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AKTyaJIbHOCTH IIPOOJIEMbI

TIMMmpaHrMonemnommomaTos Nerkux
(TAM) - opdaHHOe 3aboneBaHme,
noparkatoLiee XeHLWwnH
NPenMyLLLECTBEHHO AETOPOAHOrO
BO3pacTa.

B cBA3M C peaKOW BCTPEYAEMOCTbIO

HO30/10TMU UCTUHHYIO
3abo0n1€eBaemMocCTb onpeaeinTb
3aTPYAHUTENbHO, AdHHblE
OTEeYeCTBEHHbIX U 3apyberKHbIX
aBTOPOB Pa3HATbLCA.
PacnpoctpaHeHHOCTb JIAM, no
NAHHbIM 3apybeXHbIX 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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Y3noBas dopma

Pa3sHokannbepHas oyarosas
ANCCEMUHALMA B IETOYHOM
TKaHU, 6e3 Npn3HaKoB
NOPaXKeEHUA APYIrMX CTPYKTYP
Nerknx, mop@onornyeckas
CTPYKTYypa y3/108B

COOTBETCTBYET JIEMOMMNOMAM.

JlmmdanrmosreriommoMmaTos

Judpdysuas dopma

Mponndepauna aTMnUUHbIX
[NaAKOMbILWEYHbIX KNEeTOK
npnesoaAnNT K pOPMUPOBAHULO
BO34YXOCOAEPKALUMX KUCT. 3TO
BO3MOXKHO 33 CYET K/1aMnaHHOro
MexaHu3Ma npu obamntepaunm
npocBeTa MenKkoro 6poHxa c
nocnenyoLwmm ero
nepepacTaKeHneM.




JTHOIIATOTreHe3

. B HacToAllee BpemA
BblAENAI0T
cnopagunyeckmn 1AM 6e3
NPU3HAKOB reHeTUYEeCcKor
3aboneBaHmnA N CUHOPOM
JTAM npu Ty6epo3HoOm
CKnepose.

2

Tybepo3Hbin cknepos - pegkoe (1 : 10000 HaceneHms) ayTOCOMHO-
AOMMHAHTHOE reHeTu4yeckoe 3aboneBaHue, OTHOCALLMECA K rpynne
HEMPO3KTOAEPMA/IbHbIX HAPYLLUEHUMN.

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




BonblIMHCTBO cydaeB Ty6epo3HOro ckaeposa obycnosneHo mytaumamm asyx reHos: TSC1 n TSC2,
KOTOpble KOAUPYIOT BbiIPabOoTKy ramapTuHa 1 TybepuHa, perynmpyrowme ryaHosmHTpupocpaTasHyo
aKTUBHOCTb APYrnX BHYTPUKIETOYHbIX OENKOB.
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Pecnupamopras meduyuna A.I. Qywanumn, 2017



Ona TAM xapaKTepHa NOJIMCUCTEMHOCTb NPOLLEcCa C BOBNEYEHMEM HE TOJIbKO JIEFO4YHOM NAPEHXUMBI,
HO M HaIMYMEM IKCTPaNyIbMOHa/IbHbIX NPOABAEHUI (BHEOPraHHble 3abptolWMHHbIE 06pa3oBaHKA,

noparkeHne NnapeHXMMaTo3HbIX OPraHOB OPHOLLIHOM NONOCTU, 3a0PHOLLNHHOIO NPOCTPAHCTBA U Maioro
Tasa).
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B ka1nHnyeckon kaptuHe JIAM npeoOnamaroT
pPECIIMPATOPHBIE HAPYIIICHHUS

XMJI0TOpPaKC IImeBsmoTOopakc Ilporpeccupyromasn
OJBIIIKA
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OaHaKo MHoraa
3aboneBaHue
MaHudpecTupyet
3KCTpaTOpPaKaAbHbIMM
NPOABNEHNUAMU U MOXKET
ObITb MOXOXUM Ha
AMMPOMY NN PaK
ANYHUKA.




Jl1a KINHUYEeCKUX MPOABJIEHUN TyOepO3HOrOo
CKJIepO3a XapaKTEepPHO:

-KOXHbl€ 3HaKWN: TMNOMNUIMEHTHbIE NATHA, aHrMomnopmbpombl nua, «LLlarpeHesas Koxka», GnbpPoO3HbIE
H61ALWKN, OKONIOHOITEBbIE PUBpPOMBI
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Jl1a KINHUYEeCKUX MPOABJIEHUN TyOepO3HOrOo
CKJIepO3a XapaKTEepPHO:

- HEBPOJIOTNYHECKAA CMMINTOMATUKA: CYJOPOHKHbIE - NOpPaxKeHNA OCTAa/IbHbIX BHYTPEHHUX OPraHOB:
NapoOKCU3Mbl, YMCTBEHHAA OTCTA/10CTb raMmapToMbl CETHATKMN, pa6,£I,OMMOMbI cepaua,
dHTMOMUNOJTNNMOMbDBI NEYEHUN U MNMOYEK

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




Jl1a KINHUYEeCKUX MPOABJIEHUN TyOepO3HOrOo
CKJIepO3a XapaKTEepPHO:

- NopaxxeHumne JIEFOYHOM TKaHW: TOHKOCTEHHbIE BO3Ayxcogeprawme KUCTbl

o P T 12,59 V

Bacunvesa M.A., 2018e.




JlabopaTopHbIEe MEeTOObI TUATHOCTUKI

O6wunin aHann3 KPoBU: N3peKka OTMEYaEeTCA
303nHOPUNNA N noBbiweHne CO3.

O6LwWwmnm aHaAU3 MOUYN: HE3HAYUTENbHAA
NPOTENHYPUA.

BuoxmmuuecKkoe nccnepoBaHme KpoBu: MHOrAa
HabAtoaaeTca rmnepxosecTepuHeMma, BO3SMOXKHO
yBe/IMYEeHUe YPOBHA a2- 1 y-N10O6yINHOB,
aMMHOTPaHcdepas, obLLen nakTaTaernaporeHassi,
aHMMMOTEH3MHNPEeBpPaLLAOLLErO pepMeHTa.

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




PenTrenosiormnueckoe uccjaeaI0oBaHUue

® VCUIEHMNE NErO4YHOro0 PUCYHKA
CETYATOro XapaKTepa;

* yBe/InYeHne o6 bema nerkux.
[Mpu pa3BUTUN NHEBMOTOPAKCA
onpeaenaeTca cnasweecs
noaKaToe BO34YyXOM JIErKoe,
Npu Pa3BUTUN XMNOTOPAKCa —
MHTEHCMBHAA TOMOreHHas TeHb
(3a cyeT BbINOTA) C
KOCOBOCXOAALLLEN BEPXHEN
rpaHuLen.

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



UcciaemoBaHue BEHTUIIAIMMOHHON CIIOCOOHOCTHU JICTKUX




XapaKTepHO yBenn4YeHme 0CTaTOMHOro 06bema JIerkmx B CBA3U C
06pa3oBaHMEM MHOXECTBEHHbIX KUCT. Y B0onbLLUMHCTBA BO/IbHbIX
onpeaenaeTca TakKe 0O6CTPYKTUBHbBIN TUN AbIXaTe/bHOW
HEeJ0CTAaTOYHOCTU: CHMUXEHNE o0bbema POPCUPOBAHHOIO BblAOXa 33 OAHY
cekyHay (OPB1). O6CTPYKTMBHbIE UBMEHEHUSA BbIABAAIOT YXKe Ha CamMbliX
PAHHUX CTaausax 3aboneBaHunsa, NO3ToMy 6ONbHbIM MOXKET ObITb
OWKMHOOYHO YCTaHOB/IEH ANArHO3 HPOHXMANbHOM AaCTMbl U
XPOHWNYECKOTro 06CTPYKTUBHOIO 3aboneBaHmA Nerkmx, Aarke npu
OTCYTCTBUWN COOTBETCTBYIOLLEN KANHNYECKOM KapTUHbI. OaHaKko ana JIAM
(B oTAnume oT 6POHXMANbHOM aCTMbl MU XPOHUYECKOTO OOCTPYKTUBHOIO
3a601eBaHMA NErKNX) XapaKTePHO BblIPaXKEHHOE CHUXKEHUE
ANdDY3NOHHOM cNOoCcOBHOCTU NETKUX. PecTpnuKTMBHAA AbixaTeNbHan
HeaoCTaTOYHOCTb (CHUKeHue KEJT) npucoeanHaAeTca No mepe
nporpeccnupoBaHmaA 3aboneBaHms.




RomMmnbrorepHasa tomorpadust

Ona TAM xapaKTepHbl MHOXeCTBeHHble AndPYy3Hble, XOPOLLO
oYepyYeHHble MeIKMe TOHKOCTEHHbIE KUCTbI.

Bacunwvesa M.A., 2018a.
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Bacunvesa M.A., 20182



IlaTomopdosrornueckasa quarHoCTUKA

Mpn naToMmopdONOrM4ecKkom UCCNeJoBaHMM OTMEYAOTCA CAeAyoLLMe NPU3HAKK
3aboneBaHuA:

® 3HAaYUTENIbHOE YNJIOTHEHUE TKAHU NETKNX, MHOXKeCTBO MenKux ysenkos 0,3—0,7 cm B
AvameTtpe, 6enecoBaTbiX, 3aNOJIHEHHbIX }KUAKOCTbO, OHU PACMONOMKEHbI
cybnneBpasbHO;

® Ha/InyMe B OTAE/IbHbIX YY4ACTKAX JIETKUX KPYMHbIX BO3AYLLHbIX NOJOCTEN;

* runepnna3na IMMPoy3nos;

e nndpdy3sHas nponndepaumna rMagKkoMbllLEYHbIX BOJIOKOH B UHTEPCTULIUM TIETKUX
(MmerkanbBeonApHO, NEPUBACKYIAPHO, NepMbpPoHXManbHO, cybnaespasibHO, Noxoay
NMMMbaTUYECKUX COCYA0B);

NECTPYKTUBHbIE UBMEHEHUNA CTEHOK KPOBEHOCHbIX M IMMPATUYECKMX COCYA0B, CTEHOK
6pPOHXO0B, a/1IbBEO;

* DOPMMNPOBAHNE MUKPOKNCTO3HOTO KCOTOBOIO» IETKOTO;

® Pa3BUTME MHEBMO-TEMO-XMI0TOPAKCA B CBA3M C AECTPYKLMEN CTEHOK KPOBEHOCHbIX U
NMMMPaATUHECKUX COCYA0B JIETKUX U pa3BUTUEM CYONIeBPabHbIX KUCT.

Ryu J.H., Moss J., Beck G.J. et al. 2006; 173 (1): 105-111.
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['mcTosrormueckoe moaATBEP K IECHIIE
TUarHo3a

[McTonorMyeckoe NoATBEPHKAEHME ANATHO3A
TMMPaHTMONEeNOMNOMATO3a OCHOBbIBAETCA Ha AaHHbIX
&= TpaHcbpoHxmnanbHon buoncumn. Ecam TpaHcbpoHxmManbHas
| buoncma He MHPOPMATMBHA, NPOBOAUTCA OTKPbITAA NN
TOpaKocKonuyeckaa buoncmsa nerkmx. B cnopHbIx cayyaax
| OT/INYNUTb aTUMNYHbIE [NTaAKOMblLWEYHble KneTkn npu JIAM ot
it APYrMX 3N1EMEHTOB NO3BOJIAET NONIOXKUTENbHAA PeaKLms
aTUMNUYHbIX MMOLUUTOB C MOHOK/NIOHA/IbHbIMM aHTUTENAMU
HMBA45. XapakTepHbiMMU MOPPONOTrMYECKMMM NPU3HAKAMMU
JTAM aBNAOTCA TaKXKe KMCTO3HAA Annatauma ANCTanbHbIX
f BO34YXOHOCHbIX MPOCTPAHCTB N NE€FO4YHON reMOCUaEepPos.




NunddepennuanarHasa TUAarHOCTHUKA
JINM(paHI10JIEeTOMIOMATO3Aa

Kpurepun

Mon

Knunuueckue ocobernHocTH

HaHHbie dyHKUMM BHELWHErO
AbIXAHMS

CoueraHus ¢ 06cTpyKTHBHBI-
mu HapyweHuamu (16 %)

KomnbiotepHas Tomorpadus

Jleuenue

Jlumdanrmoneriommomaros

XeHwuHb neTopogHoOro Bo3-
pacra

- Nporpeccupytowas oasiwka

(100 %)

- Peunpmsupyrowmii nHesmo- 1

xunotopakc (37 %)
- Kposoxapkatse (32 %)
- BHenerouHble nposenexus:
* numbpaaeHonaTms
* acumr
* XUANe3HbIe OTeKM
* XMNonepuKapa

O6cTpyKkTHBHbIE HOPYLUEHMS.
Mo3xe npucoepuHsioTcs pe-
CTPUKTMBHbIE HOPYLUEHUS

PBCTPH KTUBHbIE HOPYLEeHUsA

«Cotoeoe» nerkoe

Micruoyuros X

Yawe myxumnsi (2:1)

- Mporpeccupyrowas ogpika
- Peumausmpyiowmii nHesmo-
TOpaKC

- Numdbaperonarus (peaxo)

PBCTPHKTH BHbl€ HAPYLEeHHUA

PeCTpHKTHBHbIe HApYyLWweH1s

«Cotoeoe» nerkoe

Koptukocrepouaei

Capkoupos

Yawe xeHwmns (2:1)

- Oppiika
- Kawens
- CHApOM MHTOKCHKALMM
- BonnoobpasHoe TeueHue
- BHeneroyHbie npossnexus:
* numdageHonaTus
* NOPAXEHMS FNa3 U KOXM

Muesmoumppos
Hedopmauus Gporxos
Menkue 1 kpynHbie Bynnsl

KopTtukocrepougs

AucceMMHMPOBAHHbBIN
Ty6epkynes

Myxumrbl, xerwpns (1:1)

- Oppiwika

- Kawens

- Kpoeroxapkatbe

- CuHApPOM MHTOKCHKALMM

- BonHoobpa3zHoe TeyeHue

- Mokporta

- Mukobakrepuu Tybepkynesa

Menkoouarosas gucceMMHaums
(«cHexHas Byps»)

Xummotepanus

H.U. Illgeu, 2009




Kak jJeuuTts auM@aHrnojaeioMmmomMaTos3?

OddexTuBuoM Tepanuu JIAM, 3a
VICKJIIOUEHMEM TPAHCILIAHTAIIUY JIETKHUX,
IIOKa He CYIIeCTBYeET.

N
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B page cnyvaeB ctabunmsaunm 3abonesaHmnA ygaetca 4OCTUIHYTb Ha poHe OonepaTUBHOIO
yAaNneHna SNYHMKOB, Ha3Ha4YeHnsa megpokcmnporectepoHa (400—-800 mr oauH pas B mecal,
BHYTPUMBbILWIEYHO nan 10—20 mr/cyTKu BHYTPb), TamoKcndeHa (20 mr/cyTkM) unm aHanoros

NOTEUHU3UPYHOLWETO PUNTUSUHITOPMOHA.




PexoMeHIgammum oTHOCHUTEJIIBPHO O0€epeMEeHHOCTH

bepemeHHoCTb Npu JIAM

CO343€eT NOBbILWEHHbIN PUCK

PA3BUTUA MHEBMOTOPAKCA U

XWUIOTOPAKCA, a TaKXKe MOXKET

YCKOPUTb NageHune GyHKLUUK
nerkux. Bo spems

bepeMeHHOCTU TaKXKe

NOBbILLIAETCA PUCK
KPOBOTEYEHUA U3
aHTMOMMO/IUMOM.




Ilporuos

Temnbl nporpeccupoBaHuA 3aboneBaHmMA MoryT bbiTb
OUueHeHbl Ha OCHOBAHWUU Pe3yNbTaTOB GYHKLMOHAIbHbIX
nccnegoBaHUKM, NOBTOPAEMbIX KaxKable 3-6 mecAues B
3aBUCMMOCTM OT TAXKECTU U BbICTPOTbI NPOrpPeccmMpoBaHmA
JNAM.

[TaumneHToB c JIAM, AaXe Cc OTCYTCTBMEM CMMNTOMOB,
cnheayet npeaynpexaatb 0 BO3SMOXKHOCTU BO3SHMKHOBEHUA
NMHEBMOTOPAKCA U 0 HEOHXOANMMOCTU CPOYHO 0OPaATUTLCA
33 MeANLMUHCKON NOMOLLLbIO.

H.U. Illgeu, 2009



OTKa3 OT 3CTPOreHoB

[lonem 3CTpoOreHos,
BK/1l04AA KOHTpaLenTuBbI
N 3aMeCTUTENbHYIO
rOpMOHOTEPaANnunIo, MOXeT
BbI3blBaTb
nporpeccupoBaHue JIAM B
NIETKUX NO KpanHen mepe y
4acTn 6ONbHbIX.




NHranganmmnoHHbie OPOHXOJIUTHUKH

[MaupeHTam c bpoHXxManbHOM 0O6CTPYKLUMEN MOKA3AHO
npobHoe Ha3HayeHne BPOHXO/INTMKOB, U B CayYae
HacTynsieHnAa apPeKkTa ux NPUMeHeHue cneayeT
NPOAONKUTb.




BBIBOI

[Ton mynbTUAUCUUNIMHAPHOM
nogxoae K seaeHuto nauneHtos c JIAM
OTMEYEeHO Yyy4ylleHne KayecTBa XKU3HMW,

YTO B LLe/IOM MO3BOJIUT OTCPOUYUTb BpemMA

BKNOYEHUA B INCT OXKUAAHUA

TPaHCMN/IAHTAUUN U NepecaaKkun Nerkux.




