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Kuiscvka micvka KaiHivHa AikapHa Ne 17

JIIM@®AHTIOJIEHOMIOMATO3. ITATHO3 TA JIIKYBAHHS

MeTa gocnigxeHHs — BUBYNTN OCOB/IMBOCTI AiarHOCTUKM Ta JlikyBaHHSA XBOPUX Ha niereHeBy hopMy niMdaHriosieinomiomarosy

(NAM).

Marepianu Ta metoaum. lMNMauyieHTka Bikom 26 pokiB nepebyBana Ha nikyBaHHi B KMKJ/1 Ne 17 3 07.04.2007 p. no 16.03.2012 p.
17 npoBOAWAM NOBHWMI KIHIKO-AIArHOCTUYHMIA KOMMIEKC 06CTEXEHb Ta /iKyBaHHS BiANOBIAHO A0 AiH0UMX NMPOTOKONIB.

Pe3ynbTatu AOCNiAKEHHSA Ta IX 0OroBOPEeHHA. Y CTaTTi NpeAcTaB/ieHo ornsag nireparypu 3 nutadHsa JIAM Ta nogaHo onuc
K/TiHIYHOTO BUNAAKY, & TaKOX y3arasibHeHO 0CO6MBOCTI AiarHOCTVKM Ta nikyBaHHA JTAM. CyuyacHi cnoco6u 06CTeXeHHS, XipypriYHnX
BTPy4YaHb Ta pauioHa/lbHa KOHCepBaTMBHA Teparnis € METOA0M BMOOPY B AiarHOCTUL Ta nikyBaHHi JTAM. BcebiuHe f006CTeXEHHS
€ HeoObXifHO NepefyMOBOI0 A/15 BUGOPY paLioHaNbHOT TaKTUKN NOAA/TLLLONO JliKyBaHHS.

BucHoBku. [10 cborogHi JTAM 3anuwaeTbca MasiogoCnigkeHM 3aXBOPOBAHHAM, a MOro NOLUMPEHICTb Y CBITOBIV nonynsauil
pocsrae 100 000. OnTuMasibHI pe3ybTaTy NiKyBaHHA LOCAratoTbCA 3a YMOBU MPaBu/ibHO BCTAHOB/IEHOTO fiarHo3y.

KniouoBi cnoBa: MHEBMOTOPAKC; peunamByrounii NTHEBMOTOpPAKC; NimdaHrioneliomiomaros (JTJAM).

NNM®AHTMONENOMUOMATO3. AUATHO3 U JIEYEHUE

Lenb nccnepoBaHnsa — n3y4nTb OCOOEHHOCTW AUArHOCTUKMN U fleHeHns 60MbHbIX 1Iero4Hor hopmoii nmdpaHrroneiommo-

mato3sa (JIAM).

Martepuanbl n metogbl. MNauyeHTka B Bo3pacTe 26 neT Haxoaunach Ha neveHun B KFKB Ne 17 ¢ 07.04.2007 r. no 16.03.2012 r.
Eli npoBOAWAY NOMHbIN KMHUKO-ANArHOCTUYECKUI KOMMIEKC 06CnefoBaHNI 1 leYeHUst B COOTBETCTBUM C AEMCTBYHOLLMU NPO-

TOKONamu.

Pe3ynbTathbl UCcC/ef0BaHUA U MX 06CyXaeHue. B cTaTbe NpeacTasneH 063op uteparypsl no Bonpocy JJAM 1 aaHo onucaHue

KIMHUYECKOro Clyyas, a Takxe 0606LLeHO 0COBGEHHOCTM AnarHOCTMKM U neveHusi IAM. CoBpeMeHHble cnocobbl 06cneoBaHus,
XMPYPruyeckrix BMeLaTebCTB U paLoHaibHas KOHCepBaTVBHas Tepanus SBSTCA METOAOM Bblbopa B AUArHOCTVKE U NIeHEHNUM
JTAM. BcecTopoHHee fo06cnefioBaHne SBASETCA HEOOX0AMMbIM YCI0BMEM A1 BblGOpa paunoHaibHON TakTUKW AasibHElLero

nieyeHua.

BbiBogbl. [lo cux nop JTJAM ocTaeTcs MasionccnefoBaHHbIM 3a60/1eBaHNEM, a ero pacnpoCTPaHEeHHOCTL B MUPOBOL NOMyns-
unn pgocturaet 100 000. OnTumasibHble pes3ynsTarbl SIeYEHUs JOCTUTAKTCS NPU YC/T0BUW NPaBUIbHO YCTaHOB/IEHHOTO AnarHo3a.

KntoueBble crioBa: NHEBMOTOPAKC; PELMAMBUPYIOLLMIA MHEBMOTOPAKC; NMMdaHroneioMmmomaros (JIAM).

LYMPHANGIOLEIOMYOMATOSIS. DIAGNOSIS AND TREATMENT
The aim of the study —to learn the features of diagnosis and treatment of patients with pulmonary form of lymphangioleiomyomatosis

(LAM).

Materials and Methods. A 26 year-old patient was on treatment at Kyiv City Hospital No. 17 from 07.04.2007 to 16.03.2012.
She underwent a complete clinical and diagnostic system of examinations and treatment in accordance with the protocols in force.
Results and Discussion. The article presents a review of the literature on LAM and a description of the clinical case, as well

as the features of diagnosis and treatment of LAM.

Modern methods of examination, surgical interventions and rational conservative therapy are the method of choice in diagnosing
and treating LAM. Comprehensive examination is a prerequisite for choosing a rational tactic for further treatment.

Conclusions. Until now, LAM remains an undiagnosed disease, and its prevalence in the world population reaches 100.000.
The optimal treatment results are achieved with a properly established diagnosis.

Key words: pneumothorax; recurrent pneumothorax; lymphangioleiomyomatosis (LAM).

BCTYI. Y 1937 p. 6y/10 BrnepLue ornncaHo KiHiuHy KapTuHy
JNIAM Stossel [1], | 80 CbOrofHi BiH 3aMLLAETLCA Mas1040C/iDKe-
HUM 3aXBOPOBaHHSIM. IMoLumpeHicTb JTAM y CBITOBI nony s
pocsirae 10 000 i 3ycTpivaeTbes y 3,3—7,7 XKIHOK Ha MiflbIAOH [2].

META AOCNIAXXEHHSA — BMBUMTU 0COBNMBOCTI AjarHoc-
TUKW Ta JliKyBaHHSA XBOPUX Ha nereHeBy oopMmy siiMmcpaHrio-
neliomiomarosy (JJAM).

MATEPIAIA TA METOAMW. MauieHTka Bikom 26 pokiB
nepebysasia Ha fnikyBaHHi B KMKJ/1 Ne 17 3 07.04.2007 p. no
16.03.2012 p. /i npoBOAWAM NOBHUIA KNiHIKO-AiarHOCTUYHIA
KOMI/IEKC 06CTeXeHb Ta JliKyBaHHS BIAMNOBIAHO A0 AiloUmnx
NPOTOKONIB.

PE3YNLTATU AOCNIAKEHHA TA IX OBIrOBOPEHHS.
>KiHKa BikoM 26 pokiB Ha 25—26 TvKHI BariTHOCTi 3BepHyna-

cs fo BigaineHHsa nonitpasmu 07.04.2007 p. 3i ckapramu
Ha 6inb y rpyaHiii knityi 3niBa. Micns peHTreHoNorivyHoro
LOCNIMKEHHA TPYAHOI KNiTKW BCTAHOBMNEHO [iarHo3 CroH-
TaHHOro NHEBMOTOpPAKCY 3/1iBa. BMKOHAHO TOpakKocKomito
NiBOI NNeBpasibHOI NOPOXHUHW Ta ApeHyBaHHA 3a bionay.
Ha 7 feHb nicns peHTreHoMNoriyHoro KOHTPO/I0 BUAaIEHO
ApeHax. 16.04.2007 p. nayjieHTka BunucaHa. Y nogasbLuomy
BariTHICTb Nepebirana 6e3 0cobMBOCTel i1 3aBepLuniacs
HapOXEeHHAM 340POBOT ANTUHW. BApyre naLjieHTKa 3BepHY-
nacs 01.04.2010 p. i3 CNOHTaHHUM MHEBMOTOPAKCOM CripaBsa.
BrikoHaHO Topakockonito Npasoi NeBpasibHOT MOPOXHUHY Ta
ApeHyBaHHsA 3a btonay. 3a gaHumun KT, 6y/ibo3Ha emdizema
nereHb. 08.04.2010 p. nayieHTKa BunucaHa. 23.11.2010 p.
naljeHTKa 3BepHy/ach i3 peLyaMBoM NHEBMOTOPAKCY cnpa-
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Ba. BMKOHaHO TOpaKoCKOoMito NpaBoi NIeBpasibHOT MOPOXHN-
HW Ta gpeHyBaHHs 3a Bronay. 23.11.2010 p. BukoHaHO BATC
cnpaBa, koarynsuito 6yn. ATunosa pesekuist S9. MNMnespoaes.
Micns onepauii nauieHTyi BUkoHaHo KT i3 BHYTPILLHEOBEHHUM
nigCWIEeHHSIM Ta BCTaHOBMEHO diarHo3 JIAM. Micns onepa-
TMBHOrO BTPYyYaHHS Ta BUAA/IEHHS APEHaXIB Y CTalioHapi y
nauieHTkn ctaBcs peumams 06.12.2010 p., i3 npuBoay sikoro
1 3apeHoBaHO MpaBy M/1eBpasIbHY NOPOXHUHY 3a Bronay.
10.12.2010 p. BUKOHAHO GOKOBY TOpPaKOTOMIlO crnpasa.
ATUMNOBa pe3eKLjis cepeHbOoT YacTkn. MexaHiuHuiA nneBpo-
Aes. 29.12.2010 p. BunucaHa Ha ambynatopHe NikyBaHHS.
25.03.2011 p. nauieHTKa 3BepHyach i3 peumanBoM NHEBMO-
TOpakcy 3/1iBa. BMkoHaHO TopakocKonito /iBOT M/1I€BPa/IbHOI
NOPOXHUHYM Ta ApeHyBaHHA 3a bronay. 31.03.2011 p. BUKOHa-
Ho BATC 3niBa, koarynsuito 6yn. NMnespoges. 06.04.2011 p.
nauieHTKka BunmcaHa.

12.03.2012 p. naujieHTKa 3BepHynachb i3 peyuansom
NMHEBMOTOPAKCY 3MiBa, 3 NPUBOAY SIKOro 11 BUKOHAHO Topa-
KOCKONIto MiBOT M/1€BPa/IbHOI MOPOXHMHM Ta APEHYBaHHS 3a
Btonay. 16.03.2012 p. BUKOHAHO 60KOBY TOPAKOTOMItO 3/1iBa.
Koarynsuis 6yn. MexaHiunnii nnespoges. 19.03.2012 p.
BUAaneHo gpeHax. 04.04.2012 p. nauieHTKa BMNMcaHa Ha
ambynaropHe slikyBaHHs. MNavjeHTKa nepioanyHo NPUXoanTb
Ha NpoqiNIakTUYHI OrNsan, NpoTe A0 CbOroAHi He 6yno pe-
UnAMBIB MHEBMOTOPAKCY.

Ha cborogHi JIJAM BBaXXa€TbCs NOBISILHO NPOrpecyynm
Me3eHXiMas/IlbHUM HOBOYTBOPEHHSIM, SIKE YPaXXa€ fiereHi, Bu-
K/IMKalo4mM KiCTO3HE ypaXKeHHS Ta AuxasibHy HefoCTaTHICTb
Big, OQHOro A0 ABOX AECATUITbL [3—6]. B 0CHOBHOMY XBOpI-
HOTb XIiHKM, MPOTE BigOMi BUNaAKM AaHOro 3aXBOPHBAHHSA y
4O/0BIKiB 3 Ta 6e3 Ty6epo3HOoro ckreposy [7, 8].

Buginatotb 2 dpopmu JIAM: cnopagnynnii JIAM (c-JTAM)
Ta Ty6epo3HUii ckneposHuii komnaekc i3 JJAM (TCK TAM).

Y cBiTi HapaxoByeTbcs 10 000 xBopux i3 c-flam [2] Ta
200 000 i3 TCK-JIAM [9-11].

NereHeBuii JIAM i3 TCK 3ycTpivaeTbesi B 1,0-2,3 % [9-12].

[NaroreHes

Ha cborogHi natoreHe3om J/IAM BBaXa€eTbCs MeTacTa-
TM4Ha Teopis. JTAM BMHMKAE BHAC/IAOK MyTauil B reHax
Ty6epKy/bO3HOro cknepo3dy 1 abo Ty6epKy/IbO3HOrO CKile-
po3y 2, sKi KogytoTb NPOTETHM raMapTuH Ta TyGepuH, WO
NPUBOAMTbL A0 akTUBALl CUTHaIbHOI Mepexi KOMMeKcy
1 mTOR [13-16]. Mapkepu JTAM KNiTUHWN € NO3UTUBHUMMU
0o HMB-45, nporectepoHoBux peuenTopis [17]. BusisneHo
Lo Yy XBOpuX Ha JTAM y KpOBi MiABWLLYETLCSA KOHUEHTpaL,is
CYAVHHOTO eHAoTesianbHoro gakrtopa pocty D (VEGF-D).
PiBeHb VEGF-D 6inbLu Hixx 800 nr/mn Mae BUCOKY Yy T/IMBICTb
i cneumdiyHicTb AN giarHocTukn JTAM Ta KOpese 3 TSX-
KICTIO 3aXBOPHOBAHHS Ha KOMIM'IOTepHili Tomorpadpii [18—20].

KniHika

€ 2 chopmm nouatky nereHesoro JIAM: 3aauLika, NHEB-
MoTopakc [21]. HaiuacTiwi no3lasereHesi MaHidpecTauii
JIAM BKtO4aOTb PETPONEPUTOHESTLHY afeHonaTito (77 %)
i HUPKOBI aHriomioninomun (60 %), siki 3aBXAN MOXHa iOeH-
TndoikyBaTn Wsaxom KT-ckaHyBaHHA Mpu NporpecyBaHHi
3axBOpOBaHHA [22, 23].

CMNCOK NITEPATYPU

1. von Stossel E. Uber muskulare Cirrhose der Lunge (Mus-
cular cirrhosis of the lung) / E. von Stossel // Beitr. Klin. Tuberk.
—1937. —Vol. 90. — P. 432-442.

Matsui Ta iHwWi onucanu, Wo y 6araTboXx XBOPUX Ha Mo-
3anereHeBuii JIAM nereHeBuii JIAM po3BMBA€ETLCA vepes
1-2 poku nicns giarHocTukm [24]. Yepes 10 pokiB nicns gia-
rHoCcTMKM JTAM 6113bKo 55 % XBOpMX BiguyBalTh 3a4MLLKY
y NOBCSKAEHHOMY XWTTi, 20 % noTpebyoTb 40AATKOBOrO
K1CH0, a 10 % BMupatoTh [25].

HopMasibHI MoKasHMKKM CRipoMETRIi MOXYTb cnocTepira-
Tncs y 31 % naujeHTiB i3 ¢c-JIAM, y 53 % nauieHTiB i3 TCK-
NAM [26-28].

Y cepefHbOMy nauieHTn 3 JIJAM NpoTAroM XnTTs MarTb
3,5 enisogu nHeBMOTOpakcy [29].

MHeBmoOTOpakc TpanaseTbcsa y 40-80 % nauieHTIB i3
JIAM i yacTo € peungmBytoumm (6mM3bko 70 %) [4, 30]. ¥
yinomy 80 % naujieHTiB MatOTb CBIll NEPLUNIA MHEBMOTOPAKC
[0 BCTaHOB/IEHHS giarHo3y JIAM i matoTb ABa abo Ginblue
NMHEBMOTOPAKCIB Nepes NiaTBEPMKEHHSM giarHo3y. YacToTa
peunamBeiB nHeBMOTOpPakcy npu JIAM € HanbinbLLOKW cepeg,
XPOHIYHNX 3aXBOPIOBaHb JIEreHb.

Peunamnen nHeBmoTopakcy npu JJAM y 71 % € incuna-
TepanbHUMK, y 74 % — KOHTpatepanbHumm, y 4 % — 6ina-
TepasibHUMU. B cepegHbOMy YacToTa peunamsiB NHEBMO-
Topakcy 4,5 enizogu. Micns ximiyHOro nneBpoaesy peunamns
BUHMKAE Yy 27 %, XipypriuHoro niespogesy —y 32 % [29].

DaSilva Ta cniBpo6IiTHNKM BUABWN, WO NauieHTn 3 LAM
MarTb PU3MK NHeBMOTOpPakcy 2—4 %; 1,1 Ha KoxHi 100 no-
NbOTIB.

Mepen NoNbOTOM HEOOXiAHO BMKOHYBaTU aHasi3 rasiB
KPOBI MpW AUXaHHI KIMHATHUM MOBITPSIM ANS1 BUPILLEHHS
NMUTaHHS MOX/IMBOCTI NepenboTy 6e3 AOMOMIKHOIO KUCHH
[31-33].

BaritHicTb

353 BariTHOCTI, 3apeecTpoBaHi B peectpi JIAM: 67 %
3aKiHYMMINCA HAPOMKEHHSIM XUBOT AUTUHW | e 6/IM3bKO
17 % manu cnoHTaHHWUiA abopT [26].

3a gaHumm Cohen, GiNbLIICTb iHLWKWX NauieHTok (178 3
205) man BariTHICTb 40 BCTAHOB/EHHS giarHo3y JIAM i masn
3arasioM XOopoLUi pe3ynbraTy BariTHOCTI [26, 34].

LiarHocTrka

Ha cborogHi € uiTki pekomeHgauji oo giarHoctukm JIAM
(American Thoracic Society, European Respiratory Society,
Japanese Respiratory Society) [35, 36]. KT € ogHuMm i3 Haii-
BaXX/IMBILLMX METOAIB 47151 BCTAHOB/IEHHS AiarHo3y JIAM.

JlikyBaHHS

Ha cborogHi icHytoTb 2 MeToau fliKyBaHHS /iereHeBoi
dopmn JTAM: mTOR iHri6iTOpKW, TPaHCNIaHTaList JIereHb.

MTOR iHri6iTopu (ciponimyc, eBeposiimyc) cTabinisyoTb
3HWKEHHS PyHKLIT nereHb [37-39]. [JoBeAeHO BiACYTHICTb
epeKTMBHOCTI Npw JlikyBaHHi nporectepoHom [28]. 5-piuHa
BWXMBAHICTb NiCAsi nepecaakun nereHb 69 % [40-43).

BUCHOBKIW. Mpw nereHesii hopmi IAM y 6aratbox xi-
HOK BariTHICTb 3aKiHYyETbCS HAPOMKEHHSIM 300PO0BOT AUTUHN.
[JiarHo3 JJAM BCTaHOBMETbCA 3a AaHnUMM KT.

MNEPCNEKTBW NOAANBLUNX AOCNIAXEHb no-
NSAratoTb Y CBOEYACHIV BepudpikaLii eTionorii THeEBMOTOPaKCy
Ta BMOOPY pavjioHa/IbHOT TaKTVKN NOAAMBLLUOTO JliKyBaHHS.
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