecTpukTHBHbIE HOpYLWeHMS

«CoTtoBoe» nerkoe

I'vcrmoumros X

Yawe myxumnbl (2:1)

- Mporpeccupytowas ogsiwka
- Peumpmempyiowmii nHesmo-
Topakc

- NNumdaperonartus (peako)

PecTpukTHBHBIE HOPYLIEHKS

PecTpukTHBHBIE HOpYLWIEHHS

«CoTtosoe» nerkoe

KopTtukocrepouas

Capkougos

Yauwe xeHwmnbl (2:1)

- Oppiwka
- Kawens
- CHAPOM MHTOKCHMKALMK
- BonHoobpasHoe TeueHune
- BHenerouHbie nposenexms:
* numpaaeHonaTus
* NOPAXEHMA A3 M KOXKM

MNueemoumppos
Hedopmaumna bpoHxos
Menkue u kpynHeie Gynnei

Koprukocrepoupp

AncceMMHUPOBAHHBIA
Ty6epkynes

Myxumnbl, xerwpnHs (1:1)

- Oppiwka

- Kawens

- KporoxapkaHse

- CMHAPOM MHTOKCHKALMM

- BonHoobpasHoe TeueHHe

- Mokpora

- Mukobaktepuu Tybepkynesa

Menkoouaroeas gMcceMMHaLMs
(«cHexHas Bypa»)

Xumuotepanmus

H.U. Illgeu, 2009




Kak jJeuuts mumMmdbaHrunoaieioMmmomMmaTos3?

Odderrusuoit repanun JIAM, 3a
VICKJIIOUCHHEM TPAHCIIJIAHTAIINY JICTKUX,
II0Ka He CYIIIeCTBYeT.




B paae cnyyaes ctabunmsaunm 3abonesaHna yagaetca 4OCTUTHYTb Ha GOHE ONepPaTUBHOIO yaaieHUA
ANYHMKOB, Ha3HaYeHUA megpoKcunporectepoHa (400-800 mr oauH pas B Mecsl, BHYTPUMbILLEYHO UK
10—20 mr/cyTKn BHYTPb), TaMmoKcndeHa (20 mr/cyTkM) nam aHaioros I0OTEUHU3UPYIOLLLETO
PUIN3UHITOPMOHA.




PexomMeHmanuy OTHOCHUTEJILHO OepPeMEeHHOCTH

bepemeHHOCTbL Npun JIAM
CO3/3a€T NOBbIWEHHbIN PUCK
PAa3BUTUA MHEBMOTOPAKCA U
XMNOTOPAKCA, a TaKKe MOXKeT
YCKOPUTb NageHne GpyHKUnm
nerkux. Bo spems
bepeMeHHOCTU TaKKe
NOBbILIAETCA PUCK
KpoBOTEYEHUA U3
aHTMOMMNOSIUNOM.




Ilporuos

Temnbl nporpeccupoBaHmA 3aboneBaHmna MoryT bbiTb
OoueHeHbl Ha OCHOBAHUN Pe3yNbTaTOB PYHKLMOHAbHbIX
nccneaoBaHUM, NOBTOPAEMbIX KaXable 3-6 mecAueBs B
3aBUCMMOCTMU OT TAXKECTU M BbICTPOTbI NPOrpPeccMpoBaAHUSA
NNAM.

[TaumneHTOK c JIAM, AaXe c oTCYyTCTBUEM CUMNTOMOB,
cneayet npeaynpeXaatb 0 BO3SMOXKHOCTU BO3SHUKHOBEHUA
NMHEBMOTOPAKCA N O HEODBXOAMMOCTU CPOYHO 06pPaATUTLCH
33 MEeAUNLIMHCKOW MOMOLLbIO.

H.U. Illgeu, 2009



OTKAa3 OT 3CTPOreHoB

[lpyem aCTporeHos,
BK/IlOYAA KOHTpaLenTuBbI
M 3aMeCTUTENbHYIO0
rOpMOHOTEPanuto, MOXKeT
BbI3blBaTb
nporpeccupoBaHue JIAM B
NIETKUX NO KpanHen mepe y
4acTu 6ONbHBbIX.




NHraaanmnoHHbIe OPOHXOJIUTUKA

[MaumeHTam ¢ 6poHXManbHOW O0O6CTPYKLMEN MOKA3AHO
npobHoe Ha3zHaYeHne BPOHXONIUTUKOB, U B C/IyYaEe
HacTynaeHmsa adpPeKkTa uXx NpMMeHeHmne creayet
NPOAO/IKUTb.




BBIBOT

Mpy MyNbTUANUCUMNINHAPHOM
noaxoae K BeAeHUI0 NauUeHTKN
OTMEYEHO y/Iy4YlleHMNEe Ka4yecTBa

YKM3HMU, YTO B LLE/IOM NO3BOIUT

OTCPO4YUTb BPEMSA BK/IHOYEHUNA B INUCT

OXXMAAHUA TPAHCN/AHTALUNN U

nepecagKku Nerkux.




