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JImmpanruoneiiomnomaros (JIAM) — 3aboeBanue,
BCTPEUAOIIEECs MPEUMYIIECTBEHHO Y MOJIOBIX JKEeH-
LIMH, XapakTtepusyeTcs nponudeparmeii 1 MHGUILTpa-
el aHOMaJIbHBIX TJIaJKOMBIIIEYHBIX KJIETOK U IPOSIB-
JISIeTCsl BO BpeMsi OepeMEHHOCTH CaMOIPOU3BOJIbHBIMU
BBIKH/IBIILIAMH, TTPEXKJIEBPEMEHHBIMH POJIaMH, CIIOH-
TaHHBIMHU [THEBMOTOPAKCaMH, KPOBOTEUEHUEM U JIPY-
TMMU TSDKEJIBIMU OCIJIOKHEHHUSIMHU.

B craTbe omucaH ciryyait yCremHoro BejieHus oepe-
MEHHOCTH U POAOPA3pEIICHHs MTAIUEHTKH ¢ TUM(DaH-
THOJICHOMUOMATO30M.
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Lymphangioleiomyomatosis (LAM) is a disease
that occurs predominantly in young women. It is
characterized by the proliferation and infiltration of
abnormal smooth muscle cells and manifests itself
during pregnancy with spontaneous miscarriages,
premature birth, spontaneous pneumothorax, bleed-
ing and other severe complications.

The article describes a case of successful pregnancy
and delivery of a patient with lymphangioleiomy-
omatosis.
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Beenenne

Jlnmpanruoneitomromaro3 (JIAM) — sto 3a0o0seBaHKe, BCTpeUaroieecs
NPEUMYIIECTBEHHO Y MOJIOABIX KEHIIWH, XapakTepusyercs: mponudepamuein u
UHOUIbTPAIIUEH aHOMANBHBIX TJIAJKOMBIIICYHBIX KJIETOK, B MEPBYIO OYEpEh B
JIETKUX, YTO TPUBOJUT K KUCTO3HOM AecTpyKIuu U notepe ¢pyukiwu [1]. OT 310t
peIKOW maToJOTUH cTpaaaroT okosio 1300 manueHToB B Mupe [2].

Boinensitor nse hopmbl JIAM: couetanHasi ¢ TyOEpKyJI€3HBIM CKIEPO30M U
criopaanyeckas. PacpocTpaHeHHOCTh criopaandeckoil popmbl 3a001eBaHUs CO-
ctaBiisgeT MeHee 10 ciyyaeB Ha MHJUTHOH >keHITUH. Cpeu O0JbHBIX TYyOepKyes3-
HBIM CKJIEpO30M pactnpocTpaneHHOCTh JIAM cocraBiser 30 %. 3abonieBaHue
BCTpPEYAETCs] MPAKTUYECKH BCErAa y JKEHIIMH JIETOPOJHOrO BO3pacTra, JIeOOT
CUMIITOMAaTUKH BO3HUKAET JI0 HACTYIUICHUs IpeMeHomay3bl. CyIecTBYIOT JToKa3a-
TEJIbCTBA TOTO, YTO 00€ (hOPMBI UMEIOT 0011Iee TEHETUYECKOE MPOUCXOXKICHHUE, T. €.
BBI3BAHBI MyTalIMSIMH B OTHOM U3 TeHOB TyOepKyie3a — T SC1 umu TSC2. Otu renst
KOAMPYIOT OEJIKU raMapTHH U TyOepHH, KOTOpbIE JEHCTBYIOT Yepe3 MUIIEHb pa-
namuuHa (mTOR), perynupytomero pocT KJIETOK y MiekonuTatomux. Hapye-
HUE KOJAMPYEMBIX OENKOB ramMapTHHAa WM TyOepHHAa MPUBOAUT K aHOMAJIbHOU
KJIeTO4HOM nposudeparmu [3, 4].

HekoHTponupyemblii HEOIUTACTUYECKUN MPOLECC MNPOsBIAEeTCS OOCTPYK-
el pIXaTeNbHbIX U IUM(paTHUECKUX IMyTel, 00pa3oBaHHEM KHUCT U ITPOrpeccu-
pyromiei necTpykiuued napeHxumsl [5]. MyJnbTHCHCTEMHOE TTOPaKEHUE BKITIO-
JaeT BO3HUKHOBEHHE AHTHOMHUOJIUIIOM B ITIEYCHHU, TTOYKAX, CEeJIC3CHKE U MaTkKe [6].

B3aumocss3es 6epemennocty U JIAM nonHOCThIO HE n3yueHa. Cuuraercs,
YTO MOBBIIIEHUE YPOBHS 3CTPOT€HOB MOXKET YCKOPUTh aHOMAJIbHYIO KIIETOUHYIO
nponudepanuio [7]. bBepeMeHHOCTh ¥ UCIOJIb30BAHUE OPAIbHBIX KOHTPAICTITH-
BOB Ha OCHOBE 3CTPOr€HOB MOT'YT YCYT'YOUTh CUMIITOMBI CylecTByomero JIAM
Y MPUBECTH K TMOSBICHUIO THEBMOTOPAKCA, XUJIE3HOTO BHINIOTA MM KPOBOTEUE-

Hus [8]. PerpocrnekTHBHOE MCCIIE0OBaHUE MTOKA3aJI0, YTO OEPEMEHHOCTh HE MO-



KET CYUIECTBEHHO CIIOCOOCTBOBATH MPOTPECCHPOBAHUIO 3a00seBaHus. Beposr-
HOCTb Pa3BUTHsI OCJIO)KHEHHUM 3aBUCUT OT MOMeHTa BbiABIeHU JIAM. V xen-
IIMH, TUarHo3 KOTOPHIM OBbLIT MOCTaBJIEH BO BpeMs OEPEeMEHHOCTH, MO JaHHBIM
M. M. Cohen, mouTtu mosioBHHA U3 HUX 3aBEPIIMIACH MTPEKICBPEMEHHBIMH PO-
JaMH, YMEPEHHO BBICOKMM OCTABAJICSI PUCK IOSBICHUS OJBIIIKKA U ITHEBMOTO-
pakca. [Tlaruentku ¢ JIAM, ntnarHoCTUPOBAaHHBIM 10 OEPEMEHHOCTH, UMEIOT HU3-
KM PUCK Pa3BUTHS aKyLIEPCKUX U PECIIUPATOPHBIX OCIOKHEHHH [9].

[TpemapaTtom BbIOOpa jeuenus JIAM sABiseTcs CUPOIUMYC, HO BO3MOXK-
HOCTb €r0 IPUMEHEHUS BO BpeMsi OEpEMEHHOCTH HAaXOJIUTCA B MPOLECCE U3yUe-
Hus. Tekymue peKoMeHIaluyu NPOU3BOAUTENS IMperapaTa MpearnoaaratoT mpe-
KpailleHue ero nmpuemMa 3a 12 Hen 10 6epemeHHOCTH. OJTHAKO 3TO MOXET MpPHUBE-
CTH K PUCKY IPOTPECCUPOBaHUS 3a00I€BaHUS.

B pa6ore L. Shen 1 coaBTOpOB MpeiioskeHbl pe3yJIbTaThl H3Y4YEHHs HCXOI0B
OEpEMEHHOCTH IOCJIE MOCTaHOBKY Auarno3a JIJAM narueHTkaM, IpUuHUMaBIIAM
CUPOJIUMYC JI0 WK BO BpeMs 6epeMeHHocTH. Cpenu 34 manueHToK Ha poHe npu-
€Ma 3TOro npenapara y 6 mpou30IIe]l CaMONPOU3BOJILHBIN BRIKUAGIII. biaronpu-
ATHBIE UCXOAbl HaOMmoanu B 6 cinyyasx 0epemeHHocTH. lllecTh mauueHTOK po-
JIA JOHOLIEHHBIX JETEW, U3 HUX TPU MALMEHTKU MPEKPATHIIM MPUEM CUPOJIU-
Myca 3a 8—27 Hel 10 OEpEeMEHHOCTH, a TPU MALUCHTKU — 3a 4—8 Hell BO BpeMs
OepeMeHHOCTH. Y JIeTei, MaTepu KOTOPHIX ObLTM OEpEeMEHHBI BO BpeMs IpremMa
cUpoJuMyca, He ObUIO0 0OHAPYKEHO SIBHBIX OTKJIOHEHUH. CHposuMyc ObLT OTHE-
ceH Kk kareropuu C, ero paccMaTpuBaiy AJIs UCIIOIb30BaHUS BO BpeMs OepeMeH-
HOCTHU TOJIBKO TOTJla, KOrjJa MOTEHIMalbHas M0Jb3a Oblia OLCHEHA KaK MpPEeBbI-
HIaromas MOTCHIMAIBHBIA PUCK 1Tt SMOproHa uiu tioaa [10].

JInst mpenoTBpallieHusl MOBBIIEHUS] BHYTPUTPYAHOTO JABJIEHUS BO BPEMS
HOPMAJIBHBIX POJOB U JOCTH>KEHHSI MUHUMAJIBHOTO PUCKA PA3BUTHS OCIIOKHEHHM
PEKOMEHJIOBaHO pojOpa3peniaTh MalMeHTKy Oomnepalueil KecapeBa CE4YeHHs B

MJIAaHOBOM TIopsfike. MeTo1oM BhIOOpa Jijisi 00€300IMBaHUS OTIEPAINH SBIISCTCS



aMUAypaIbHas aHeCTE3Ms, KOTOPasi CHOCOOCTBYET YMEHBIIICHUIO TUTICPBEHTHIIS-
IIUM U BEPOSTHOCTH MTHEBMOTOpakca [11].

Kinnuyeckuit ciryyait

[MTarmentka /1., 1988 roga poxxaenus, Habm01aIach B )KEHCKON KOHCYJIbTa-
MU C cebMOM Heaenu OepemeHHoCTH. V3 anaMHe3a u3BecTHO, 4To ¢ 2012 1. ee
cranu OecrokouTh MHEBMOTOpakchl (2012, 2014), nuarHoctupoBaH JuMQaH-
ruojieiomuomatos. [lanmentke mpoBoauiIN ApeHrpoBanue npasoi (2012) u ne-
BoM (2014) mieBpanbHbIX nosiocTe, B 2017 r. — BUACOTOPAKOCKOIHUIO CIIEBA, aTU-
MIAYHYIO PE3EKLIHI0 BEPXHEN 10IM, TuieBpoaes. B 2021 r. nanueHTKe peKOMeHI10-
Bana KT, koTtopyro OHa He mpolula BBHUAY HACTYNUBIIEH OEPEMEHHOCTH.
C 2012 r. BBIIIOJHEHO OIEpaTUBHOE JieueHUe (PrOpPoaIeHOMBI JIEBOW MOJIOYHOM
JKeJe3bl, Tociie onepaiuu odcneoBaHrue He moBTopsuta. Hactosimas 6epeMeH-
HOCTb ceapMast, B 2008 r. — caMOIpON3BOJIbHBIE POJIbI UEPE3 ECTECTBEHHBIE MMYTH,
0e3 ocioxxneHui. Jlanee Tpu apTUdUIMAIBHBIX a00pTa U JABa CaMONPOU3BOJIb-
HBIX BBIKUJbIIIA. [lanueHTKa BpeqHbIe IPUBBIYKHA OTPUIAET.

Teuenne 0epemennocT. B 11 Hex manmeHTka OCMOTpEHA MEXKIUCITUILIIN-
HapHBIM KOHCWJIMYMOM, B pe3yJIbTaTe PEKOMEHI0BAaHO MpEephIBaHNE OEPEMEHHO-
CTH, OT KOTOPOTO OHa OTKa3ajack. B manbHeiiieM BeeHre OEPEMEHHOCTH MPO-
HCXOJIUJIO COBMECTHO C IYJbMOHOJIOTOM, KapIMOJIOroM Ha 0a3e nepuHaTaIbHOro
nentpa 3A rpynmnsl I'BY3 «Kpaeas kimmanueckast 60apHUIBI No 2 (KKbB Ne 2).

B 17 Hen nanueHTKa KOHCYJIbTUPOBAHA MYJIBMOHOJOIOM, OTMEUYEHBI Ka-
700bI Ha OJBIIIKY MPU PU3NYECKON HArpy3Ke, peakuil Kamenb. B 00beKTHBHOM
craryce: catypanus — 100 %, ob1iee cocTosiHUE YIOBIETBOPUTETHHOE. AYCKYITb-
TAQTUBHO: B JIETKUX JIbIXaHHE BE3UKYJISIPHOE, OCIA0JICHO C 00X CTOPOH, XPHUIIbI
HE BBICITYIIMBAOTCS, IEPKYTOPHO — SICHBIM JIETOYHBIN 3BYK. HacTtoTa apixaresns-
ubIx apwkeHuid (Y/1J1) — 18 B MunyTy. 1o pe3yaprataM CIUPOMETPHU: YMEPEHHO
CHIbKeHa (hopCcHpOBaHHas )u3HeHHas eMKOCTh Jerkux (PXKEJI), kpatine pe3koe

yMeHbIIIeHHe o0beMa (HOpCHpPOBaHHOIO BBIAOXA 3a MepByio cekyHay (ODBI1).



[Tpo6a ¢ OPOHXONUTUKOM OTpHULIATENbHAA C 00EHX CTOPOH, OOHAPYKUBAIOT PE3-
KHe HapylleHus OuomexaHuku nbixanus. [lo maHHBIM 3x0Kapauorpaduu
(Ox0KI'): reMogHAMUYECKH 3HAYMMbBIX H3MEHEHHH HE BBISIBIICHO.

B 33 Hen B nuHamuke no cnupomeTpun: peskoe cHmxenne OXKEJL, kpaiine
pe3koe yMenblienne O®B1, npoba ¢ OpPOHXOJIUTUKOM OTpUIIATENbHAA ¢ 00eUX
CTOPOH, CyIIIECTBEHHBIC HAPYIICHUSI OMOMEXAaHUKH JIBIXaHUS 32 CUET O0CTPYKIIMH
1, BEpOATHO, pecTpukiuu. [To nanasiM Ox0oKI': reMoiMHaMU4eCKH 3HAYNMBIX W3-
MEHEHUI He BbIABIEHO. [lalieHTKa KOHCYJIBTHPOBaHA KAPAUOJIOTOM, MOSBIIS-
JIUCB 7Kajto0bl Ha OJABIIIKY NMPU (PU3HUECKOW HArpy3Ke, PEAKUN YTPEHHUIN Kalleb
0e3 oTpunaTeIbHON JUHAMUKHA. B 00beKTUBHOM cTaTyce: caTtypanus — 98 %, 00-
I€€ COCTOSIHHE YJIOBJIETBOPUTEIBbHOE. AYyCKYIbTATUBHO: B JIETKUX JIbIXaHUE Be-
3UKYJISIPHOE, XpUIIbI HE BhICcTymuBatotcs, Y[/ — 18 B Munyty.

Ponopa3spemenne. B 38-39 Hep manueHTKa nocTynuia Ha IJIaHOBOE POJIO-
paspeienre. XKanoObl Npu MOCTYIJIEHUHA HA OJBIIIKY MPU JIETKOU (PU3nuecKoit
Harpy3ke. KoHcynpTupoBaHa myJbMOHOJIOTOM, B OOBEKTUBHOM CTaTyCe: caTypa-
st — 96-98 %, obmiee cocTosHUE YIOBICTBOPUTEIHLHOE. AYCKYJIbTaTUBHO: B
JIETKUX JBIXaHUE BE3UKYJISIPHOE, YMEPEHHO OCNIa0JIeHO ¢ 00EUX CTOPOH, XPUIIBI
He BbICHymuBaroTcs. [IepkyTopHO — sicHbIH JierouHslil 3ByK. Y/[J] — 18 B Munyty.
PexoMeHI0BaHO: HCKITIOYEHHE MTOTYKHOTO ITEpUoaa, noaasieHue gakranuu. Co-
IJIACHO 3aKJIFOUYECHHIO MYJIbMOHOJIOTa COCTaBIIEH ONEPaTUBHbBIN I1aH poAoB. [la-
LMEHTKA poopaspenieHa mnoja o0e30011MBaHuEM dMUIYpalibHON aHecTe3unen. Po-
nunack aeBouka: Bec — 3040 r, poct — 53 cM, 8-9 6amios no mikane Anrap. One-
pamusi OpUIa mpoBeeHa 3a 33 MuH, 6€3 OCIIOKHEHUH, KPOBOIOTEPS] COCTaBUIIA
500 m.

PeGenok poawmiics B yAOBJICTBOPUTEIBHOM COCTOSHUU — 8—9 OajuioB 1o
nIkajie Anrap, B TCUEHHE MEPBBIX CYyTOK €r0 COCTOSIHUE YXYAUIMIOCH 10 CPETHEH
CTEMECHHU TSHKECTH 3a CUET HEBPOJOTMYECKOW CHMITOMATUKU BBUIY CHHApPOMA
yrHeTeHus 1eHTpanbHoi HepBHOU cuctembl (LIHC). PeGenok ObL1 mepeBeieH B

OTACJICHUC ITAaTOJIOTHUH HOBOPOKICHHLBIX.



[TocneonepaimOHHBIN TEPUOA Y MALMEHTKU MPOTEKal 0€3 OCIONKHEHHI.
Bemonneno KT-uccnenoBanue: o BCeM JIETOYHBIM MOJISIM OOOMX JIETKHX ONpe-
JETISIFOT MHOKECTBEHHBIE pa3HOKAIUOEpHbIE OyJUibl, HAUOOJIBIIIETO pa3Mepa Jio-
KaJTU3yIOTCS B HWKHUX A0JsiX. OTMeuaeTcst 6oukooOpa3Has nedopmanus rpy/i-
HOU KJIETKHU.

3axmouenue: KT-npu3Haku BeIpakeHHOH Oyiuie3HO# TpaHChOpMAIUH JIeT-
Kux. OcMOTpeHa MyJIbMOHOJIOTOM, KaJIoObl Ha OJBILIKY ITPH X0b0€ OECIIOKOSAT B
MEHbIIeH cTerneHn. B 00beKkTUBHOM cTaTyce: catyparus — 96-97 %, obmee co-
CTOSIHUE yIOBJIETBOPUTENIbHOE. AYCKYJIbTATUBHO: B JIETKUX JBIXaHUE BE3UKYJISP-
HOE€, YMEPEHHO 0CJIa0JIEHO C 00€UX CTOPOH, XPUIbI HE BhICTyIIMBatoTCs. [lepky-
TOPHO — SICHBIN JIerOuHbIN 3BYK, YJI/] — 18 B MUHYTY.

Oo6cyxneHue

B npuBeneHHOM KIMHUYECKOM pa3z00ope MPeACTABIEH ONbIT YCIEUTHOTO Be-
nenusi bepemeHHocty Ha ¢pone JIAM. HecMoTpst Ha peIKOCTh U YHUKAJIbHOCTb
3TOro 3a00JIeBaHUS BelleHUE OEPEMEHHOCTH B YCIOBHUSIX MHOIONPO(HUIBHOTO
CTallMOHapa W pojopaspelieHue B nepuHaTtanbHOM HeHTpe 3A rpymmbsl KKb

No 2 no3Bonuau focTHYb OJArONPUSATHOTO UCXO0a JIs MaTepu U peOeHKa.
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