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Summary

The modern view on the issue of lymphangioleiomyomatosis

N.I. Schvets, TM. Bentsa, V.V. Stanishevsky

The modern data of lymphangioleiomyomatosis diagnostics and treatment are presented in this arficle.
Clinical supervision of disease is covered.

Key words: lymphangioleiomyomatosis, diagnostics, treatment

AMMPAHIMOAENOMNOMATO3 (AeMOMMOMATO3) (ANAM) — 3TO peaKast
NOTOAOTMS, BO3HUKAOLWLAS Y YKEHLMH AETOPOAHOro BO3pPACTA
18-50 AeT; XapaKTEPUIYETCS MPOTNPECCUPYHOLLEN OABILLKOW, MHEBMO-,
XMAOTOPAKCOM M KPOBOXAPKAHbEM. B 0ocHOBE AAM — ANCCEMUNHNPO-
BAHHbIV MATOAOTMYECKNIA NMPOLLECC, XAPAKTEPUIYIOLLUINCS OMyXOAe-
BUAHBIM PO3PACTAHNEM IAOAKOMBILLEYHBIX BOAOKOH MO XOAY MEAKMX
BPOHXOB, BPOHXMOA, CTEHOK KPOBEHOCHbIX U AMMGATUHECKNX COCY-
AOB AETKUX C MOCAEAYIOLLEN MEAKOKNCTO3HOM TPAHCGOpMALMEN
AEFOYHOM TKAHW. OCHOBHOE MPosiBAeHNE AAM —NporpeccupyoLas
ABIXOTEABHASI HEAOCTATOYHOCTb.

Anddy3Hbit AAM (ANDDY3HBIN ACNOMUOMATO3 AETKIX, AETOYHOM
AENOMMOMATO3, GUBPOAENOMNOMATO3HASI FAMAPTOMQ) MOUHOAAEKNT
K YACAY PEAKO BCTPEYAOLMXCS 3060AEBAHMI. [lepBoe onncaHve
AAM AQTMPOBAHO 1937 ropom. C 3TOro BpeMEHM 3ApErCTPNPOBAHO
HemHorM 6onee 100 cayyaes AAM. OAHAKO 30 NOCAepHve 5 AeT
OTMEYAETCS Pe3KUM POCT AQHHOW MATOAOTUM B CTPAHAX EBpPOMBI.

9TUONOrMsa U NAaroreHes

21rmonorust AAM oCTaeTCst HendBeCTHOM. [1peANOAQrakoT ropMo-
HO30BUCKMOCTb (3CTPOreHO30BUCHMOCTbL) 3060AEBAHMST. KOCBEHHO
3TA BEPCUSI MOATBEPKACETCS TeM, 4To AAM BCTpevaeTcs npenmy-
LLLECTBEHHO Y XXEHLLIMH PEMPOAYKTVUBHOMO BO3PACTA, KPANHE PEAKO —
y My>k4rH. OBoCTpsieTcsl 3060AEBAHME BO BPEMS 6EPEMEHHOCTH, B
NPEeAMEHCTPYOABHOM MEPUOAE, A CTABNAM3ALMS MPOLLEeCCA OTMe-
yaetcsl B nocTMeHonayse. CoyeTtanne AAM Aerkmx ¢ AEMOMVOMOM
MQTKM TAKKE YKA3bIBOET HO BAYKHYIO POAb SHAOKPUHHBIX HOPYLLEHNM
B PA3BUTUN BOAE3HU. HE MCKAKOYEHO, YTO BO3HUKHOBEHWE 3000AEBO-
HWS CBSI3AHO C UMMYHHBIMI HOPYLLEHUSIMA. IMEKOTCS TAKKE AQHHbIE
O TOM, YTO OMPEAEAEHHYIO POAb B PA3BUTUN AAM UrPAKOT reHeTn4eC-
K1e HapyLLEeHMs B GEAKAX, BOBAEYEHHbIX B CUHTE3 KATEXOACGMUHOB.

CyulecTBytoLLME TEOPUM BO3HUKHOBEHMST 3A00AEBAHUSI HE OOb-
SICHSIIOT B MOAHOWM Mepe ero npuynHy. HanboAbLLee KAMHUYEeCKOe
MOATBEPXKAEHNE HOXOAUT TEOPUS TOPMOHOABHBIX HOPYLIEeHWH. 1o

APYMIM ACQHHBIM, B OCHOBE 3A60AEBAHMS A@XKNT ACUHXPOHHOS MblLLeY-
HOg MPOANGEPALMS B AETKUX, MATKE W, BO3MOXKHO, B MbILLLLAX APYTOM
AOKQAM3aLMM. ELLle OAHA TEOPKISI OCHOBOHA HO TOM, HYTO AEMOMNOMAO-
TO3HbIE Y3Abl BO3HMKAIOT Yepe3d 1-20 AeT NOCAE YAQAEHUST MATKM MO
MOBOAY GUBPOMMOMBI, YTO CBSIZOHO C SMOOAEN COCYAUCTOTO PYCAQ
TAQAKOMBILLEYHBIMN KAETKAMMU,

KnuHuka

B HOYAABHOM CTAANN KAMHUYECKME MPOSIBAEHWSI MOTYT OTCYTCTBO-
BATb. AAUTEABHOE BPEMS 3aB60AEBAHME NPOTEKAET 6ECCUMMTOMHO.
AAM 4OCTO OBHAPYXKMBAETCS CAYHAMHO KAK ANDPYIHOE UAN MEAKO-
Y3AOBOE MOPCKEHNE AETOYHOM TKAHW MPU PEHTTEHOAOTMYECKOM
MCCAEAOBOHN OPraHOB MPYAHOM KAETKU. [MaUMEHTb OB6PALLAIOTCS
30 MOMOLLBIO MPY MOSIBAEHUM MPOMPECCHUPYIOLLEN OABILLKM BCAEAC-
TBME POA3BMBAOLLENCST OBCTPYKLMM ABIXOTEABHBIX MYTEM U CHUKEHNS
ANDDYINOHHOM CMOCOBHOCTU AETOYHOW TKAHM.

OCHOBHbIE KAHNYECKNE MPOSIBASHUS:

e OABILLKQA, BHOYOAE BECMOKOUT TOABKO MNP GUBNMHECKOM HOrPY3-

Ke, B AGAbHENLLIEM CTAHOBUTCS MOCTOSTHHOW;

o GOAU B IPYAHOM KAETKE, YCUAVBAIOLLMECS MPW AbIXOHNN;

¢ KPOBOXAPKAHbE (HENOCTOSIHHLIV CUMMITOM);

*  PEeLVAVBUPYIOLLUIA CMTOHTAHHbIMA MHEBMOTOPAKC — HOBAIOACH
etcsl y 1/2-1/3 6OAbHbIX, MPOSIBASIETCST BHE3AMHOM MHTEHCKB-
HOW BOABIO B IPYAHOM KAETKE, OABILLKOWM, OTCYTCTBUEM BE3UKY-
ASIPHOTO ABIXOHMST U TUMMAHUYECKUM OTTEHKOM NEPKYTOPHOrO
3BYKQ HO CTOPOHE MOPOXKEHMSI;

*  XUAOTOPAKC — CKOMAEHNE XUAAEZHOM XKUAKOCTU B MAEBPOAb-
HOWM MOAOCTU (C OAHOM UAM OBEUX CTOPOH). MNpu PA3BUTUN
XVAOTOPAKCO YCUAMBOETCS OABILLKA, MOSIBASIETCS! MHTEHCMB-
HbI TYNOW 3BYK MNPV NEePKYCCUU HOA OBAQCTBIO BBIMNOTA, AbIXO-
HME B 3TOM MECTE OTCYTCTBYET; XUAAEIHAST SKUAKOCTb HOKAMAM-
BAETCSI BHOBb MOCAE €€ YAOAEHMSI. XOPAKTEPHO, YTO PA3BUTUE
MHEBMO- U XMAOTOPCAKCO COBMOACET C MEHCTPYAUMEN;
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*  XUAONEPUKAPAUT N XUAAS3HBI QCLIUT PA3BMBAKOTCS MO Mepe
NPOrpPecCUPOBAHNS 3AB60AEBAHVSI, VX MOSIBAEHME COBMOAQET
C MEHCTPYOAbHbIM LIMKAOM;

e PA3BUTVIE ABTOYHOIO CEPALIA — BADKHENLLIVIM CUMIMTOMOM $IBASI-
€TCS OABILLKA, YCUAVBOKOLLASICS MPY GUNYECKOW HArpy3Ke;
NPV BbIPCYKEHHOW AETOYHOW TMNepTEH3MN OHO HOBAIOACETCS
1 B MOKOE. XAPAKTEPHBIMU OCOBEHHOCTIMU OABILLKU SIBASIKOTCS]
OTCYTCTBME OPTOMHOS N YMEHbLLIEHUE ee NPU MCMOAL3OBAHWM
VIHFOASILMIA KUCAOPOAQ. BOABHBIX 6ECMOKOSIT TAKXKE BbIDOMKEH-
HOs CAABOCTb, cepaLedbreHne, 60An B OOAACTN cepaLa.
Kapanaarim 06yCAOBAEHbI TMMOKCUEN, PEDGASKTOPHBIM CyXKe-
HMEM KOPOHAPHBIX ApTEPUiN (MYABMOKOPOHAPHBIM pedAEK-
COM), YMEHbLLUEHMEM HOMOAHEHWS KOPOHAPHBIX APTEPUIN NP
YBEAVNYEHUM KOHEYHOTO AVACTOANYECKOTO ACBAEHWS B TOAOCTU
MPABOro XEAYAOHKA. BOAM B OBACCTM CEPALLA HOCST MOCTOSIH-
HBI XOPAKTEP 1 YMEHBLLAKTCSI MTOCAE UHTOASILIMIA KUCAOPOAQ.
Ype3BbIHAMHO XaPAKTEPEH TeNAbIN AUDDY3HbIM CEPbIN LINAHOS3,
OBYCAOBAEHHbBIN APTEPUAABHOM rMnokcemmen. Ha doHe xpo-
HNYECKOW MMMOKCUM U TUNEPKAMHUM MOSIBASIKOTCSI MOCTOSIHHbIE
FTOAOBHbIE BOAWN, COHAMBOCTb AHEM, 6ECCOHHULLA HOYbBIO, MOT-
AVIBOCTb, CHUXKAETCS anneTuT. [1om AEKOMMEHC AL XPOHUYEC-
KOFO AErO4YHOTO CEPALIA PO3BMBOIKOTCST OPTOMHOS, XOAOAHbIN
QAKPOLMAHO3, HOBYXOHME BEH, KOTOPOE HE YMEHBLLOETCST HO
BAOXE, YBEAUYEHME NeYeHN, CUMITOM MNaela (HOACBAMBOHME
HA YBEANYEHHYIO OOAE3HEHHYIO MEYEHb BbI3bIBOET HOBOYXOHME
LLIEMHbIX BEH), MPU TSHKEAOW CEPAESHYHOMN HEAOCTATOYHOCTU BO3-
MO>XHO PA3BUTVE OTEKOB, ACLIUTA, TMAPOTOPAKCA.

Ouvarosas popma AAM MpoTeKAeT 6ECCUMMTOMHO U BbISIBASIETCS]
PEHTTEHOAOTNYECKM. B HEKOTOPBIX CAYYOSIX 3000AEBOHME MPVHUMAO-
€T CUCTEMHBIN XAPAKTEP — AENOMMOMbI PA3BMBAOTCS B OPIOLLHON
MOAOCTH, 3ABPIOLLMHHOM MPOCTPAHCTBE, MATKE, KULLEYHUKE, MOYKAX.
AHIMOMUOAUMOMBI MOYEK PEAKO HOPYLLIAKOT GYHKLMIO NOYeEK, XOTS
MHOIAQ MOTYT AOCTUTATb BOABLUMX Pa3MepoB (6oaee 10 cm).

AKTMBALMK 3060AEBAHKS CNOCOBCTBYIOT BEPEMEHHOCTL, POADI,
npMeM KOHTPALENTMBOB. [TPOrHO3 y TaKUX BOABHbIX, KOK MPOBUAO,
HEBAQronPUSTHbLIN. AETAABHBIN NCXOA HOCTYMOET B CPOKM OT ABYX AO
10-Tn AeT. CpepHSIS TDOAOAKUTEABHOCTb YKM3HU BOABHBIX COCTOBASIET
OKOAO 5 AeT. ONMNCAHBI CAYHaM C AETOABHBIM MICXOAOM Yepes 17 AeT.
HenocpeACTBEHHAS MPUYMHA CMEPTU — MPOrPECCUPYIOLLAS AbIXO-
TEAbHQOSI HEAOCTATOYHOCTb.

Jla6opatopHblie meToAbl AUATHOCTUKM

OBLWUIN AHAAMS KPOBM: CYLLEECTBEHHBIX M3MEHEHWIN HET. Y HEKOTO-
PbIX BOABHBIX OTMEYAETCS S03NHODUAMS, HEPEAKO YBEANHYMBOETCS
CO3, 0COBEHHO NPU PA3BUTUM MHEBMO-XMAOTOPAKCA.

O6LWmMin AHAAU3 MOYM: MOXKET HOBAIOAQTECST HE3HAYUTEABHOS
NPOTENHYPWST (CUMNTOM HECNELIMPUYECKNI N HEMOCTOSIHHbIN).

BUOXMMNYECKOE UCCASAOBAHUE KPOBU: MHOTAQ HOBAIOACETCS
TMNEepPXOAECTePUHEMMUSI, BOSMOXHO YBEAUYEHME YPOBHS a,- U
Y-TAOOYAMHOB, AMUHOTPOHCdEPa3, OBLLEN AOKTATAEMAPOrEeHasbl,
QHMMOTEH3VHMPEBPALLAOLLETO GEPMEHTA.

MiccaepoBAHNE NAEBPAABHOM XUAKOCTU: XUAOTOPOKC HPE3BbI-
4amHo xapaktepeH ang AAM. TTAEBPAABHOS XMAKOCTb MMEET CAe-
AYHOLLME XOPAKTEPHbIE OCOBEHHOCTU:

e LIBET MOAOYHO-OEAbIN;

*  MYTHOCTb KMAKOCTN COXPAHSIETCS MOCAE LIEHTPUDYMMOOBAHYS

*  COAEPXKAHWE TPUTANLEPUAOB Bbile 110 Mr %;

*  COAEPXKUT XUAOMUKPOHBI, KOTOPbIE BBISIBASIKOTCS MPU SAEKTPO-

dopese AMNoNPOTEMHOB B MOAUAKPUAOMUAHOM reAe.
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PeHtreHoAorYeckoe NCCAeA0BAHNE AETKUX. TAGBHBIMY PEHTTe-
HOAOTMYECKMMU MPUIHAKOMU AAM AETKUX HA OBbIYHbIX PEHTTEHO-
rPAMMOX FPYAHOW KAETKU SIBASIKOTCS:

e YCUAEHME AETOYHOTO PUCYHKA CETYATOro XApaKTeEPQ;

e YBEAUMYEHME OObEMA AETKUX.

Hanbonee XxapakTepHbit MopdOAOrMYeckmin NpusHak AAM —
KCTO3HAS TOAHCHOPMALMS ASTKUX, KOTOP S OBbIYHO BbISIBASIETCSI HO
KOMMBIOTEPHBIX TOMOrPAMMAX. KNCTbI GbIBAKOT ABYX TUMOB: MEAKME
MHO>XECTBEHHbIE TUMA «COTOBOTO AETKOro» U KPYMHbIE KICTbI, NPW-
cywme 6yanesHom amomseme. TOALLMHA CTEHKM KUCTbI HE MPEBbLILLAET
2 MM, NPUYEM CTEHKA KUCThI BbISIBASIETCSI HE BCEIACQ M HE HO BCEM MPO-
TSHKEHNN. OKPYIXKAKOLLAS ASTOYHAS TKAHB YOCTO HE M3MeHeHa. OAHAKO
coyeTaHne GUBPO3HBIX N KUCTO3HbIX M3MEHEHUM HE MPOTUBOPEYUT
AvarHody AAM. TakmM 0Bpa3oM, PEHTTEHOAOTMYECKAS KOPTUHA AAM
HE MATOTHOMOHWYHA. BEAYLLMM PEHTTEHOAOTNYECKUM MPU3HAKOM
3TOro 3a60AEBAHNS FBASIETCS OOPA30BAHNE MHOXXECTBEHHbBIX BO3-
AYLLUHbIX TOHKOCTEHHbIX MOAOCTEN BYAAE3HOTO XOPAKTePA.

AN 04AroBow GOPMbI XAPAKTEPHbI 04ary 3ateMHeHus ot 0,5 Ao
1,6 cM B AMIAMETPE C YETKUMU TPAHULLAMMU.

MV PA3BUTUM MTHEBMOTOPAKCA ONPEAEASIETCS CMABLLEECS MOA-
YKATOE BO3AYXOM AETKOE, MPW PA3BUTUN XMAOTOPAKCA — UHTEHCHBHOS
rOMOTreHHQOS1 TEHb (3a CYET BbIMOTA) C KOCOBOCXOASILLEN BEPXHEMN
rPOHULLEN.

KomnbtotepHas tomorpadus Aerkmx. Anst AAM xQpaKTEePHbI MHO-
YKECTBEHHbIE ANDDY3HBIE, XOPOLLO OYEPYEHHbIE MEAKME TOHKOCTEH-
Hble KNCTbI. KNCTbI MK 3TOM 3A00AEBAHN 3HAYUTEABHO OTAUHAKOTCS
OT 30H LIEHTPUAOBYASIDHOM SMPU3EMBI AETKMX, KOTOPLIE HE NMEIOT
YETKUX MPAHWLL M CBOMX COBCTBEHHBIX CTEHOK, O TAKOKE OT PUbPO3Un-
PYHOLLETO OABBEOAUTA, MPY KOTOPOM OCHOBHbIE M3MEHEHWS PACTIOAO-
YKEHbI MO Nepudepmn Arkmx, UMEKoTCS MOAS GUBPO3a U AE30PTAHU-
3aUMM NAPEHXVMbI AETKUX, A KUCTbI PACMOAOXKEHbI CYOMNAEBPAABHO U
XAPOKTEPUIBYKOTCS AOBOABHO TOACTBIMKM CTEHKAMMU. ACQHHbBIE KOMMbBKO-
TEPHOM TOMOrPAdUM HOCTOABKO CreLndUYHbI AT AAM, 4TO HEKOTO-
pble OBTOPbI AAS TOCTAHOBKU TOYHOTO AMAHO30 MOAQIAKOT AOCTATOY-
HbIM 3AKAIOYEHKE KOMMboTEPHOW TOMOrpadum (KT) 6e3 npoBeaeHMs]
BNOMCUM ASTKUX.

Hekotopble MCCAEAOBATEAM NMOKA3LIBAIOT, YTO ASTOYHbIE KUCTbI
YMEHBLLQIOTCSI B OObeME BO BPEMS BbIAOXA, HYTO CBUAESTEABCTBYET O
HOAMYM CBSI3U KCT C BO3AYXOHOCHBIMU MYTIMU. B CBSI3M C 3TUM PEKO-
MEHAYETCS BbIMOAHSTb KT BO BpeMsi TAyOOKOro BAOXA M BbIAOXA.
HeKoTopble aBTOPbI CHUTAIOT, HYTO U3MEHEHWSI PA3MEPOB BO3AYLLHBIX
0BPA30BAHWI B ASTKVX BO BPEMS PECTIMPATOPHOW MPOBbI XAPAKTEPHbI
ANS KNCTO3HBIX BPOHXO3KTA30B, B OTAUYME OT CYONAEBPAAbHBIX OYAA.

MHorue aBTopbl OTMEYAIOT BOABLLME TRYAHOCTU ANDOEPEHLPO-
BAHMS AAM C APYTMMN ANDDY3HBEIMM MOPOKEHUSIM AETKVX, B YHOCTHOCTA
C MMCTUOLIUTO30M X, B CBSI3M C YEM B LLIEASIX OKOHYATEABHOW AMArHOCTU-
K/ CHUTAKOT HEOBXOAUMBIM MPOU3BOANTL OUOTMCUIO AEFKOTO.

NccAepOBAHME BEHTUASILMOHHOM CNOCOGHOCTU AErKUX.
XApAKTepHO yBEAMYEHME OCTATOYHOTO O6beMA AETKUX B CBSI3U C
OBPA30BAHNEM MHOXECTBEHHbBIX KNCT. Y BOABLUMHCTBA ©OABHbIX
OMPEAENSIETCS TAKKE OOCTPYKTVBHBIN TUM ABIXOTEABHOW HEAOCTATOY-
HOCTU: CHWXKEHE 06beMa GOPCUPOBAHHOTO BLIAOXA 30 OAHY CEKYH-
Ay (O®B,). O6CTPYKTVBHbIE V3MEHEHNISI BBISIBASIIOT YXK€ HO CAMBbIX
POHHUX CTOAMSIX 3Q00AEBAHMSI, MOSTOMY BOABHBIM MOXET OblITb OLLIN-
B60YHO YCTOHOBAEH AMArHO3 BPOHXMAABHOW ACTMbI A XPOHUYECKO-
ro 06CTPYKTMBHOIrO 3A00AEBAHUST AETKUX, ACOKE MPW OTCYTCTBUM
COOTBETCTBYIOLLEN KAVHNYECKOW KAPTUHBI. OAHAKO ans AAM (B OTAK-
yme o1 BPOHXMAABHOW ACTMbl MAN XPOHUYECKOro OBCTRYKTMBHOMO
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3000AEBAHNSI AETKMX) XAPAKTEPHO BbIPDOYKEHHOE CHIMKEHME ANDDY-
3MOHHOW CMOCOBHOCTN AETKMNX. PECTPUKTVBHAS ABIXOTEABHOSI HEAO-
CTATOYHOCTL (CHWKEeHMe XKEA) npncoeamHSIeTCs No Mepe nporpec-
CUPOBAHWS 3000AEBAHMSI.

MlccAaeAOBAHME rA30B KPOBU. 10 Mepe pa3BUTUST AbIXOTEABHOM
HEeAOCTATOYHOCTU MOSIBASIETCSI APTEPUAABHAS TUMOKCEMMS], MAPLIM-
QAbHOE HAMPSKEHNE KUCAOPOAQ CHMKAETCSl, OCOBEHHO MOCAE
OUBNYECKOM HATPY3KU.

AnekTpokapanorpadwust. lNo Mepe NPorpecCcrpoBaAHKS 30060Ae-
BOHMS BBISIBASIKOTCS:

e MPU3HOKN TUNEPTPOPUN MUOKAPAC MPABOrO MPEACEPANS U

NPQABOTO XEAYAOHKA;

o B oOTBepeHusX I, lll, aVF 3y6Lbl P BBICOKOOMMOAUTYAHBIE C 3Q10-
CTPEHHOM BepLUnHOM (P-«pulmonale»);

e BOTBeAeHUN V, 3y6eL, P (MAM, NO KpaitHel Mepe, ero nepsas
NPABOMPEACEPAHAS HA3A) MOAOKUTEABHBIN C 3A0CTOEHHOM
BepLunHom (P-«pulmonale»);

e BoOTBeAeHu x|, aVL, V,, V, sy6eLl P H13kon amiAnTyAbl, a B aVL
MOXKET BbITb OTPULIATEABbHbBIM (HEMOCTOSIHHbBIM MPU3HAK);

e  AAUTEABHOCTb 3y6LIa P He npesbiaet 0,10 C.;

e CMELLEHMNE DSAEKTPUYECKOW OCU CEPALLA BNPABO (YroOA o
6onee +100 rpaaycoB);

e YBEAUYEHME AMMNAUTYABI 3yOLIA R B MPABBIX FPYAHBIX OTBEAE-
HUax (V,, V,) 1 OMNANTYAbI 3YGLIA S B AEBbIX TOYAHbBIX OTBEAES-
Hmax (V, V). Mpn 9TOM KOAMYECTBEHHBIMM KOUTEPWSIMN MOTYT
FBASITbCS: AMMAAUTYAQ 3y6ua RV, 27 MM nAM RV, +SV5,
SV,210,5 mm;

e TOSIBAGHME B OTBEASHWM V, KOMMAEKCA QRS TUNA ISR” AU QR;

e MPW3HAKM NOBOPOTA CEPALIQ BOKPYI MPOAOABHOW OCK MO
4OCOBOW CTpeAKe (CMeLLeHME NEPEXOAHOW 30HbI BAEBO, K
OTBEAGHVIOM V=V, 1 MOSIBAEHNE B OTBEASHUSIX V., V, KOMMAEK-
ca QRS na RS);

e CMelleHune cerMeHTa RS-T BHM3 1 MOSIBAEHME OTPULIOTEABHbIX
3y6uLoB T8 otBepeHusx i, aVF V,, V.

*  YBEAWNYEHNE AAUTEABHOCTU MHTEPBAAQ BHYTPEHHETO OTKAOHE-
HW9 B MPOBOM rpyaHOM otBeaeHnm (V,) 6oaee 0,03 c.

Ta6nuua. JuddepeHumansHas guarHocTUka nMMdaHronelommomMarosa

Kpurepum JiumdbaHrnoneiommomaros

XeHwpHbl peTopoaHoro Bos-
pacra

Mon

- Mporpeccupytowas oapiwka
(100 %)
- Peunameumpyrowmit nHesmo-

F'ucrnoumtos X

Yawe myxumnbr (2:1)

Maromopdonornueckas AUMArHOCTUKA

Mpv NATOMOPPOAOTNHECKOM NCCASAOBOHMM OTMEYAIOTCSI CAE-
AyHoLE NPU3HAKM 3060AEBAHNST:

e 3HAYUTEABHOE YMAOTHEHWE TKAHM AETKUX, MHOXECTBO MEAKMX
y3eAkoB 0,3-0,7 cm B aAnameTpe, 6eneCOoBAThIX, 30MOAHEHHbIX
YKMAKOCTBIO, OHM PACMIOAOXKEHbBI CYONAEBPAABHO;

e HOAMYME B OTAEABHBIX YYACTKAX AETKMX KPYMHbBIX BO3AYLLUHBIX
MOAOCTEN;

*  MNEepnAa3ns AMMGOY3AOB;

o AVOPY3HOS NPOANDEPALUS TAOAKOMBILLEYHbBIX BOAOKOH B
VHTEPCTULIU AETKNX (MEXXAABBEOASIPHO, MEPUBACKYASIPHO,
NePUBPOHXMAABHO, CYBGNAEBPAABHO, MO XOAY AMMOATNYECKIX
COCYAOB);

o AECTPYKIUBHbIE M3MEHEHWS CTEHOK KDOBEHOCHBIX M AUMGATI-
4YECKMX COCYAOB, CTEHOK BPOHXOB, OABBEOA;

¢ HOPMUPOBAHNE MNKPOKUCTO3HOTO «COTOBOIrO» AETKOro;

e PA3BUTUE MHEBMO-TEMO-XMAOTOPAKCA B CBSI3M C AECTRYKLUMEN
CTEHOK KPOBEHOCHbBIX 1 AUMOATUHECKNX COCYAOB AETKUX U
pPa3BUTUEM CYBNAEBPAABHBIX KCT.

Mpwr AAM 4OCTO BbISIBASIFOT M BHEAETOYHbIE U3MEHEHWST: MOPaXKE-

HUSI MEAMACTUHOABHBIX U PETPOMNEPUTOHEAABHBIX AUMPATUHECKMX
Y3AOB, AHIMIOMUOAUMOMbI (TOMAPTOMbI).

Mucronornueckoe noarBepXxXaeHue
AmarHosa num¢paHrmonenommomarosa

OCHOBBIBAETCS HO AGHHBIX TOOHCOPOHXNMAABHOM Buoncumn. Ecam
TPAHCOPOHXMAABHAS BUONCKUS HE MHGOPMATUBHA, NMPOBOANTCS
OTKPbITASI AV TOPAKOCKOMMYECKAS BUONCUS ATKNX. TUMNYHOS MOP-
donormyeckas kaptmHa AAM xapakTepmsyeTcst npoAndepaumen
TAQAKOMBILLEYHBIX KAETOK B UHTEPCTULMN 11 BOKDYT BPOHXOBACKYASID-
HbIX CTPYKTYP. [MpoAndepupyowme KAETKU HONOMUHAKOT MUOLIUTLI
COCYAOB, OAHOKO OHU BOAEEe KOPOTKME, MAENOMOP®HbBIE, 1 B PSIAE
CAYYQEB VX MOXHO CMyTATb C GUOPOLIUTAMN. B CMOPHBIX CAYHasIX
OTAVIHUTL ATUMNYHBIE TAOAKOMbILLEYHBIE KAETKM Npn AAM OT Apyrx

Capkounos AUCCeMUHNPOBUHHDIN
prouA Ty6epkynes

Yawe xeHwmHbl (2:1) My>xunhbl, xeHwmHb (1:1)

Knunnueckmne ocobeHHocTH

HanHble GyHKUMM BHELIHErO
AbIXAHUA

CoueTaHms ¢ 06CTPYKTMBHBI-
Mu Hapywwennamu (16 %)

KomnbtotepHas Tomorpadus

Jeuenne

xunotopakc (37 %)
- KposoxapkaHbe (32 %)
- BuenerouHsie nposiBNeHus:
* numdbageHonaTs
* acumt
® XUnne3Hble OTEKH
* XMnonep1Kapa

OBcTpyKTUBHBIE HOPYLIEHMS.
Mo3sxe npucoeamnsiotcs pe-
CTPUKTUBHBIE HOPYLIEHMS

PeCTPMKTMBHI:Ie HapyLweHns

«CotoBoe» nerkoe

- Mporpeccupytowas oasiwka
- Peumamempyowmii nHesmo-
TOpakc

- llumdpaperonatus (peako)

PecTpukTHBHBIE HOpyWeHUs

PeCTPMKTMBHbIe HapyLweHus

«CotoBoe» nerkoe

KOPTMKOCTepOMAbI

- Oppbiwka - Opblwka
- Kawenb - Kawenb
- CMHAPOM MHTOKCHKALMM - KposoxapkaHse

- BonHoo6pasHoe TeueHne
- BHenerouHble nposiBneHus:
* numdaaeHonatms
* NOPAXEHMs a3 U KOXH

- CMHAPOM MHTOKCHKALMM

- BonHoo6pasHoe TeueHme

- Mokpora

- Muko6aktepum Ty6epkynesa

MueBmoumppos
Hedopmaums 6poHxos
Menkue u kpynHsie Gynnbi

Menkoouarosas aMcceMuHauus
(«cHexHas Byps»)

Koptukocrepouasl Xumuotepanms
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SAEMEHTOB MO3BOASIET MOAOXKUTEABHAS PEAKLIMS ATUMMYHBIX MAOLL-
TOB C MOHOKAOHQOABHBIMW AHTUTEAOMM HMBA45, XapAKTEPHBIMY MOP-
donornyeckumm NprsHakamm AAM GBASIOTCS TAKXKE KMCTO3HAOS
AVAQTALMS AVCTAABHBIX BO3AYXOHOCHbBIX MPOCTPAHCTB M AETOYHOW
reMoCuAEpPO3.

YABTPACTPYKTYPHbIN M UMMYHOPAKOOPECLLEHTHBIN AHOAM3 BOAOKOH
NMOKA3bIBAET BLICOKOE COAEPKAHNE TAMKOTEHA B MbILLEYHbIX KAETKAX
M TACAKOMBILLEYHBIX OHTUIEHOB. B HOCTOSILLLEE BPEMSI CEPOAOTNHECKMX
TECTOB AAS ONPEAEAEHMSI STUX OHTUIEHOB HE CYLLLECTBYET.

AnddepeHumnanbHas AMArHoCTUKa

AnddepeHUMAAbHBIN ANATHO3 NPUYMHBI CIIOHTAOHHOTO MHEBMOTO-
PAKCA BKAIOYAET CASAYIOLLME 3060AEBAHUS:

°  amMPM3eMa Aerkmx (B T. 4. HO doHe AedUUMTA o,-aHTUTPUMN-

CUHQ);

e OPOHXMAABHAS ACTMQ;

e A\QHrepraHca-KAETOYHbIN TCTUOLMTO3 (TMCTUOLMTO3 X);

*  XPOHNYECKUM BK3OTEHHBIN OAAEPTNYECKNN AABBEOAUT.

OTAMYMTE AAM OT ARYTX 3060AEBAHNIA MOMOTAET KOMIMBbKOTEPHAS
TOMOrpadwus BeiIcokMx paspeLueHnn (KTBP).

BbISIBAEHHbIE M3MEHEHISI B AETKX HEOOXOANMO ANGPEPEHLMPO-
BATb OT TYOEPKYAE3HOrO CKAePO3a BypHEBUAAS, TAK KAK AQHHbIE
KOMMBIOTEPHOM TOMOrPADUN U TMCTOAOTUHECKNE U3MEHEHMS MPW STUX
ABYX 3060AEBAHUSIX MPAKTUYECKN UAEHTUYHBL. OAHAKO, B OTAUYME OT
NAAM, TyGEPKYAE3HBIN CKAEPO3 FBASIETCSI CEMENHBIM 3060AEBAHNEM
1 COMPOBOXAQETCS YMCTBEHHbBIM HEAOPA3BUTUEM. KpOMe Toro, npu
TyOEPKYAE3HOM CKAEPO3E XOPAKTEPHBI M3MEHEHIS MIOYEK, KOTOPbIE
BBISIBASIKOTCSI MPY KOMMBIOTEPHOW TOMOrPAdPUM MOYEK C BHYTPUBEHHBIM
KOHTPOCTUPOBOHNEM.

TakM 0BPA3OM, ECAM Y XKEHLLMHBI MOAOAOTO BO3PACTA B KAVHN-
4eCKOW KAPTUHE AOMUHMPYIOT MPOrPECCUPYIOLLAS OABILLKA, peLy-
AVBUPYIOLLME MHEBMO- N XMAOTOPAKC, A TAKXKE XMAOMEPUKAPA,
KPOBOXAPKAHBE, ACLUT U AUMAAEHOMNATHS, TO HEOBXOAMMO 3AMOo-
AO3PUTb AUMPAHTIMOAENOMNOMAOTOS.

JleueHne numdpaHrmonevommomarosa

2ddekTrBHOM Tepanir AAM, 30 UCKAKOYEHMEM TPAHCTIACHTALMM
AETKUX, MOKA He CYLLECTBYET. B pgae CAy4aeB CTABUAM3ALMM 3A60-
AEBAHUST YAQETCS AOCTUTHYTb HO POHE OMEPATUBHOTO YAQAEHMS
SIUYHMKOB, HA3HAYEHUST MeppoKcunporectepoHa (400-800 mr
OAVH pPa3 B MECSL, BHYTPUMbILWEYHO UAM 10-20 Mr/CyTKM BHYTPb),
TamMmokcudeHa (20 Mr/CyTkn) AU AHOAOTOB AIOTENHU3VPYIOLLLETO
pPUAMBMHITOPMOHA (BTS, 1999). AHOAM3 30 OnyBAMKOBAHHbBIX KAUHYE-
CKUX CAydaeB AAM NOKA3AA, YTO HaMBoAee 3PPEKTUBHBIMM OKA3A-
AUCb NPOrecTepPOH N 0GOPIKTOMUS], KOTOPBIE YALLE MPUBOAUAM K
YAYULLEHWNIO COCTOSIHUS BOABHBIX. BEpeMeHHOCTb 1 Tepanus 3CTPO-
reHaMK YCKOPSIKOT MPOrpeCcCUpPOBAHNE 3060AEBAHNSI.

BeposTHO, Cco BpeMeHeM ByAyT pa3pabOTAHbI HOBblE 9D dEKTIB-
Hble MOAXOAbB! K ASHEHWIO AGHHOW NMATOAOTUN.

OnucaHue KNMHUM4YEcKoro HabnopeHus
numdaHrmonenommomarosa

BboAbHQs1 M. 53-X A€T ToCTyrnMAQ B TEPANEBTNHECKOE OTAEAEHNE
C XKAAOBAMM HQ BbIPQXKEHHYIO OABILLIKY oM OBbIYHOV XOAGE, YYBCTBO
HEXBATKM BO3AYXA B HOYHOE BPEMS], 3QCTABASIFOLLIEE MPUHUMATL BEP-
TUKQABHOE MOAOKEHUNE, YBEAMHYEHNE OOBLEMA XXMBOTQA, OTEKIM HUXKHNX
KOHEeYHOCTEMN, OBLLYIO CAQBOCTb.,
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AHaMHe3 6one3HU. C 19 AeT OTMEYQET MOCTOSIHHBIN CyXOM KOLLIEAb.
B 42 roaa nosiBuAQCh OAbILLKQ MM YMEPEHHOM PU3NHECKOM HArpYy3Ke.
C 1992 I. 0AbILLKQ MPOrpeccupoBana (6OAbHAST C TRYAOM MOAHVMAG-
AQCb HO OAVH AECTHUYHBIV MPOAET). [on KQLLAE MOSIBASIAQCD TRYAHO-
OTAENSIEMQST CEPOro LIBETA MOKPOTA B BUAE CryCTKa. [leproamnyeckm
CrycToK 6bin KPOBSIHbIM. C 1998 I. OTMeYQeT yBeAn4YeHme XnBOoTQA.
3a nocreaHve 5 AeT NAUNEeHTKa He roCUTaAM3NPOBAAQCH. ACLMT
YMEHbBLLQACST HQ POHE rMpmema BepPOLLMMPOHQA. [TOCTYIMAQ B KAVHUKY
B CB$I311 C MPOrpeCCUPOBAHNEM OAbILLIKY, YBEAMHEHNEM XKMBOTA.

llpun nocTynAneHumn B KAMHUKY: 06paLLan Ha cebsl BHUMAHME
OTEYHO-ACLUTNHECKM CUHAPOM. [Tepudepurdeckme AMeaTnyeckme
Y3Abl HE MAALIINPOBAAUCH. AbIXQHWE B AETKMX OCAQOAEHHOE, BE3VIKY-
NsipHoe. CAeBa ot ypoBHs VIl pebpa — OTMEYANOCH 3HQYUTEALHOE
OCAQBAEHME ABIXAHUISI, MOUTYIIAEHUE MEPKYTOPHOIO 3ByKQ, BLICAYLLIV-
BAAMICb MEAKOIMY3blpHYATbIE HE3BYYHbIE XPUIbl C OO6EUX CTOPOH.
Yacrora AbIXOTEAbHBIX ABUXKEHMVI COCTABASING 24 B MHYTY. LLIeviHbie
BEHbl HOBYXLLIME. TOHbI CEPALIA OCAQBAEHbI, BLICAYLLMBAACS] CUCTO-
AMHECKM LLIYM HQ BEPXYLLIKE, HOCTOTA CepAEYHbIX COKPALLEHM — 95
B MuHyTy. AA 110/70 Mm pT. CT. JKUBOT yBEAMYEH 3Q CHYET CBOBOAHOM
XKUAKOCTU B OPIOLLIHOM MOAOCTH. OKPY)KHOCTb XUBOTA HA YPOBHE
nyrka — 97 cm. [leveHb naAbnpOBAAQCh Y KPQs pebepHO AYri.
CeneseHKa He ManbrmpOBAAQCH.

KanHmndeckoe v GUOXVMNYECKOEe MCCASAOBAHUE KIPOBU: B OOLLIEM
QHAAM3E KPOBU MATOAOMMN HE BBISIBAEHO. B GMOXMMNYECKOM QHAAM3E
HABAIOACAQCH AL AUCTIPOTEVHEMMST 3Q CHET YBEAMYEHMS COAEP-
KQHUST a- U y-IAOOYAMHOB.

SNEKTPOKAPAMNOPAMMAQ: BEPTUKAALHAST OCb CEPALIQ, HEOOAb-
LIOE CHIKEHNE BOABTAXKQ KOMMAekca QRS B otBeaerusx |, aVLl un
rpyAHbIX. B otBeaeHusix | aVL 3y6eL T M309AEKTPUYEH.

[y yAbTDQ3BYKOBOM UCCAEAOBAHUM GPIOLLIHOV TOAOCTU BbISIBAEH
acuumr. Tak KaK MpuyYrHA QCLUMTA BbIAQ HESICHOM, MPOBEAEHA AMNAr-
HOCTUYECKAST AQrNAPOTOMUSI, B BPIOLIHOMN MOAOCTHU OOHAPYXKEHbI
200 MA reMoppParyeckowr XKUAKOCTA 1 KMCTO3HOE MepepoXAeHue
MpPAaBOro SM4YHVKA. B 3a6pHOLLMHHOM MPOCTPAHCTBE OMPEAENSIAACH
VHPUABTOATUBHO PACTYLLAS OMYXOAb C PA3BUTOM COCYANCTOM CETbIO,
MSITKQSI, PACTIOAQIrQIOLLASICST 10 XOAY COCYAOB. YAQAUTL OMyXOAb HE
MPEACTABASIAOCH BO3MOXKHBIM. 1oV IMCTOAOMMYECKOM UCCAEAOBAHMMN
OUonNTaTA BLISIBAEHO, YTO OfyXOAb MOAUMOPGHA, COCTOUT U3 TAGAKO-
MbILLEYHBIX SIAEMEHTOB, PACMOAOXKEHHbIX [0 XOAY COCYAOB, COCTAB-
ASTHOLLIMIX «TTOUHYAAVBYIO KQPTUHY». SIAPA KAETOK OKPYIAOU U BbITSIHYTOM
POopMmbl, 6E3 MATOAOMMNYECKUX MUTO30B. B OTAEABHBIX YHACTKOX KAETKA
06PA30BbIBAN MTEPEXOAHBIE POPMbI — OT IAAAKOMBILLEYHBIX AO AVIM-
PoUAHBIX. KOPTUHAO BbINQ XOPAKTEPHA ANST SMTUTEANOUAHOM AENO-
MMOMBbI QHIMOMQTO3HOrO TUMQ.

YAbTDQ3BYKOBOE MCCAEAOBAHNE CEPALIQ: B TONOCTU NEPUKAPAC
HE3HAYUTEABHOE KOAMHECTBO XMAKOCTU (A0 3-3,5 MMP) y BEDXYLLUKMN
cepAUa. lNpU3HAKM AErOYHOW TMNEePTEeH3MM OTCYTCTBYIOT. B 6proLLHON
MOAOCTU — BOABLLIOE KOAMYECTBO CBOOOAHOM XUAKOCTU. [1e4yeHb u
ceneseHka 6e3 naronorum. lNoprarbHas BeHa 11,4 MM B AnameTpe.
loAXKeAyAOYHQST KeAe3a He 3MeHeHQ. oYk 6e3 NaroAoriu.

KomrisrorepHas tomorpagusi (KT) opraHoB 6proLLHON MTOAOCTH:
acuur.

KOMrbIoTepHAs1 TOMOrpAdust AErkuX: OrnpeAeAsitoTCsI MHOXKECT-
BEHHbIE TOHKOCTEHHbIE KUCTbI, AUGDPY3HO PACIONOXKEHHbIE, PA3ME-
POM OT 2-3 MM AO 2 CM B AMAMETPE, B CPEAOCTEHUN — AMM@POY3AbI
CyBaopPTANLHOM M CYOTPAXEAALHOM IPYIN A0 16 MM. [oOCBETEI KPYII-
HbIX 6POHXOB CBOOOAHbI, CTEHKU UX YITAOTHEHbI. MexxaoresBasi nnespa
YIAOTHEHQ, AEPOPMUPOBAHA.

3aknoyermne pesyabtaros KT: KapTMHA AMM@QHIMOAENOMMOMATO-
30 AMBO TYOEPKYAE3HOro CKAePO3Q.



Jlekuii, ornaan, HOBUHM

MarHurHo-pe3oHaHcHas Tomorpagusi (MPT) opraHoOB MQAOro
Ta3Q: MATKA U MPQABbIV SINYHMK 683 MTATOAOIN, CAEBA — KUCTA SIMHHUKQ
ANAMETPOM OKOAO 2 cM. O6PALLAAQ HQ Cebs1 BHUMAHNE MHPUABLTOQO-
LIMIST XKMPOBOW KAETHATKM MO BCEV CTEHKE MAAOIO TA3Q, BHYTPU KOTO-
POV — MHOXKECTBO OKDYIAbIX CTRYKTYD AUAMETPOM 1-2 CM, KOTOPbIE
CAUBQIOTCST MEXKAY COOOM U PACTIOAQIrQIOTCSI MEXKAY HAPRYXKHBIMU 1
BHYTPEHHVIMN COCYAQMMU,

3aknoyerme pesyastaroB MPT: KOPTVMHA KOHIMOMEPQATOB AMM@OY3-
OB B A€BOV [MOAB3AOLLHON OBAQCTY, YTO, BEPOSITHEE BCETO, SIBASIETCS
1EPBUYHBIM UAI BTOPUYHBIM AMM@OMPONNPEPATUBHBIM MPOLECCOM.

[ToAHQOS1 BEPUPUKALIMT AMQTHO3Q BOSMOXKHA TONBKO HQ OCHOBAHUM
PE3YNLTATOB OTKPBITOV GUOMCUM AETKMX, OT KOTOPOU MALMEHTKA KaTe-
ropu4eCcKkn OTKA3OAACH.

[Toche rnpoBeAEHMST QHTUSCTPOreHHoM Teparm (TAMOKCUGEH
20 Mr/cyT.) COCTOSIHNE 3HQYUTEABHO YAYHLLUMAOCH, BOABHQS BbIMMCAHA
U3 KAVHVIKW [TOA OMBYAQTOPHOE HABAIOAEHME.

Jiuteparypa

1. Tpuropbesa E.C. TpyaHocT anddepeHumnansHon AMAarHOCTUKM QCLMTA NPU IMMaH-
rmonerommomarose / E.C. Fpuropsesa, O.M. Opankuna, H.E. Kysneuos [u ap.] //
Poccuickuit xypHan ractposHTEPONOTUM, FENATONOMMH, KONONPOKTONOTUM. —

2002. - T. 12, Ne4. — C. 87-90.

2. Oxopokos A.H. narHoctuka 6onesHert BHyTpertnx opraros / A.H. Okopokos. —
M., 2003. - T. 3. - C. 339-342.

3. Caxapuyk N.M. BocnanutensHbie sa6onesarus nerkux u nnespsl / M. Caxapuyk,
P.N. Unbrmukmit. — K.: Knura nnioc, 2006. — C. 247-249.

A report of two long surviving cases of pulmonali lymphangioleiomyomatosis and
the response to progesterone therapy / E.H. Sawiska, A.J.R. Morris // Br. J. Dis.
Chest. — 1985. = 79: 400—-404.

Bilateral spontaneous pneumotorax as the presenting feature in
lymphangioleiomyomatosis / N. Berkman, A. Bloom, P. Cohen [et al.] // Respir.
Med. — 1995. — 89: 381-383.

British Thoracic Society, Standarts of Care Commit. The diagnosis, assessment
and treatment of diffuse parenchymal lung disease in adults // Thoraks. = 1999. —
54(Suppl. 1). =S 1-30.

Comprehensive evaluation of 35 patients with lymphangioleiomyomatosis /

S.C. Chu, K. Horiba, J. Usuki [et al.] // Chest. = 1999. = 115: 1041-1052.

Corrin B Pulmonary lymphangioleiomyomatosis / B. Corrin, A.A. Liebow,

P.J. Friedman // Am. J. Pathol, = 1975. = 79: 348-382.

How common are renal angiomyolipomas in patients with pulmonary
lymphangioleiomyomatosis2 / S.M. Bernstein, J.D. Newell, D. Adamczyk [et al.] //
Am. J. Respir. Crit. Care Med. = 1995. = 152: 2138-2143.

. Lymphangioleiomyomatosis, clinical course in 32 patients / J.R. Taylor, J. Ryu,

T.V. Colby [et al.] // N. Engl. J. Med. = 1990. — 323: 1254-1260.

. Lymphangioleiomyomatosis: new insighs / K.G. Kalassian, R. Doyle, P. Kao [et al.] //

Am. J. Respir. Crit. Care Med. = 1997. - 155: 1183-1186.

. Pulmonari lymphangioleiomyomatosis: a report of 46 patients including a

clinicopathologic study of prognostic factors / M. Kitaichi, K. Nishimura, H. ltoh
[etal] // Am. J. Respir. Crit. Care Med. — 1995. = 151: 527-533.

. Sinclar W. Lymphangioleiomyomatosis presenting in a posmenopausal women /

W. Sinclar, J. Wrigh, A. Churg // Thoraks. = 1985. = 10: 75-76.

45



