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Ceped pIiOKiCHUX CUCMEMHUX 3aX80PH0BAHb JIe2eHb, W0 NPOAGIAIOMbCA ) OUXANbHILL
HeO0oCmamHoCcmi ma HNOCMYNOBOM)Y PO3GUMKY Jle2eHe8o20 cepys, ocobiuse micye nocioae
nimepaneioneriomiomamos. Ocobaugicmro 3axX60pPHOAHHS. € NPOSABU 13 CMOPOHU NIEBPATILHOL
HOPOICHUHU Y 8UTIA0I NHEEMOMOPAKCY MA CUHOPOMY NILe8PALbHO20 8UNomy. 3 memoro eepugikayii
npoyecy asmopu peKoMeHOVIOmb OO0CHIONCEHHS NIe8palbH020 NYyHKkmamy i3 cyoanom-III mua
BUAGNEHHA NiMU ma KOMN'IOmepHy momocpagilo nicis GUOANeHHs 6MICmYy Nie8palbHOL
HOPONCHUHU. « HapyHKOBULL» MANIOHOK Jle2eHb y NOEOHAHHI 3 XIIOMOPAKCOM NIOMEEPOAHCYE OIACHO3
nimepancioneromiomamosy. Hezeaswcarouu na mpyonowi, na OymKy asmopis, 00YyilbHO NPOBOOUMU
8I0Kpumy OIONCII0 JleceHb ma Niespu.

Knrouosi cnosa: nimghanzioneiiomiomamos, nHeeMOXiIOMopaxc.

Jlimpanrioneitomiomaros (JIAM) nerenb — piakicCHE 3aXBOPIOBAHHS HEBIJIOMOI
npupoau. [loBimoMIIeHHS MPO HBOTO 3YCTPIYAIOTHCS y TMOOAWHOKUX TPAIsiX, TOMY
Horo nudepeHiiaibHa A1arHOCTUKA JIOCUTh CKJIaJHAa, 10 ¥ 3yMOBUJIO aKTyaJIbHICTh
JTaHOI CTaTTI.

Ichytoui y miteparypli MOBIJOMJEHHS CTOCYIOTBCSI OKPEMHUX BHUIIAJIKIB
3axBopioBaHHS. JIAM Maibke 3aBXKAM 3yCTPIYAETHCA Y JKIHOK JITOPOJIHOTO BIKY.
BunukHeHHs nepumx MaHiecTyroUuX CUMIITOMIB 3aXBOPIOBAHHSI CIIOCTEPITAETHCS Y
Bitti 33-35 pokis [1, 2, 9].

B ocHOBI mpouecy Mae Miclle HaaMmipHa mpodidepanis  aTUIOBUX
HEMOCMYTOBaHUX KJIITHH M’SI30BOT TKAHWHU CTIHOK KPOBOHOCHHX 1 JIIM(paTHYHHX
CyluH, nuxanbHuX nuisixis [1, 3, 5]. [pomidepyroul miouutu iHGIIBTPYIOTH MJIEBPY,
MDKYaCTOYKOBI MEPETUHKU 1 CTIHKU ajbBeoJl. M'si30Ba Tinepruias3is CTIHOK OpOHX10JT
MPU3BOJUTH /10 3BYXKEHHS IXHBOTO TMPOCBITY 1 PO3BUTKY «IOBITPSHHUX MACTOK.
[lepepo3TIrHeHHST TUCTAIBHUX BIIIB MOBITPOHOCHUX MUIAXIB MPU3BOAUTH 10
GbopMyBaHHS KICTO3HHUX YTBOPEHb PI3HUX BIAJUIIB MapeHXIMHU JIET€Hb 1 MOXKe
YCKIQAHUTHUCS PO3BUTKOM ITHEBMOTOPAKCY. XapaKkTep X YCKIIaTHEHb 3aJI€KUTh BiJI

INIMOMHU  3aliAraHHsl ~ «KICTO3HMX»  yTBOpeHb.  Ilpomideparisi  eneMeHTIB
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HEMOCMYTOBaHOI M’S30BOi TKAHWHU y CTIHILII BEH JIC)KHUTh B OCHOBI BEHOOKIIFO3UBHOTO
Ipolecy, MO MPU3BOAUTH A0 JIETEHEBHX remopariii i remocuaepody. OcTaHHI
KIIIHIYHO TIPOSIBIISIIOTBCA Yy KpoBoxapkaHHl. Buacmimok mposideparliii MiOIUTIB
JiMGaTHYHUX CyIWH BiAOYBaeTbcsl 1XHS OOCTPYKIisl, IO CYHPOBOKYETHCS
PO3BHTKOM Mepeski KolaTepalbHUX CYAMH. IX pO3pHUB HPHU3BOIUTH 10 PO3BHTKY
X1JIOTOPAKCy, X1JIONTOE 1 XiIb03HOTro acuuTty [1, 6, 7].

Bimomi Bumagku nmoeaHanas JIAM jiereds 3 J1eHOMIOMOIO MAaTKH, IIIO CBIJTYHUTH
PO BaXJIUBY pPOJIb CHAOKPUHHUX IOPYIICHh y PO3BUTKY XBopoOu [3, 9, 10].
Mo>kMBO, BAHUKHEHHSI 3aXBOPIOBAHHSI TIOB'SI3aHE 3 IMyHHUMU MOPYIIeHHAMH |3, 9].
€ nmasi, MO CBIYATh PO MEBHY POJIb Y po3BUTKY JIAM reHeTuyHux MmopyuieHs y
OlTKax, 3ay4eHHX 10 CUHTE3y KaTexonamiHiB [9]. [IpoTe 3a icCHyIOUUMH TEOPIAMU HE
MOXHa TOSCHUTA Yy TIOBHIM Mipl NPUYMHY BHHUKHEHHS 3aXBOPIOBAaHHSA, aje
HaWOLIbIIe KITHIYHE TIATBEPIKEHHS 3HaX0UTh TEOPisi TOPMOHAIBHUX MOPYIIEHbD.

[Tonermutn nudepenuianbuy niarHocTUKy JIAM 3 1HIIMMU 3aXBOPIOBAHHAMHU
no3BoJige komm'rotepHa Tomorpadis (KT) nerens, 3a pe3ynbraToM sSKOi AJIsI JAHOTO
3aXBOPIOBAHHS  XapaKTepHI MHOXHMHHI YITKO OKpecyieHi JpiOHi, audy3Hi,
JIBOCTOPOHHBO PO3TallOBaH1 TOHKOCTIHHI KicTH [3, 5, 10]. Ha BinMiHy Bij HUX, pU
HEHTPHIOOYISIpHIN eMdizeMi «KICTO3HI 3MyTTS» HE MAIOTh YITKUX MEX 1 OKPECICHHUX
ctinok. [Ipu ¢ibpo3yrouomy anbBeos1iTi oAi0H1 3MiHM € Ha niepudepii JereHb cepen
noiB ($10po3y 1 ae3opranizanii mapeHximu. Kictu j10kanizyroTbesi CyOIieBpaibHO 1
XapaKTePU3YIOThCS BITHOCHO TOBCTUMHM CTiHKam# [3, 8]. 3 ypaxyBaHHSM HaBEACHUX
JAHUX JesKl aBTOPU BBaXXalOTh JIOCTAaTHIMHU ISl BCTAHOBJICHHS pAiarHo3y JIAM
BrucHOBKM KT 0e3 mpoBeneHHs Oioricii gereds [4]. [HI 1oCaAHUKY HAMOJISTaloTh Ha
KOMITJIEKCHOMY OOCTEXKEHHI XBOPUX 1 BpaxyBaHHI KIIHIYHUX O3HAK PI3HOTO
XapakTepy, 30KpeMa aHaMHe3y, CKapr, OO €KTUBHMX JIaHMX Ta pe3yJbTaTiB
1HBa31MHUX METOMIB JoCIiKeHHS [1, 2].

HaifyacTimmmu cumMnToMamMu 3axBOPIOBAHHSA € 3aJIMINKA TMPU HE3HAYHOMY
¢13uuHOMy HaBaHTaxeHH1 (94 %), xamenb y OUIBIIOCTI BUIMAJIKIB MPOIYKTUBHOIO
xapaktepy (41%), O1nb y rpynHii kit (34 %), kpoBoxapkanHs (44 %), cBUCTSUI

xpunu (10 %) [7, 10]. ITaeBMOoTOpaKkc OyBae MEPIIMM CUMIITOMOM 3aXBOPIOBAHHS Y
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53-81 % xBopux [2—5]. CuHIpOM IIEBPATLHOTO BUIIOTY, AKUH MOTIM MPOSIBISETHCS
y X1JIOTOpAKCi, PO3BUBAETHCS Jeio piamie —y 38 % obcrexenux [2, 6, 9].

Huni Bimomi BiTHOCHO MaTOrHOMOHIYHI cumnitomu JIAM, B ToMy 9ucii XiJ1o- Ta
ITHEBMOTOPAKC, KPOBOXAapKaHHS, XUJomToe W OOCTPYKTHBHI (PYHKITIOHAJIbHI
MOPYIICHHS, sIKI OJJHOYACHO 3YCTPIYalOThCs PiaKko. Pa3oM 3 TUM BOHU MOXYTh OyTH
O3HAKOIO ¥ 1HIIMX MATOJOTIYHHUX MPOIIECIB, 10 y OLIBIIOCTI BUMAAKIB CTBOPIOE IS
KIIHIIMCTa JIarHOCTUYHI TpyAHoui. JlocBim KIIHINMCTIB TpU  MPOBEACHHI
nudepeHiiaabHoi 11arHOCTUKY HE3HAUYHUN dYepe3 OOMEXKEHY KUIbKICTh OMUCaHUX
BUITA]IKIB 3aXBOPIOBAHHSI.

MeTta [pociaigeHHsi — aHali3 TPYAHOINIB JU(EPEHIIANBbHOI A1arHOCTUKU
3aXBOPIOBaHb TUIEBPU Ta BIACHUX JIYMOK II0JI0 BUPIIICHHS Ii€1 MPOOIEeMHU.

Marepiaiam i meroau. J{o npuilManbHOro BIAJUIEHHS LEHTPAIbHOI palOHHOL
mikapHi 09.06.2009 p. MalIMHOIO IIBHJKOI TONOMOTH y TSYKKOMY CTaHI JIOCTaBJIEHO
xBopy P., 37 pokiB. Ckapkwiach Ha CUJIbHY 3aJIMIIKY, 3allaMOPOYCHHS, Kalllelb 3
MOKPOTHHHSIM, O1JIb y TIpaBiid MOJOBUHI TPYAHOI KIITKH, MIJBHUILEHHS TEMIEPaTypH
tima 1o 38 °C. BBaxkae cebe XBOPO OJIM3BKO MICSIlA, KOJHM 3'SIBUBCS Kallleib,
HE3HauHa 3a/IMIIIKa Ta MIOMIpHE M1BUIIEHHS TeMIIepaTypH Tija Ha (GOH1 KaTapalbHUX
SBUI. 32 MEAUYHOIO JOTIOMOTOIO HE 3BepTajiacs, JIKyBajaacs CaMOCTIHHO. 3a OCTaHHI1
2 nobu cTaH pi3KO TOTIpIIaB, 3'SBUJACh CUJIbHA 3aJIMINKAa 1 XBOpa 3BEpHYJACs 3a
MEIUYHOI Jomnomororo. Ha miactaBi ckapr Ta gaHuX (i3MKaTIbHOTO OOCTEXEHHS
XBOPY TOCITITAII30BAHO J0 TEPANEBTUYHOTO BIIUICHHS 3 J1arHO30M «ITHEBMOHIS 1
MPU3HAYEHO BIJMOBIIHE JIIKYBaHHS. BpaHIill XBopiii BHUKOHAHO peHTreHorpadito

oprasiB rpyAHoi KiiTku (puc.l).

Puc. 1. OrnsnoBa peHTreHorpaMma rpyaHoi
KIITKA XBOpoi P.: 1HTEHCHBHE 3aTEMHEHHS
MPaBOTO TEMITOPAKCY 3 TOPU3OHTAILHOO JIHIEIO

17 KIIOYULEI0, 3MIIIEHHS MEKUCTIHHS BII1BO
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BusBrneno piavHy 1 MOBITpS y MpaBidl MIEBpabHIA MOPOXKHHHI, 3MIMICHHS
MEXHCTIHHA BJiBO. BpaxoByrouu TSDKKHI CTaH XBOpPOi, il BUKOHAHO IUIEBPAIbHY
nyHkuio. OnepXaHo piiuHy OUIOrO KOJbOpY 0O€3 3amaxy, sfKa BWIMBAIACh IiJT
3HAYHUM THUCKOM. BuKOHaHO IpeHyBaHHS 3a MeroaoM bronay. Ctan XBOpOi aemo
MOKpAIIaB 1 HACTYIHOI A00U ii IepeBeeHO 10 00JIACHOTO TOPAKAIBHOTO LIEHTPY.
[Ipn nomaTkoBoMy OOCTEXEHHI B YMOBaX IIEHTPY y 3arajlbHOMY aHaii3i KpoBi
BHSIBJICHO JIeHKOIHUTO3 10 15,2 - 10° B 1 11 6e3 3minu dopmymu. C-peakTuBHuiT 610K
++. Inmn nabopatopHi nmokazuuku y mexxkax Hopmu. Ha EKIT — o3naku audysHoi
imemii Miokap/a, THCK y JiereHeBii aprepii 48 mm pt. cr. Ha nepiuii mtan y kiaiHim
BUCTYNAIM SIBUIA JIUXAJIbHOI HEJOCTATHOCTI 3a BIJICYTHOCTI O3HAK THIMHOI
IHTOKCHKaIIll, HE3Ba)XXal0OUd Ha BUJAUICHHS MO JPEHAXY «BEPIIKOMOAIOHOTO THOIOY.
BpaxoByroun HEBIAMOBIAHICTh KITHIYHUX MPOSBIB 3MIHAM Y TUIEBPAJIbHIN MMOPOKHUHI
OyJ0 BHMKOHAHO IUIEBpAJbHY NYHKLIIO 1 OpoBeaeHO mpody 13 cyagaHom-llI, ska
BUSIBUJIACH MO3UTHUBHOK. BCTaHOBIEHO CHHIPOMHMI [1arHO3 — MPAaBOCTOPOHHIM
xioTopakc. IloXomkeHHS XUIOTOpakcy MIATBEPAKEHO NPoOO0 «3 TEMHO-
KOPUYHEBOIO IOMAJI0I0», BHACHIJOK SKOI JiM(a y IUIEBpalbHIA MOPOKHUHI
3a0apBujiiach y Takuil caMuii Komip. Yepes TSKKHM cTaH XBOpoi OyJo BHPIIIEHO
MPOBOJIUTH KOHCEPBAaTUBHE JIIKYBaHHS: Ji€Ta ©0€3 BMICTY KHUPIB, BIIMOBA BiJ
B)KMBAHHS PIAMHYU, BHYTPIIIHBOBEHHA KOPEKLIs roMeocTtasy. BeneHHs mieBpaibHOi
HNOPOKHUHU AaKTUBHO-TIACUBHUM METOAOM. OCKIJIBKM XUJIOTOPAKC TOEIHYBABCA 3
THEBMOTOPAKCOM, OyJI0 JOAATKOBO BCTAHOBJICHO JIPEHAX y CKJCMiIHHI IUIEBPATbHOI
nopoxxuruHu. O0uABa ApeHaki BCTAHOBJICHO I1iJT BOJY 3a MeTojaoM bronay. 3 meToro
TJIEBPOJIE3Y Y APECHAXKI BBOJIUIM PO3YMH HOAY B CyMIllll 3 TIMEPTOHIYHUM PO3YMHOM
[JIFOKO3W MICHS TMOMEPEHbOr0 3HEOOJIGHHsI PO3YMHOM aHaibriny. Ha 5-ty no0y
BJIAJIOCS JOCSTHYTH CTIMKOTO aepocTasy 1 MpUMuHEeHHs Xinopei. JlpeHaxi BumasieHi
Ha 7-my n00y. Ilpu gocinikeHH1 (yHKIIT 30BHIIIHHOTO JUXAHHS BUSBJICHO IMOMIpHI
MOPYIIEHHS BEHTWIIII JIeTeHb 3a 3MIIaHUM TUIOM. XBOpa TPOJOBXKYyBaja
CKapKUTUCh Ha C1abiCTh, 3aAMINKYy, Kalledb 3 BUIUJICHHSM BEPIIKOMOAI0HOTO

xapkotuHHS A0 100-120 M Ha 100y, OCHOBHa HWOTO KUIBKICTh BUAUISIIACH Y
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aexxayomy monoxeHHi. [licas Bunanenns apenaxiB BukoHaHa KT rpynHoi kimiTkw,

IPHU SAKIH y JIETEHSIX BUSBIICHO 3MIHU 3a THIIOM «YapyHKOBUX YTBOPEHBY (pHC. 2).

Puc. 2. Komn'torepna Tomorpadiss opradiB rpyJHoi KJIITKH XBopoi P.: yapyHKOBI

YTBOPEHHS B 000X JIETEHAX

[ToemnanHs IUX 3MIH 3 XapakTepoM Kallllo, 3aJWIIKKA 3MIIIAaHOTO THIY,
MTHEBMOX1J1aTOpaKCy MpH HOPMaJbHIA (OpMYIi KPOBI JO3BOJMIO HAM BCTAHOBUTHU
miarHo3 JiMdanriongeiioMioMaroly 1 MPU3HAYMTH HecHenudiuyHl MpOoTU3aMalbHI
3aco6u (HIT3) Ha domi inTepMiTyiouoi ropMoHanbHOI Tepanii: Himin®, npexuisonon
no 15 mi/no6a, a-rokodepoiy amerat (BiT. E) mo 200 mr Ha 100y. 3aauiika, Kamemb,
KUTBKICTh MOKPOTHHHSI 3HAYHO 3MEHIIMJINCH. 3HAXOTUTHCS TiJ] CHOCTEPEKECHHSIM
paifoHHOro TepamneBTa, BcTaHoBieHO Il rpymy iuBamigHocTi. JomamHio poboTy
BHKOHY€ y TOBHiii Mipi. Ilepiommano mpuitmae HIT3 (Himin®™) — mo 10 auiB Ha

MICSIIb.
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BucHoBKkH. 3axBOpIOBaHHS PO3BUHYJIOCH Yy JKIHKM MOJOJOTO AITOPOIHOTO
BiKy. OCHOBHI IIpOsiBY (3aUIIIKa, KaIlIeJb) BUHUKIN Ha (POHI KaTapadbHUX SIBUIL, 110
y XBOPOIi 1y JIIKaps acoIlifoBajioCh 13 3acTyA010. BiICYTHICTh SBHIIl IHTOKCHKAIlT Ha
¢doHI 3aqUIIKK Ta CTEPUIBHOTO «TIAPOTOPAKCY» JAajia MiACTaBy BHUKOHATH TECT 13
cynanoM-I11, mo crpusijio BCTAaHOBIEHHIO CUHAPOMY X1JIOTOPAKCY, a MOE€HAHHS HOTO
13 ckapramu Ta gaHuMu KT — piaKicCHOro 3axBOpIOBaHHS M’ S30BO-TIM(ATHYHOTO
amapaTty JIeTeHb, YCKJIQJHEHOTO IHEBMOXIoTopakcoM. ['opmonotepamiss ta HII3
JIO3BOJIMIIA JTOCSITTH CTaHy peMicii, a XBOpid 3aJIMIIUTUCh YMOBHO Mpale3gaTHOI Yy
MeKax JOMaIIHbOTO TOCMOIapPCTBa MPOTAToM 24 Mic.

Hoxanbmi nepcnekTuBu. [Ipyu nposeneHH1 nudepeHiabHOI 11arHOCTUKY Ta
Bepu(ikallli 3aXBOPIOBaHb JIETEHb 1 TUIEBPU HEOOXITHO BPAaXOBYBATH 1 3I1CTABIIATH
BECh KOMIUJIEKC OJIEp>KaHMX Cy0’€KTUBHHMX U 00’€KTMBHUX JaHuX, oco0iauBo KT ta
«TECTYBAHHS» IUJIEBPAJIBHOI PIIUHU MOJIOKOIOAIOHOTO KOJIbOPY 1 XapKOTHHHS 3a
tectoM 13 cyaadHoMm-III. BaximBi maHi MoO)KHAa OTpUMATH MPU TOPAKOCKOII],
MPOBEJCHOI MICIs MEPOPATBHOTO «HABAHTAXEHHS» XBOPOTO TEMHO-KOPUYHEBOIO
MOMaJIol0, IO crpuse 3abapBieHHI0 JiM(u y BianoBiaHul Komip. Kpim Toro, micius
TOPaKOCKOMIiT HEOOX1THO 3aBXKIU TPOBOJAUTH TIIEBPOOIOIICITO.
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JUM®OAHTHOJEAOMMNOMATO3 JIETKUX U
CIHOHTAHHBI MHEBMOXUJOTOPAKC
N. 1. Ayxuii, C. A. I'onyOuuunii, B. A. Pemranenko (Cymbr)

Cpenu peKOCTHBIX CUCTEMHBIX 3a00JIEBaHM JIETKUX, KOTOPbIE MPOSBIISIOTCS
JBIXaTEJIbHOM HENOCTATOYHOCTBIO M IOCTENEHHBIM PA3BUTHEM JIETOYHOTO CEpALa
ocoboe MecTo 3aHuMaeT JuMdanruoneiiomuomaTo3. OCOOEHHOCTHIO 3a00JIE€BaHUS
OBIBAIOT MPOSIBICHUS CO CTOPOHBI IJIEBPAJILHON MOJOCTH B BUJE IMTHEBMOTOpPAKCa W
CHUHJIpPOMa IUIEBpalbHOrO BbINOTa. C 1ENpl0 BepUPHUKAUMU IpOLEcCca aBTOPbI
PEKOMEHIYIOT MCCIICIOBAHUE TUIEBPAIBHOTO MYHKTATa ¢ cygaHoM-III Ha BbIABIEHUE
UMbl W KOMIBIOTEPHYIO TOMOTrpaguio Mociae yAaleHUus COIAEPKUMOIO
IUIEBPAIBHOM MONOCTU. «COTOBBIN» PUCYHOK JIETKUX B COYETAHUU C XHUJIOTOPAKCOM
MOATBEPKIAET IUarHo3 nuMdanruoneiioMmuomaro3a. HecmMoTpsi Ha MHEHHE aBTOPOB,
1eJIeCO00Pa3HO MPOBOAUTH OTKPHITYIO OMOTICHIO JIETKUX U TUIEBPHI.

KuroueBble ciioBa: TuMQpaHTHOICHOMIOMATO3, THEBMOXUIOTOPAKC.
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LYMPHANGIOLEIOMYOMATOSIS OF LUNGS AND
SPONTANEOUS PNEUMOCHYLOTHORAX
I. D. Duzhyi, S. O. Golubnychyi, V. A. Reshtanenko (Sumy)

Department of general surgery, radiation medicine and phthisiology Sumy State
University

Lymphangioleiomyomatosis occupies a special place among rare systemic
diseases of lungs, which are manifested by respiratory failure and the gradual
development of pulmonary heart. Manifestations of the pleural cavity in the form of
pneumothorax and pleural effusion syndrome are characteristic for the disease. In
order to verify the process, the authors recommend a study of pleural punctate with
Sudan-Il1 for detection of lymph and a CT-scanning after removal of the contents of
the pleural cavity. "Cell" pattern of lungs in combination with chylothorax confirm
the diagnosis of lymphangioleiomyomatosis. In particularly complex cases, in their
opinion, the lung and pleura biopsy is required.

Key words: lymphangioleiomyomatosis, pneumochylothorax.
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