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TNumdanrnonenommomatos (JIJAM) — penkoe 3aboneBaHvie nerkux,
nopakatoLLiee KeHLLUH, Kak NpaBunio, AeTopoaHoro Bospacta. JIAM xapak-
TepusyeTca Nporpeccupyowmm UHGUIbTPATUBHLIM POCTOM TafKOMbl-
LWeYyHo-NoJo6HbIX KneToK (JIJAM-KneTku), KoTopble MPUBOAAT K KUCTO3HOW
[leCTPYKLMW JIEFOYHON MapeHXMMbl, OOCTPYKLUM BO3AYXOMPOBOAALUX
nyTen, KPOBEHOCHBIX 1 IMM(ATUUYECKUX COCYAOB.

MpumepHo B 15 % cnyyaes JIAM accoummnpoBaH ¢ KOMMIEKCOM Tybe-
po3Horo ckneposa (KTC) — cuCTeMHOIN HacneAacTBEHHOW Aucnnasuei,
00YCNOBNIEHHOV HapyLLIEHVEM 3aKNafiKNu SKTOAePMabHOrO 3apO/bLLIEBO-
ro NMCTKa, KOTOpas XapaKTepusyetcs KOMOUHMPOBAHHBIM OMyxoneBua-
HbIM MOPAXXEHNEM KOXW, FONIOBHOrO MO3ra, rMa3HbIX 60K, cepaua, noyek
W Nerkumx.

B cTaTbe npefcTaBneHbl KpaTKaa XxapakTepUCTUKa, KpUTEPUN fruarHo-
ctkn KTC 1 JTAM, a Takke OnurcaH KIMHUYECKNIA Crlyyaid accoumaumm STux
3a6oneBaHui.

Knrouesole cnoea: Komnnekc Ty6epo3HOro cKneposa, MMdaHro-
nenommomaros.
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THE CASE OF LYMPHANGIOLEIOMYOMATOSIS,
ASSOCIATED WITH TUBEROUS SCLEROSIS COMPLEX
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Abstract

Lymphangioleiomyomatosis (LAM) — is a rare lung disease, affecting
mainly women of child-bearing age. LAM is characterized by progressive
infiltrative growth of smooth-muscle-like cells (LAM-cells), leading to cystic
destruction of lung parenchyma, and airways, blood and lymphatic vessels
obstruction.

In about 15 % of all cases LAM is associated with tuberous sclerosis
complex (TSC) — a hereditary systemic dysplasia, caused by compromised
development of ectodermal germ layer, leading to combined skin tuberous
growths and brain, eye, heart, kidney and lung lesions.

The report presents brief characteristics, diagnosis criteria of TSC and
LAM, as well as the clinical case of association of these two conditions.

Key words: tuberous sclerosis complex, lymphangioleiomyomatosis.

Ukr. Pulmonol. J. 2018; 3: 69-72.

Oleh K. Yakovenko

Volyn regional clinical hospital

Chief of pulmonology dpt.

MD, PhD

Lutsk, 21, Grushevsky ave., volyn_pulmo@ukr.net

NimdaHrioneiomiomatos (JJAM) — pigkicHe 3axBopto-
BaHHSA NIereHb, WO BPaXa€ XiHOK, AK NpaBuio, AiTOPOAHOIro
BiKy. JIAM xapaKkTepusyetbca nporpecylounm iHdinbTpa-
TUBHUM POCTOM TNafgKOM'A30BO-NOAIGHUX KNiTUH (JTIAM-
KNiTMHK), AKI NPU3BOAATb A0 KICTO3HOI AeCTPYKLi nereHe-
BOI NapeHximu, 06CTPYKLii NOBITPONPOBIAHMX WNAXIB, KPO-
BOHOCHUX i nimpaTnuHUX cyguH [1].

Y 6inbwocTi Bunagkis JIAM crnocTepiraetbca y XiHOK
LiTOPOAHOrO BiKY, 3aroCTPIOETLCA Mif Yac BariTHOCTI i 4acTo
NPOABMAETbCA MNICNA NpPU3HAYeHHA ecTporeHis [2].
MNowwnpeHictb nereHesoro JIAM ouiHIOETbCA Ha piBHI 1-5 Ha
1000000 »iHok [3].

Po3pi3HAloTb ABi OCHOBHI dopMu 3axBoptoBaHHSA: JIAM,
acouinoBaHm1I 3 KOMNNEKCoM Tybepo3Horo ckneposy (KTC),
i cnopaguuHnn JIAM. KTC — ayTOCOMHO-AOMIHAHTHUN
CUHAPOM, AKWI 3yCTpiyaeTbca B cepedHbomy y 1 3 6000
HOBOHaPOMKEHNX i crnocTepiraeTbca NpubnnsHo y 1,5 MaH
oci6 B cBiTi. Llen cMHOpPOM XapaKTepu3yeTbca ramapToma-
TO3HUM YpaxKeHHAM FOfIOBHOMO MO3KY, HUPOK, LLKIipW i ouei
i acouiloeETbCA 3 CEeprO3HOI0 PO3YyMOBOIO BIACTaNICTIO,
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eninencieto i aytnsmom. Yactota JIAM cepep xiHok 3 KTC
CTaHOBUTb Bif 26 Ao 39 %, a KTC giarHoctyotb y 14,8 %
nauieHTis 3 JIAM [3, 4]. MpunbnnsHo 85 % sunaakis JIAM €
cnopagnyHumm [5].

CnopagunuHunn JIAM nportikae, AK npaBuino, Baxue i
WwBMALe NPU3BoANTb 10 GOPMYBaHHA NereHeBoi HegocTaT-
HOCTi Ta iHBanigusauii. Y 3B'A3Ky 3 UMM npu Bepudikauii
JIAM NpUHLUMNOBO BaXKIMBO CBOEYACHO BUABUTY HAaABHUIN Y
nauieHTa KTC, OCKinbKM Lie Ma€ NPOrHOCTUYHE 3HAYEHHA i
BM3HauaE TaKTWKY BefleHHA NaLjieHTa.

KTC, abo xBopoba bypHeBina-lpiHrna, — cuctemHa
cnagkoBa Aucnnasia, obymoBfieHa MOPYLUEHHAM 3aKnaaKu
eKTOolepMaNibHOrO 3apOAKOBOro JINCTKA, AKa XapakTepu-
3y€ETbCA KOMOIHOBaHMM MyXJIMHOMOAIOHUM YparkeHHAM
LIKipW, TOIOBHOTO MO3KY, OUYHUX AGNYK, cepusa, HUPOK i
nereHb [6]. KTC — ayTOCOMHO-AOMiHAHTHE 3aXBOPIOBAaHHA 3
HeMOBHO NMeHeTPaHTHICTIO, 06YMOBJIeHe Pi3HUMY MyTaLlif-
mu reHiB TSC1 i / abo TSC2 (Tuberous Sclerosis Complex).
BignoBigHO A0 iCHYOUOI Ha CbOrOAHILLHIA AeHb Knacudika-
uii cnagkosux ancnnasin KTC BigHocuTbcA o dpakomaTosis
(phakos — Big rpeu. coueBmnuA, poauma naama) — Henpo-
eKTofepmManbHNX 3aXBOPIOBaHb, WO BKAoUae Kpim KTC Taki
pifaKicHi Ho30M0riuHi popmu, AK HenpodibpomaTos, CUH-
apom Cteppxa—Bebepa i xBopoba lNnnena-Jlingay [7].
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KTC BepudikyeTbcsa BiANOBIAHO 4O KpuTepiiB AiarHoC-
TUKWM LUbOro 3aXBOPIOBAHHA, AKi MOAINAIOTbCA Ha «BENNKI» i
«mani» [8].

[o Bennkux Kputepii giarHo3y KTC BiAHOCATbCA: aHrio-
¢dibpomaTo3 06nMyYYa (LWOKKU, CMUHKA HOCA); MigHIrTboBi
dibpomuy; Tpy nnAMKU rinonurMmeHTadii i 6inblwe, nonios;
OiNAHKM Y BUTNIALI WarpeHeBnx OMIALIOK; MHOXMHHI ramap-
TOMHIi BY3/IMKU Ha CiTKiBLji; rOpOKN B KOPi BENNKNX MiBKYJIb;
cybeneHpiMmanbHi  By3nuKu; cybeneHgimanbHa riraHTo-
KNiTUHHa acTpoLUuTOMa; paboMioma cepus; HUPKOBI aHrio-
Mioninomu abo JIAM.

Cepen manux giarHoctnuHmnx kputepiie KTC moKHa
Ha3BaTV MHOXMHHI AMKIM Ha emani 3y6iB; raMapTOMHIi Mosinm
MPAMOI KMLLKW; KiCTKOBI KicTu; $¢ibpomMaTo3 fceH; HEHNPKOBI
ramapToMK; axpOMaTUYHI MIAMU Ha CiTKIiBL; LWKiIpHI NpoABK
y BUrNAgi KoOHOeTTi (ApibHi Kpyrni naaMun); MHOXUHHI KicTu
HUPOK; MirpaLis 6inoi pe4yoBUHM MO3KY Y BUrAAI NiHil npo-
MEHI0.

HiarHo3 KTC BBaKa€TbCA He3anepeyHM Npu HaaBHOCTI
2 BeNVKUX KpuTepiis abo 1 Benmkoro i 2 manux. imosipHun
JiarHo3 CTaBUTbCA MpW HaaBHOCTI 1 Benukoro i 1 manoro
kpuTtepito. [iarHo3 KTC BBaKa€TbCA CYMHIBHUM Npuv HasaB-
HOCTI 1 BeIMKOro KpuTepito.

Ha Bigminy Big JIAM, AkuM CTpakgatwTb nepeBaKHO
XiHKK, KTC 3ycTpiyaeTbca 3 OfHAaKOBOK YacTOTO Y OCi6
060x cTtateit. MowunpeHictb KTC 3HaYHO BuLlE, HiXK nowu-
peHictb JIAM [8]. MpubnusHo 1/3 gopocnux nauienHTis 3 KTC
MalOTb PEHTreHONOrivHi 03Hakum JTAM [9].

HiarHoctnyHi Kputepii JIJAM BU3HaueHi B KepiBHULUTBI
€BPONENCbHKOro pecnipaTtopHOro TOBapmncTBa 3 fAiarHoCTu-
Ku Ta BefeHHsa JIAM [10]. [iarHo3 3a cTyneHem JOCTOBIp-
HOCTi NMO3HAYaETbCA SIK AOCTOBIPHUIA, MMOBIPHUI (613b-
KN 0O MNeBHOro) i MoXXnuBuiA. [locToBipHU giarHo3 JIAM
MoO»e O6yTI BCTaHOBIeHMI 6e3 3aCcToCyBaHHA 6ioncii nereHi
y BUMAAKax, fAKWO MPUCYTHI Oyab-AKi 3 HACTYMHUX
€KCTpanynbMOHaNbHMX MPOABIB XBOPOOW: aHriomionino-
Ma, TpyaHWIiA abo uyepeBHUI BUMIT, niMdaHrionenomioma
abo rictonoriyHo goBeaeHe ypakeHHA NiMbaTUUHUX BY3-
niB, [HAOCTOBipHUI abo WMmoBipHWUA piarHo3 KTC.
Komn'toTepHa Tomorpadisa (KT) pekomeHfoBaHa B SIKOCTi
OCHOBHOroO AiarHoctuyHoro metogy. HiarHo3 JIAM BBa-
KAETbCA MMOBIPHUM, AKWO XapaKTepHi (TMnNoBI)
KT-cuMnTOMY NOEAHYIOTHCA 3 CyMiCHMMM (WO He cynepe-
yaTb fAiarHo3y) KAiHiYHUMK AaHVMK, abo KOMU CyMicCHi
KT-03Haky npucyTHi y XBOpWX 3 aHriomioninomoto a6o
Xinbo3HMM BunotoMm. [lo xapaktepHux KT-o3HaK HanexaTb
MHOWHHI (Oinblwe HiX 10) TOHKOCTIHHI KpYrai NOBITPsHI
KiCTU NpuW BIACYTHOCTI iHWWX 3HAYHMX 3MiH B NapeHXimi.
Konu npucyTHA mana KinbKicTb TUNOBUX KicT (Ginbwe 2,
ane meHw 10), KT-03HaKu BBaxatTbCA cyMmicHUMY 3 JIAM.
HiarHo3 JTAM BBa)Ka€TbCA MOXINBUM, AKLLO MPX HAaABHO-
CTi XapaKkTepHuX i cymicHux KT-03HaK BigCyTHi BignoBigHi
KMiHIYHI gaHi.

KniniuHnm Bunagok

XBopa M., 38 pokis, noctynuna B MyJbMOHOJOriYHe
BifAineHHs BonnHcbKoT 0651acHOI KNiHIYHOT NikapHi 3i ckap-
ramu Ha 3aAuLKy NpU He3HauHoMy ¢isYHOMY HaBaHTa-
KeHHi, CXyAHEeHHS, 3arafibHy ClabKicTb, BUCUMAHHSA Ha WKipi
06n11yys, 36iNblUEHHA PO3MIpIB KMBOTA.
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3axBOPIOBAHHSA MOYANOCA 3 BUCMMaHb Ha WKipi 0651m1yus
B AuTAYoMy Bili (3 4 pokiB). lNocTinHO cnocTepiranaca y
Hedposnora 3 NprBOAY MOMIKICTO3y HMPOK. Y iHWKX Cre-
LianicTiB He 06CTEXMNACA, HIAKMX NiKyBaNbHMX NpenapaTiB
He npurMana. 5 pokiB Tomy 3'ABUNacA 3aduLlKa, AKa Hey-
XUAbHO NporpecyBsana.

AnepriyHnx 3axBOpPIOBaHb, WKIANIMBUX 3BMYOK B aHaM-
He3i HeMae. OBTAKEHWI CNAKOBUI aHAMHE3 — Y Mamu, 3i
CNiB NauieHTKY, TakoX Bynn nopfibHi BUCUMAHHA Ha WKipi
06n1yys; NikyBanaca 3 NPUBOAY XPOHIYHOrO 3aXBOPIOBAH-
HA HAPOK, NOMepna B MONOAOMY BiLli.

Mae maneHbKy OOUYKy, 3i CNiB NaUi€EHTKM, AUTUHA 3[0-
posBa.

OO6’eKTMBHO: 3arafibHUI CTaH CepeaHbol TAXKKOCTI.
AcTeHiuHoI cTaTypu, Maca Tina — 48 kr, 3pict — 159 cm. Ha
LWKipi 061MYuaA — MHOXWHHI aHriodibpomm (puc. 1).

Puc. 1. Xeopa M., 38 pokie. MHOX<UHHI aHzioghi6pomu Ha wKipi
o6nuyys.

LWkipa Tina i cnu3osi 060510HKKM 6e3 ocobnmnBocTe.

Yl — 20 3a 1 xB. AyCKynbTaTUBHO AMXaHHA BE3NKYNApP-
He, ocnabneHe B nignonaTkogin obnacti cnpasa. YCC — 100
3a 1 xB., AT — 140/90 mm pT. cT. TOHW cepusi OCNabneHi.

KuBiT M'AKMN, 36inblieHN B 06'emi, MpaBopydy Big
nynka nanbnyeTbCA YTBOPEHHA BEJINKNX PO3MIpPIB.

lNeyiHKa He 36inblueHa, HAbPAKIB HEMaE.

KniHiuHuin aHanis kposi: ep. — 3,79 X 10", HB — 96 1/ n,
n.— 6,1 x 10°%, TpomboumnTn — 237 x 10°, LLIOE — 8 mm / rog.

BioximiuyHuM aHani3 Kposi: rnko3a — 4,1 mmonb / n,
KpeaTuHiH — 58 MMonb / 11, 3aranbHui 6inok — 68 1/ n, CPb
—0,8mr/n.

AHani3 ceui: 6inok- 0,183 r/n, n.-4-6 B n/ 30py, Ep. - 6-8
B N/ 30py

QyHKLUiA 30BHIWHbOrO AMXaHHA: NMOMIpPHI NMOPYLUEHHA
BEHTUNALINHOT GYHKLT IereHb peCTPUKTUBHOTO TUY.

Komn'toTepHa Tomorpacdis opraHis rpyfHOI NOPOXKHN-
HU (KT OIT): Ha BCbOMY MPOTA3i MHOMWHHI TOHKOCTiHHi
KiCTV OKpYrniol popmy Manux i cepefHix po3mipis, BUNIT B
npasin nneBpanbHin NopoXxHWHI. KT-kapTnHa Bignosigae
nimdaHrionenomiomatosy nereHb (puc. 2).

EKT: cnHycoBa Taxikappais, enekTpuyHa Bicb cepus Bia-
XWUneHa BMiBO, NOPYLUEHHA BHYTPIWHbOLLITYHOUYKOBOI Npo-
BiHOCTiI.
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Puc. 2. KT OrT1 xeopoi M., 38 pokKie: MHOXUHHi MOHKOCMIiHHI
Kicmu okpyanoi ¢popmu (6ini cmpinku) e napenximi nezeHo,
nneapanvHuli sunim (YopHa cmpinka).

s

Y3[] opraHiB 4epeBHOI MOPOXHUHM i Manoro Tasa:
HUPKK 36inblueHi B po3mipaXx, Bi3yanisylTbCA MHOXMHHI
KicTu fiameTpom 8—32 MM; B YePEBHIN NOPOXKHMHI — rine-
pexoreHHe YTBOPEHHA BEeNVKUX PO3MipiB HEeOAHOPIfHOI
CTPYKTYpU 6e3 UiTKnx mex, [Jobpe BacKynapusosaHe, 6e3
YiTKOro 3B'A3KYy 3 NpunernuMmu cTpyktypamu. 1o nepegHin
CTiHLi MaTK/ — rinoexoreHHe yTBOPEHHA 3 YiITKUMU KOHTY-
pamu, po3mipamn 10 Mm.

OuHe pgHo: OD: [13H — 6nigo poXeBuin, KOHTYPK YiTKi,
nepunaninApHO Bi3yanisyeTbcAa NyXAMHONOAi6He yTBOpEeH-
HA CBITIO XOBTOrO KONbOPY (ramapToMa), a TaKoX B MaKy-
NAPHIN JinaHLi — ApiGHI NyxnuHW, AKi HaragyloTb Apy3u,
apTepii cnasmoBaHi, BeHV NMOBHOKPOBHI. OS: [13H — 6nigo
POXeBWI, KOHTYPU YiTKi, N0 X0y BEPXHbOI CyANHHOI apKa-
OV Bi3yani3yeTbca MyxnnHonofibHe yTBOPEHHA CBITNO-
XKOBTOrO KONMbOpy (ramapToma), MaKynapHa JinAHka 6e3
0cobnmBoCTeNn.

MauieHTui NpoBefeHa nneBpanbHa NyHKLiA, OTPMMaHO
350 mn XiNnbO3HOro BMICTY.

MNpoBeneHo onepaTrBHe BTPYy4YaHHA 3 MpuBoAy YTBO-
PEHHA B YepPEBHI MOPOXKHVIHI.

MNpoTokon onepadiii.

MNpwn cepeanHHin nanapoToMii BUABNEHO YTBIp YepeBs-
HOT NOPOXHUHMK 26 X 15 X 15 cm, AKNIA 3aIMaE BCIO YepeBHY
NopokHKHY. Mpwn nocTynoBin Mobinisauii ocHoBa yTBOPY
e 3 OCHOBW MPaBOi HUPKWU BTArylUM B npoLec bpuky
TOBCTOI Ta TOHKOI KMLWKW. [ocTynoBo mo6inizoBaHi HUPKOBI
CYAVIHU, H/XKHIO MOPOXHMCTY BEHY, AKa Oyna Komnpecosa-
Ha YyTBOPOM, NPaBuUin CeYOBif NILOB B CepefuHy NyXnNHN.
YTBip WinbHMIA, 3 pPiBHUMKU KOHTypamm 6e3 30H
PO3M'AKLWEHHA, TKAHUHWN HUPKW He Bi3yani3oBaHO — HMpPKa
po3TalloBaHa B cepenHi yTBopy. BugineHo cyanHHy HixKy
npaBoi HAPKK, CYyANHN nepeB’a3aHo, KanpoH N° 4, noagin-
HO, BiaciveHo. CeyoBig nepes’A3aHo, BigciueHo. JliBa HUPKK
KMCTO3HO 3MiHeHa. KoHTponb Ha remocta3 — cyxo. LBewn Ha
paHy. lNos'A3Ka.
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Puc. 3. Makponpenapam aHziomioninomu i npaeoi HUpku.

MNaTorictonoriyHe pocnigXXeHHA: B onepauinHomy
MaTepiani npaBa HUPKa 3 MyX/IMHOI 3HAYHMX PO3MIpPIB (26 X
15 X 15 cm - aHriomioninoma (puc. 3).

KniHiuHMI pgiarHo3: Komnnekc Ty6epo3HOro cKneposy
(xBopoba bypHeBinna): nimpaHrionenomiomartos, ycknagHe-
HU MPaBOCTOPOHHIM XiNOTOPAKCOM, FiraHTCbKa aHrio-
Mioninoma, acouiioBaHa 3 NpPaBol HUPKOI, aHriodibpoma-
TO3 06/MYYs, MHOXWHHI raMapTPOMW Ha CiTKiBUi ouel,
pecnipaTtopHa HegocTaTHicTb (MRC3).

Y nauieHTKn 6ynu NnprcyTHi 4 BENUKUX KPUTEPIIB fiarHo-
3y KTC, T06TO fiarHo3 cnif BBaXaTu He3amnepeyuHum.

HiarHo3 JIAM TakoX He BUMaras niaTBepaXeHH:A Xipyp-
riYHO GiOMCi€l0 NereHi, OCKINbKN Manu miclie ekcTpanysb-
MOHanbHi NpoABK (aHriomioninoma), XinoTopakc, a TakoX
BrcokocneundiuHi KT-o3Haknm JITAM — MHOXMWHHI TOHKO-
CTiHHI KiCTW OKpYrnoi popmy B MAPEHXiMi lereHb.

Big npoBepeHHA creuudiuHoi Tepanii (cuponimyc)
nauieHTKa BigMOBMNIaca 3 NPUUYNHM MaTepiasibHOro xapak-
Tepy. [lpoBoaunocb cumMnTOMaTU4YHe  JliKyBaHHA.
Mpu3sHaueHo KT OIT uepes 2 micaui ana KOHTponto nepebi-
ry Xinotopakcy. PekomeH[0OBaHO HanpaBUTX NaLiEHTKY Ha
MCEK uepes JIKK gna BigHOBNEHHA rpynu iHBanigHOCTI.
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