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Pesome

JInmpanrnoneitomnomaros (JIAM) — 3T0 penkoe, CUCTEMHOE U TTPOTPECCUpYIoIee OIyXojieBoe 3abosieBaHKe, XapaKTepru3yeMoe aHOMaTbHOM
nposndepalreil BepeTeHOOOpa3HbIX MaAKOMBIILIEYHBIX KIETOK. DTU KJIETKU MPOHUKAIOT B JIETKKE, MOYKU U JUMGPaTUUECKYI0 CUCTEMY, UTO
MPUBOANT K Pa3BUTHIO NU(MOY3HBIX TOHKOCTEHHBIX KHCT JIETKUX, TMOYEUHBIX aHTMOMHUOJMIIOM W Pa3IWYHBIX JUM(MATUIECKUX aHOMAJIUIA.
Boinenstorcst 2 ocHoBHBIX BapraHTa JIAM — criopannyeckuii (CJIAM) u accoliumpoBaHHbIi ¢ TY0epo3HbIM ckiiepo3oM (TC-JIAM). 3ab6oseBaHue
HMMeEET BhIPAXXEHHYIO TeHIEPHYIO MPEAPACITONIOKEHHOCTD 1 MOPaXKaeT MPEUMYIIECTBEHHO KEeHIIWMH PErpoayKTUBHOTO Bo3pacTa; JIAM y My XXuuH
BCcTpevaeTcst KpaitHe peiko. Llessio paboTh SIBJISLIOCH OTTMCaHKe cilydast JUTUTEIbHOTO HabtoneHus 3a raiueHTkoi ¢ TC-JIAM Ha ¢oHe Tepanuu
3BeposinMycoM. PesyabTaThl. B npeacTtaBieHHOM KIMHUYECKOM HaOIIOACHUN MPOAEMOHCTPUPOBAHO OTHOCUTEIBHO JOOPOKAUYECTBEHHOE Teue-
HUe 3a00JIeBaHUS Y TTALIMEHTKY C IMarHOCTUPOBAHHBIM B IeTCKOM Bo3pacte TC, mopaxkeHreM KOXHU, HapaCTaHUEM a30TeMUM Ha (poHe pa3pbiBa
QHTMOMMOJIMITOMBI ITOYKHU U BbIsiBIeHHEM JIAM B 3pesioM Bo3pacte. Ha hoHe cBoeBpeMeHHOro HazHaueHust MHrnoutopoB mTOR Habaomanoch
BOCCTAHOBJIEHUE (DYHKIIMU TOYEK, He ObLIO CYHIECTBEHHOTO HapacTaHWsl HapylleHUs (YHKIIMU BHEIIHEro [bIXaHWS. 3aKJI04eHHue.
MyIbTUIMCIUTUTMHAPHBIN TTOIXO K 00C/IeNOBaHMIO 1 JieueHUI0 60bHBIX TC sIBIIsIeTCS KITIOYEBBIM (haKTOPOM B CBOEBPEMEHHOM BepubUKaIIIT
JIMarHo3a v BbIOOpE TeparneBTUUECKOM TAKTUKHM, CITOCOOCTBYET CHUXKEHUIO PUCKA MPOTPECCUPOBAHUS OPraHHOM AMCGHYHKIIMMU.

KnroueBbie ciioBa: TyOepO3HBI CKIIepo3, TnMbaHrroneiiomruomMaros3, UHruoutopst mTOR.
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Lymphangioleiomyomatosis associated with tuberous
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Abstract

Lymphangioleiomyomatosis (JIAM) is a rare, systemic and progressive tumor disease characterized by abnormal proliferation of fusiform smooth
muscle cells. These cells penetrate into the lungs, kidneys, and lymphatic system, which leads to the development of diffuse thin-walled lung cysts,
renal angiomyelitis, and various lymphatic abnormalities. There are 2 main variants of JIJAM: sporadic JIAM (sJIAM) and JIAM associated with
tuberous sclerosis (TS). The disease has a pronounced gender predisposition and affects mainly women of reproductive age. JIAM in men is
extremely rare. The aim of this study was to demonstrate clinical case of long-term follow-up of a patient with JIAM associated with TS with the
background of everolimus therapy. Results. The presented clinical observation demonstrates a relatively benign course of the disease in a patient with
TS diagnosed in childhood, with skin lesions, an increase in azotemia against the background of rupture of renal angiomyolipoma, and JIAM
detected in adulthood. Timely administration of mTOR inhibitors was associated with recovering renal function and no significant increase in
pulmonary function impairment. Conclusion. A multidisciplinary approach to the examination and treatment of patients with TS is a key factor in
timely diagnosis verification, timely therapeutic tactics, and reducing the risk of progressing organ dysfunction.
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JIumdanruoneitomuomaros (JIAM) — aT0 penkoe, cuc-
TEMHOE U TIPOrpeccUpylolliee omyXxojieBoe 3abojieBaHNe,
XapakTepu3yeMoe aHOMaJIbHOM mpoimndepalneii Bepe-
TEHOOOPAa3HBIX TIaAKOMBIIIEYHBIX KIeToK (TMK). DTt
KJIETKM MPOHUKAIOT B JIETKUE, MOYKU U JTUMDATUIECKYIO
CHCTEMY, UYTO TIPUBOAUT K pa3BUTHIO TUP@PY3HBIX TOH-
KOCTEHHBIX KUCT JIETKUX, MOYCTHBIX aHTMOMUOJIUIIOM
U Pa3IMYHBIX TUM(aTUIEeCKUX aHOMAJINIA. DTU KUCTHI,
KakK MpaBUJIO, TUCKPETHBIE, KPYIJIble 1 TOHKOCTEHHBIE,
YTO TIpeipaciiojiaraeT ux K pa3pbiBy, 4acTO TIPUBOISIIIE-
MY K KJIMHUYECKUM IIPOSIBIICHUSIM PELIMANBUPYIOIIETO
CIIOHTAHHOTO ITHEBMOTOpPaKca M IMPOTpeccupylolei
oabIiku [1—4]. BHenerouHbsle MposiBIEHUS BKIIOYAIOT
B ce0s1 aHTMOMUOJIUIIOMBI ITOYEK, KOTOPEIE Yallle BCTpe-
yatorcs npu JIAM, accouMMpoBaHHOM C TYOEPO3HBIM
ckiepo3oM (TC) — TC-JIAM [1-4]. JIumdbaTtuaeckue
OCJIOXKHEHUS BKJIIOYAIOT B ce0s1 XUIOTOPAKC 13-3a 3aCTOSI
JIMMOBI 1 TUMOAHTHOJIEHOMUOMBI, KOTOPEIE Yalle BCETO
00pa3yroTcs B 3a0PIOIIMHHOM ITPOCTPAHCTBE, MAJIOM Ta3y

WY 3aiHeM cpepocteHun [ 1—4].

O0001IeHHbIE TaHHbBIE O PACTPOCTPAHEHHOCTU KJIU -
HU4ecKux nposBiieHnit TC B OMyJISIIIUY BapbUPYIOTCS
CJICIYIOIIM 00Pa30M:

* TUNOIMIMEHTHBIE MsITHA oOHapyxuBaiorcsa B 90 %
CJIyJyaes;

* aarnodudpoMsl mia — 50—90 %;

*  OKOJIOHOTTEBBIE (GPMOPOMBI — 19—52 %;

*  (puOpO3HBIE OISAIIKH, YYACTKU «IIaTPEHEBOM KOXKI» —
21-68 %,;

* pabmomuomsl cepaia — 20—60 %;

* ouaru CKjeposa B KOCTIX — 45—66 %;

*  AQHTMOMMOJIUIIOMBI IToueK — 48—67 %;

*  MHOXECTBEHHbBIE KUCTHI IToyeK — 18—35 %;

*  wmsarkue pudpomsr — 30 %;

*  raMapTOMbI IleueHu — 25 % HaGI0IeHUIA.
Pacnpocrpanennocts TC-JIAM cocrasisieT 84 %

y >keHIIMH U < 1 % — y myxuuH [1, 5—7]. JIAM cBs3aH
¢ myTtauusiMu reHoB T.SCI u TSC2, KoTopble KOTUPYIOT

OeJIKM-CYyIpeccopbl OMYX0Ju TaMapTUH U TyOepuH [1—

4]. BT MyTallMX MIPUBOIST K HAPYIICHUIO PETYISIINT
curHajbHoro nytu panamuiuHa (mTOR) y maekonu-
TaIOIINX, YTO OOYCJIOBJIMBAET HEKOHTPOJIMPYEMbIil POCT

1 TIposrpepannio KJICTOK. BB ormmcaHsl 2 pa3InIHbIe

dopmbl JIAM:

* TC-JIAM, koTophbIii BO3HUKAET Ha (POHE KOMILJIEKC-
Horo TC — MyJTbTUCHCTEMHOTO FT€eHETUYECKOTO 3200~
JIeBaHUSI, XapaKTepr3yeMoro MyrauusiMu reHax 7.5C1
n TSC2, v accouuupyeTcsl C AOTOTHUTETbHBIMU KJTH-
HUYECKUMMU MPOSIBICHUSIMU, BKJTIOUAsT «IlIarPeHEBbIC»
MISITHAa, aHTHO(UOPOMBI Ha JINIIE W TTOBTOPSIOIINECS
CyIOpOTH;

+ cropagnueckuii JIAM (cJIAM), HampoTUB, BO3HUKACT
B pe3yJibTate coMmaTuueckux Mytauuii 7.SC2, He BbI3bI-
BaOIINX MYJETUCUCTEMHOTO TTOPaKEHUST, THITTMIHOTO
g TC.

XapakTepHble KJIeTKU, NpoayuupyemMbie ipu JIAM
(Ha3piBaembie JIAM-Ki1eTKamMu), AEMOHCTPUPYIOT ABOM -
HyI0 T (epeHIIMPOBKY C IMOJTOKUTETLHBIMU 110 JECMUHY
MIpU3HAKAMMY TJIaIKUX MBI BHYTPHU U TTOJIOXKUTETHHBIMUI
nmo HMB-45 menaHouuTapHBIMU MapKepaMy CHapyXKu;
KpOMeE TOro, y3JI0Bble 00pa30BaHMSI B JIETKMX M aHTHO-

MUOJIMIIOMBI, accollmupoBaHHbie ¢ JIAM, nposBasiioT
CKJIOHHOCTb K UyBCTBUTEJBHOCTU K 3CTpOreHam [4].

3aboJieBaHNE NMEET BRIPAXKEHHYIO TeHACPHYIO IIPe-
PacCHoOJIOXEHHOCTh M MOpaxkaeT MPeuMYIIeCTBEHHO
>KEHIIWH penpoaykKTUBHOro Bo3pacta. JIAM y My>XunuH
BCTpeyvaeTcs KpaitHe penko, B 1986—2022 rr. B utepa-
Type 3aperucTpUPOBaHbl Bcero 36 ciaydaeB 3a00/1eBaHUs
y My>XkunH [8]. HecMoTps Ha TO, UTO B MOCJIEIHNUE TOIbI
YpOBeHb BhIABIeHUs U moHUMaHus JIAM noBbicuics,
5TO 3a00JIeBaHUE OCTACTCSl PEAKUM, B OOIIEH TTOITYJIsI -
iy peructpupyercd < 7 caydaeB Ha 1 mutH [1—4]. IAM
aCCOIMUPYETCS CO 3HAUYUTEILHOU 3a0071€BaeMOCThIO
U XpOHUYECKUM TeueHueM. CpenHsisl BbKMBaeMOCTh 0e3
TPaHCIUTAHTALIMM COCTAaBJSIET MPUOJIUZUTENBHO 29 JIeT,
10-1eTHAd, Kak coobaercs, — 86 % [1—4].

Llenbio pabOTHI SIBJISLIOCH ONUCAHUE Cllydasl JIUTeIb-
Horo HabmoaeHus 3a nauueHTkoil ¢ TC-JIAM Ha ¢oHe
Tepanuu 3BEPOJUMYCOM.

Knunuyeckoe HabniopeHme

[ManmenTtka A. 1985 rona poxxnenust moctynuia B ['ocynapcTsen-
HOE yupexaeHue 3apaBooxpaHeHns «O01acTHasT KITMHUYeCKast
o6osibHULIA» (CaparoB) 09.01.23 ¢ xxajobaMu Ha IEPUOAUYECKUIA
MaJIONTPOIYKTUBHbIM Kallleb, OBIIIKY CMEIIIaHHOTO XapaKTe-
pa mpu 3HAYUTETbHOU (DM3MUECKOU Harpy3ke (IMMOabeM BhIIIE
4—5 sraxa, xoap6a > 500 M; TSKECTh OIBILIKHU 10 IIKaJIe MO-
IGUIMPOBAHHOTO OTIPOCHUKA BpUTaHCKOTO MEIMITMHCKOTO
uccaenoBatenbekoro coseta (modified Medical Research Council
dyspnea scale — mMRC) — 1 6an), 60J1e3HEHHOCTD U TSIKECTh
B HIDKHMX OTJEJIaX IMO3BOHOYHMKA M 00J1aCTH KPECTLia, JIEBOM
MTOJIOBUHE TPYTHOM KJIETKH TIPU IBVDKEHUM. [ OCTTUTATN3UPO-
BaHa B IMyJbMOHOJIOTMYECKOE OTAeJeHUE JIs1 0OCaeTOBaHMS,
Bepu(UKAILIMY TUarHO3a 1 OTIPeIeIeHUS TAKTUKY JICUeHUS.

Kypenue, Bo3neiicTBre MpodeccnoHaIbHBIX BPEIHOCTEM
MalyeHTKa oTpuiaet. HaciencTBeHHOCTb 0 TTATOJIOTMN OPOH-
XOJIETOYHOI CUCTEMBI HEe OTSTOLIeHA. AJIJIEpProJIorMuecKuii cra-
Tyc 6€3 0COOEHHOCTEN.

AKYyIIIepCKO-TMHEKOJIOTUIECKII aHaMHe3: 2 0epeMEeHHOCTH,
1 ponbl, y mouepu — SMUTISTICHSI.

W3 anamHe3a U3BeCTHO, YTO B 1996 I. yCTaHOBJIEH AMArHO3
TC c mopaxxeHueM nouek. B meTckoMm Bo3pacTe perucTpupoBa-
JINCh TeHEepaIM30BaHHbIE CYIOPOXKHBIE TTPUTTIAAKU. Bo B3pociom
BO3pacTe Cy10poXKHOro cuHapomMa He orMevaeT. C 2000 r. peru-
CTPUPYETCSI MOBBILLIEHUE apTePUATbHOTO AaBJIEHUSI MAKCUMAJTb-
Ho 110 140 / 90 MM pT. CT., TTO TIOBOY Y€r0 MPUHUMAET eKEeTHEB-
HO OMCOTIPOJION 2,5 MT yTPOM, SHAJIATIPUII 5 MT 2 pa3a B CYyTKH.
Ha ¢done nosrygyaeMoil TUTTIOTEH3UBHOM TepaIrvy JOCTUTHYTA
HOpMOTeH3us1. OTMeUaeT YyacThle MPOCTYAHbIC 3a00JeBaHUST —
110 4 pa3 B IO/, COMMPOBOXIAIOIIMECS KalllJIeM ¢ OTAeJICHUEM
OOJIBLIIOTO KOJIMYECTBA CIAMBUCTON MOKPOTHI (TTOJy4aeT MyKoO-
JIMTUYECKUE CPEJICTBA C XOPOILLIUM 3(h(PeKTOM), MepuoanIecKu —
KpOBOXapKaHbe Ha (POHE MEHCTpyallMu, BUPYCHBIX MHMEKIMIA
U TsKesiol hu3nueckoit Harpy3ku. B centsiope 2021 r. mepe-
HecJla HOBYIO KOPOHABUPYCHYIO MH(MEKIINIO, OCTOKHEHHYIO
NIBYCTOPOHHE ToJIMCeTMeHTapHO# THeBMOHMel. B deBpaie
2022 r. rocriuTaJIM3UpoBaHa B OTAEJIEHNUE YPOJIOTUHU T10 TTOBOLY
MaKporeMaTypuu, TaMIOHAaIbl MOYEBOTO ITy3bIPsI CIYCTKaAMK
KpoBH. [1o maHHBIM yiIbTpa3ByKoBoOro uccienoBanus (Y3U)
opraHoB OpiotrHoi rojioctu (OBIT) u mouex ot anpens 2022 r.
BBISIBJIEHBI 11 GY3HbIE U3BMEHEHUS TTApEHXUMbI 00EUX MOUEK,
MHOXECTBEHHbIE TUIIEPIXOTeHHbIe 00pa3oBaHUsl (AHTHOMUOJIH -
MTOMBI? ), KaJTMKOIHUEJ09KTa3UH TT0YeK, 00pa3oBaHUe CMeIIaH-
HOI1 3X0reHHOCTH (remaToma?) rapaaopTajabHo.
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[To naHHBIM peHTreHoTrpacun OPraHOB IPYAHOM KIETKU
(OI'K), BeimonHeHHoI B anpesie 2022 1., BbIsIBAeHBI TU(dy3HbIC
MHTEePCTULIMATbHbIE U3MEHEHNST JIETKUX, Ae(opMaliust IETOYHO-
IO PHMCYHKA 10 CETYATOMY THILY.

Pezyavmamut 1abopamopHoeo uccae0o8anus:

*  KpeaTuHUH — 244 MKMOJIb / 71 (B IMHAMUKE — 85 MKMOJIb / 11);

* MoueBUHA — 22,9 MMOIIb / 1T (B IMHAMUKe — 3,7 MMOJIb / 71);

+ aputpouuts (Er) 0,97 X 102 / 1 (B nuHamuke — 2,3 X
10"/ );

* TeMorjnoouH — 28 v / 1 (B ituHamuke — 87 1/ 11).

[To nanHbBIM KoMTIBIOTepHOI ToMorpaduu (KT) OBIT u 3a-
OpIOIIMHHOTO TIpocTpaHcTBa (ampenb 2022 T.) B BEpXHEM Cer-
MEHTE JICBO1 MOYKM BBISIBICHBI MHOXKECTBEHHbBIE KMCTHI M aH-
TMOMMOJIUIIOMBI ¢ (PUOPO3HOIM TKAHBIO M KPOBOM3IMSHUSIMU.
Boxpyr obpa3zoBaHuit — MHOUILTPALIUS U OTEK KJIETYATKU.
B mipaBoii moyke — MHOXKECTBEHHbIE aHTMOMUOJIUIIOMBI, KMCThI.
YareyHo-JIoXaHOYHas ccTeMa 00euX Iovek pacipeHa. 2Kn-
KOCTb — B 3a0pIOIIIMHHOM IIPOCTPAHCTBE, CJIeBa OT AradparMbl
10 MaJIOro Tasa. B rmeyeHr — aHITMOJIUIIOMBI, KHCTHI.

[lo danuvim sxoxapouoepagpuu (IxoKI) (anpenn 2022 1.):

*  II0JIOCTH CepIlia He PaclIipeHbI;

*  TOJIIMHA MepeaHell CTEHKU ITpaBoro Xeaynouka — 0,45 cM;

* CHCTOJIMYECKOEe maBjeHUe B JerouHoit aprepun (CAJIA) —
40 MM pT. CT.;

*  ¢pakuug usrHanug — 61 %;

*  OTHOCUTEJIbHAsl HEAOCTATOYHOCTh MUTPAJIbHOTO KJlaltaHa
I1-III crenenu, TpukycnunaabHoro kinamaHa — I1—I11 cre-
MeHMU.

[To nannbeiM KT ronoBHOro Moara (armpess 2022 1.) oyaroBoi
MaTOJIOTUM TOJIOBHOTO MO3Ta He BhIsIBJICHO. OOHapy:KeHbI 11 -
(y3HBIE CKIIEPOTUYECKUE U3MEHEHMSI KOCTEH uepera.

KT OI'K (ampenb 2022 1.) (puc. 1):

* JIErOYHasi TKaHb Ha BCEM IPOTSDKEHUU MpPEACTaBIeHa K-
CTO3HOI TpaHchopMalreil (MHOXEeCTBEHHbIE pa3HOKAJM-
OepHbBIe BO3MYIIIHBIC TTOJOCTH Ha (hoHEe TPYObIX TUDhY3HBIX
MHTEPCTULIMATbHBIX U3MEHEHMMI, OTAEIbHBIX TSXKUCTBHIX
1 Y3€JKOBBIX (PMOPO3HBIX UBMEHEHMIN);

* ¢ 00eux cTOpoH — OyJuIbl < 20 MM;

* B peOpax, MO3BOHKAX, JIOIMAaTKaX — MHOXECTBEHHbBIE MEJIKO-
OYaroBble CIIMBHBIE OYaru CKJIepo3a;

* JIBYCTOPOHHUMU IJIEBPAJIbHBINA BBITIOT.

Sakarouenue: KT-kapTuHa MOXeT coOoTBeTCTBOBaTH JIAM.

[ManmeHTKa ObUTa KOHCYJIBTUPOBaHA MYJIbMOHOJIOTOM, 3a-
nono3peH JIAM, pekoMeHI0BaHa KOHCY/IbTAIlUs B HAYYHO-HC-
CJIeI0BATEIbCKUX MHCTUTYTAX MYyJIbMOHOJOTUM MOCKBBI MK
Cankr-IlerepOypra. OgHako 00JbHasE peKOMEHIAIMN HE BbI-
ITOJIHUJIA.

A

B xoHi1ie anpesnst 2022 1. — MOBTOPHAsI TOCITATAIN3ALIMUST B OT-
NieJIeHUe YPOJIOTHH T10 MMPUYMHE MaKporeMatypuu. BeimoaHeHbI
LIMCTOCKOTUS (BBIIEJEHUE MOUYHU C TIPUMECHIO KPOBU U3 YCThS
JIEBOTO MOYETOYHMKA), OpIolTHast aopTorpadusi, ceJleKTUBHAs
aHruorpacdusi JeBOi ¥ TTpaBoOii MOYEYHO apTepuu (aHEBpU3-
MaTUYECKOE paclIMpeHUe IPaBOi 1 JIEBOM BEpXHEU MepenHen
CEerMeHTapHOM apTepuu ), MOMbITKA SMOOIM3aIINU BETBEH JICBOIA
MOYEYHOU apTepuM, HepaIKTOMUS ClieBa IO TTOBOAY pa3phiBa
AHTHOMMOJIUIIOMBI JIEBO TTOYKH.

[To pe3synbpraTam MaToJI0roaHaTOMUYECKOTO U IIUTOJIOTUYE-
CKOTO0 MCCJIEIOBAaHUI BBISIBJICHO CJICIYIOIIEe:

* JIeBas IOYKa C XXMPOBBIMU KJIETKAMHU, pazmepamu 23 X 11 X
12 cM (3HAYUTETBbHO YBEIUYCHA);

* Ha paspese TpaHMIla KOPKOBOTO MO3TOBOTO CJIOSI HE OIpe-
TeJIsieTCs;

* Y HMXXHETO T0oJIloca TKaHb HEKPOTU3UPOBaHA, UMEIOTCS
MHOXECTBEHHbIE 00pa30BaHus OT 2 10 6 CM B AMaMeTpe,
TUIOTHOM 3J1aCTUYHOM KOHCUCTEHLIMU XEJITOTO 1IBETA.
[MaTtonornyeckas TkaHb coctout U3 'MK ¢ Hannunem Kie-

TOK CO CBETJION LIUTOILJIA3MOM, PACIIONIOKEHHBIX TTPEUMYLIECT-

BEHHO MEPUBACKYISIPHO.
3akaroyenue: aHTHOMUOJIUTIOMA.

B Hos16pe 2022 ., yauThIBasl HATMYKME AMHCTBEHHON MOYKH,
BBICOKYIO BEPOSITHOCTB ITPOTPECCUPOBaHMS 3a00J1eBaHNSI U MOJ-
HYIO MoTepio (YHKIMU MPaBOil MOYKU, TPU3HAKKU a30TEMUHU,
B (peBpasie 2023 r. Hedpoaoramu ObUTa HA3HAYEHA Teparus UH-
ruouropom mTOR (aBeponumyc 0,75 Mr 2 pasa B IeHb) C OLIEH-
KOl KOHIIEHTpaluy mpenapara B KpoBu. [Ipenapar moayyana
B TeueHue 1 Mec., 3aTeM 3BEPOTMMYC CAMOCTOSITEIbHO OTMEHIIA
B CBSI3M C XOPOIITUM CaMOYYBCTBUEM.

B stBape 2023 r. ObuTa HampaBJieHa B ITyJIbMOHOJOTUYECKOE
otneneHue ['ocynapcTBEeHHOTO YUpekIeHUS 31paBOOXPaHEHUS
«Ob6nacTHas KIMHUYecKast 6onbHUIIa» (CapaToB).

[lpu obsexmuenom obcredosanuu:

*  COCTOSIHME OTHOCHUTEJIBHO YIOBJICTBOPUTEIHHOE;

*  MHIEKC Macchl Teja — 21 xr / m?%;

*  YacToTa AbIXaTeJIbHBIX IBMKEHUI — 18 B MUHYTY;

*  YacToTa CepIEYHBIX COKpalleHn — 80 B MUHYTY;

* aprepuaibHoe naBieHue — 110 /70 MM pr. cT.;

* nmepudepuyeckas catypauus kucuopoaom (SpO,) B okoe
[IPY IBIXaHUU BO3AYXOM — 96 %.

Pesyavmamut 6-munymuoeo uiacosoeo mecma (6-MIIT):

* mpoiineHHas guctaHuus — 300 m;

* SpO, 1o Harpysku — 99 %;

» omuenka mo mMRC no Harpy3ku — 1 6a;

*  SpO, mocne Harpy3ku — 98 %;

+ mMRC nocne Harpy3ku — 1—2 Gasna.

o

Puc. 1. KomnbioTepHasi ToMorpaMma OpraHOB IPYIHOI KJIETKU MalueHTKu A. (2022)

Figure 1. Computed tomography of the chest organs of patient A. (2022)
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Ha koxe nuia B 061acTu 1ieK, Hoca — MHOXECTBO y3es-
KOB OKPYIJIOi (hOpMbI KPACHO-KOPUUYHEBOTO 11BETa, pa3Mepa-
MU 1—10 MM, MecTaMU CIIMBAIOLIUXCSI MEXIY c000ii (puc. 2A).
B oGnactu BosocucTolt YacTu rojoBbl — OJIsIIIKA MITKOAJIa-
CTMYHOI KOHCUCTEHIIMU, TeJIECHOTO 11BeTa. Ha Koxe CriMHbI —
eIMHUYHbIC TUTTOMTUTMEHTUPOBAHHbIEC TISITHA. B mosicHu4HO-
KPECTLIOBOI 00JIACTU — «IlIarpeHeBasi» OJISIIIKA TEJIECHOTO LIBETa
(cM. puc. 2B). B 06:1acTi OKOJIOHOTTEBBIX BAJIMKOB 3-TO MaJiblia
JIEBOW KMCTHU — TMAIyJIe3HbIE 3JIEeMEHThI PO30BATOTO 1IBETA, HOT-
TeBasl MJIaCTMHA BOJTHOOOpPa3Ho AedhopmupoBaHa (cM. puc. 2C).

Y3U OBII u nmouek: oyaroBbie 00pa3oBaHUsI ITEYCHU U TUD-
(by3HbBIC UBMEHEHUST TAPEHXUMbI €TUHCTBEHHOM MPAaBOI MOYKU
(pazmepnl — 112 X 51 Mm).

OxoKI': TonuHa rnmepeaHeit CTeHKU MTPaBOTO XKeJTyaoyka —
0,5 cm, CIJIA — 48 MM pr. cT., pakuus usrHanus — 60 %,
OTHOCUTEJTbHAsI HEIOCTATOUHOCTh MUTpaibHOTO KiianaHa I cre-
MeHU, TPUKycnuaanbHoro kiamnaxa I crenexu.

Crnupometpust ot sitHBaps 2023 r.: HapyleHUu QYHKIIUN
BHewHero abixanus (OBJI) He BoisgBIeHO (06BEM (hopcHpo-
BAHHOTO BbIIOXa 34 1-10 cekyHmy (O®B)) —89 %, dopcu-
poBaHHAas XU3HeHHass eMKoCTh jierkux (OXKEJ) — 96 %
O®B, / ®XEI - 0,97).

ITo nannubiM KT (puc. 3) BbIsIBIEHBI MHOXKECTBEHHbBIC OYJI-
Jbl (mnametp — a0 28 Mm). CieBa omnpenesieTcss CKOIJIeHue
BO3/yXa: allMKAJIbHO M HA YPOBHE BEPXHEN M0JU — TOJIIMHON
110 15 MM C XMIKOCTHBIM YPOBHEM /10 7 MM; Ha YpOBHE HUKHEM
IIOJIM TIO TiepeaHelt 1 OOKOBOI MOBEPXHOCTSIM — TOJIIIMHOM
10 2 MM, C XHUJIKOCTHBIM ypoBHeM 10 10 MM. B ruieBpanbHbIX
TOJIOCTSIX ¢ 00EUX CTOPOH XXKUIAKOCTb He ompenesnsiercs. B koct-
HBIX CTPYKTYpax B 30HE UccienoBaHus (pedpa, MTO3BOHKH, JI0-
MaTK1) — MHOXECTBEHHBIC yYaCTKU CKJIEPO3a.

Ha ocHOBaHWM TMOJTYYeHHBIX JaHHBIX ObLI YCTAaHOBJEH
nuarHo3: ocHogHoil: TC ¢ mopakeHueM MovyeK, KOCTeil, KOXHU,
nerkux (JIAM). XpoHuuecKoe JJeroyHOe Cepalle, KOMIeHCAITHsI.
Jlerounas runepreHsus I crenenun. Hedpakromus ot 15.04.22
10 TMOBOJIY Pa3pbiBa aHTMOMMOJIUIIOMBI JIEBOW TIOYKHU C Pa3BU-
THEM KPOBOTEUEHUS U 3a0PIOIIMHHON reMaToMbl. TamIioHana
MOYEBOTO My3bIpsi. XpoHUYecKas 6oe3Hb moyek C3b craguu.

OcnooicHeHus: BTOPUYHAS TUTICPTEH3MS. XpOHUUYECKast Mo~
YyeyHast HemocTaTouyHoCTh | ctamuu. BropuyHast runepypukemMusi.
JlpIxaTebHast HenoCTaTOYHOCTS | creneHu. ['MapomHeBMOTOpaKcC.

PexoMeHI0BaHa KOHCYJIbTALIMS TEHETHKA, KOHCYJIbTALIMSI
B (heZiepaibHOM LIEHTPE, TIPUEM 3BEPOJIMMYCa WU CUPOJIMMYCa.

B manpHeitiem nauueHTka g0 2026 r. y myJbMOHOJIOra
He Habioaanzach, MEPUOAMYECKM OCMaTpuBaiach Hedposio-
roMm. C utonst 2023 1. HeperyJIsIpHO MOIy4YaeT 3BEPOJIMMYC B 03¢
1,5 MT B CyTKH.

B cenmsope 2025 e. ocmompena neghponocom:

*  CaMOYyBCTBHE YIOBJICTBOPUTEIBHOE;

* aprepuaibHOE JaBJICHUE — B Mpeaesiax HOPMbI, OTEUHOTO
CUHJ/IDOMA HET;

* Juype3 aleKBaTHBIN.

Ilo pezyromamam 1a60pamopHbIX AHANU308:

* KpeaTMHUH — 75 MKMOJIb / JI;

* MoueBuHa — 4,1 MMoIIb / 11,

*  XoJIeCTepUH — 7,6 MMOJIb / 11}

*  Tmoko3a — 4,9 MMoJIb / IT;

*  CKOPOCTb KJIYyOOUKOBOM (DUIbTpaluy — 86 MJI / MUH.
OO011Me aHaIu3bl KPOBU U MOYM — O€3 MAaTOJOTHH.

[lo dannvim KT:

*  00BEM JIETKHUX COXPAHEH;

* IO BCEM JIETOYHBIM TIOJISIM COXPAHSIIOTCSI MHOXECTBEHHBIC
BO3IYLIHbIE TTOJOCTU pa3MepaMu 10 34 X 19 MM Ha ¢oHe
b Y3HBIX THTEPCTUIIMATBHBIX MI3BMEHEHMIA;

* B HamauadparMaabHBIX OTAeJaX — TSKUCThIe (UOPO3HbIE
M3MEHEHMS;

J07K.”

Puc. 2. KoxHble nMposiBieHUsI TYOEPO3HOTO CKJIepo3a: A — aHTHMOhu-
OpoMbl JiMila; B — y4acTKM TUIMOTMTMEHTALlUM, <«IIarpeHeBas»
onsimika; C — M3BMEHEHUsT HOTTEBOM IJIaCTUHBI

Figure 2. Cutaneous manifestations of tuberous sclerosis: A, facial an-
giofibromas; B, areas of hypopigmentation, “shagreen plaque”; C,
changes in the nail plate

*  MH(WIBTPATUBHbBIC 0YArOBbIe UBMEHEHUSI B JIETKUX OTUYET-
JIMBO HE BU3YaTU3UPYIOTCS;

* B pebepHO-auadparMaJbHOM IIEBPAJIbHOM CHUHYCE ClieBa
BU3YAJIU3UPYETCS KKUIKOCTh (C MpU3HAKaMKU OCYMKOBaHMS1?)
36 x 10 X 15 MM;

* 10 KOCTaJIbHOI MJIeBpe B 3aHUX oTAeax Ha ypoBHe VIII—
XI pedep BU3yanIu3upyeTcsl KUAKOCTb (TOJLIMHA MTOJOCKHA
<4 Mm);
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*  KMIKOCTb B TIOJIOCTU TepUKap/a He BU3YaTU3UPyeTCs;

* B KOCTHBIX CTPYKTypax Ha YpOBHE CKAaHUPOBaHUsI (M3MEHE-
HUsI HanboJiee BhIPakeHbl B TIO3BOHKAX IPYIHOIO OTAEa
MMO3BOHOYHMKA) OMPEACIISIOTCS MHOXECTBEHHBIE OYaru
ocTeocKJIepo3a 6e3 NeCTPyKIMU KOPTUKATIBHOTO CJI0sI, Je-
dbopmanuu KocTeit;

* Ha ypOBHE CKAHMPOBAHMUSI COXPAHSFOTCS TUITOEHCHBIE 00-
pa3zoBaHUs TIEYeHU TUAMETPOM < 7 MM, HEOTHOPOIHOCTD,
TSDKMCTOCTD KJIETYATKK OPIOLITHO MOJIOCTH B MOATIEYSHOY-
HOM TPOCTPAHCTBE.

[Ipu cpaBHeHnu ¢ nanabiMU KT-uccnenosanus ot 17.01.24
OTMEUYEHO IOSIBJIEHUE KUIKOCTU B IJIEBPAJIbHOM TIOJIOCTHU CIIEBa.
B gespane 2026 2. nosmopro ocmompera nyabMoHOA020M:

*  TPEIbSBISIET XANIOObI HA OIBIIIKY CMEIIIAHHOTO XapaKTe-
pa rpu o0bIYHOM (husMueckoit Harpy3Ke (MOAbEM BBIIIE
4-ro ataxa, xonpba — okoso 200—300 m; mMRC — 2 6ana);

*  uMHIeKC Maccel Teaa — 30,8 kr / M2

*  YacTOTa IbIXaTeJIbHBIX IBMXKEeHUN — 19 B MUHYTY;

*  YacTOTa CepleyYHbIX coKpaleHuit — 110 B MUHYTY;

* aprepuaibHoe naBieHue — 120 / 70 MM pr. CT.;

*  SpO, B mokoe — 98 %.

Pezyavmamer 1-munymuoeo mecma «Cecmbo u 6cmameo»:

*  YKCJIO0 BBITIOJHEHHBIX TOBTOPOB — 20);

¢ SpO, no Harpysku — 97 %, nocine Harpysku — 94 %;

* mMRC nmo Harpy3ku — 2 6ajua, Iocjie Harpy3kKd —
2—3 6amna.

Puc. 3. KommibioTepHasi TomorpaMMa OpraHoB rpynHoil kietku (2022)
Figure 3. Computed tomography of the chest, 2022

B deBpase 2026 1. BbITOIHEHA CIIMPOMETPHS: 3HAYMMBIX Ha-
pymenuii ®BJI He BoIsiBIcHO. [1pu BeimonHeHun KT B heBpane
2026 r. — 6e3 OTpULATEIbHO AMHAMUKK: KOJIMYECTBO U PaCIipo-
CTPaHEHHOCTb M3MEHEHU TIPEXXHSIS, SKUIKOCTD B TUIEBPATHHOMN
TTOJIOCTH OTCYTCTBYET.

3a TpexJieTHUI Tlepuo HabmoneHus Ha $hOHe Teparnuu
9BEPOJIMMYCOM Y TIAIIMEHTKN HE3HAUYNTEIbHO CHU3UIIACh TOJIe-
PaHTHOCTb K (hM3MdecKoli Harpy3Ke (6e3 3HaUMMOTO U3MEHEHUST
®BJ1, yBenmueHns HAEKca Macchl Tea), 1mo ganHeiM KT pern-
NIMBOB ITHEBMOTOPAKCA HE OTMEUYEHO, TIOSTBUIICS TIIEBPATbHBIN
BBITIOT B 2025 T. B HEOOJIBIIOM 00BbeMe, KOTOPBI CAMOCTOSI -
TeIbHO paspenmmics B 2026 r. Juddy3rnoHHast CIIoCOOHOCTD
JIETKUX 10 MOHOOKcuay yraepona (DL) ne ucciaenosanach
BBUILy OTCYTCTBUSI TEXHUUECKOU BO3MOXHOCTU. Takxke yiryd-
LIVINCH TTOKA3aTe ! MOYeTHOM (PyHKIMY (a30TeMusT Ha KOHT-
POJBHBIX BU3UTAX K HE(POJIOTY HE BBISIBIISIIACK), OTPHUIIATETbHAS
MUHAMUKA 110 00pa30BaHUIO B TIEUEHU U KOXKHOMY TIPOIIECCy
HE TIPOC/IEXUBAIACE.

O6cyxaeHue

IIpencraBiieHO KIMHUYECKOE HAOMIOAEHUE 32 MOJIOAOM
nanueHTkoi ¢ TC-JIAM. PenkocTs 3TOTO Tar{Hosa Xo-
pPOILIO MOATBEPXKAAETCS SMUASMUOJIOTMYECKUMU JaH-
HBIMU: 1O pe3yJbTaTaM UCCAEA0BaHUM, MPOBEAESHHBIX
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B 7 cTpaHax, rokKa3aHo, UTO pacnpocTpaHeHHOCTh JIAM
cocTaBJjseT Bcero 3—7 ciaydyaeB Ha | MJIH yenoBek [4].
Pacmipoctpanennocts JIAM cpenu xeHmuH ¢ TC Ko-
nebnercst ot 26 1o 42 % [6], cpeny MyX4uH — OT 22
10 38 % [9]. TC-JIAM BBISIBIIICTCS IPEUMYIIIECTBEHHO
y XXeHIIKUH B Bo3pacte 30—50 net [10], cpeaHuit Bo3-
pacT obOpalleHUS 3a MEAUIIMHCKOM MmoMoIIbo — 38
14 ner [6]. B npencraBiieHHOM KJIMHUYECKOM HaOJIIO-
NEHUM Y MOJIOIOM XEHIIUHBI TTopaxkeHUe MoYeK Kak
npossiaeHre TC ObLIO IMATHOCTUPOBAHO B BO3pacTe
11 e, a mopaxkeHue JIETKUX — B 37 JIET, YTO COTJIacyeT-
CsI C YKa3aHHBIMU TaHHBIMU.

B neTckom Bo3pacte y mallMeHTKU perucTpUpOBaIrCh
CYIOPOKHBIC TIPUTIAIKK W BBISIBIICHBI U3MEHEHMUS B T10-
ykax, xapakrepHbie mist TC. Hamee 3aboiieBaHUE TIPO-
TeKaj0 MaJOCUMIITOMHO BILIOTh IO pa3pbiBa aHTMOMU-
OJIMIMIOMBI JIEBOI TTIOYKU BO B3pocioM Bo3pacte (37 jier),
HapylIeHUs MOoYeYHO DYHKIMU (a30TEMUST), O4aroB
CKJIepo3a B KOCTSIX M MI3BMEHEHM B JISTKNX, BBISIBICHHBIX
B IIpoIiecce J000CIeIOBaHMS TI0 TTOBOIY IMOSIBUBIIMX-
Csl Kauuisl ¥ ofbliKu. Takke Mpyu 00beKTUBHOM 00cIe-
JTOBAaHUM BBISIBJICH KOXHBIN TIporecc (aHTHoGuopomMa
JINIIA, TUTTIOITUTMEHTHBIE TSITHA, YIACTKU «IIIarpeHEBOM
KOXW1», GPUOPO3HBIE OJISIIKY TYJIOBUILA, OKOJIOHOTTEBOE
ropaxxeHue, neopMaliyisi HOrTeBOM MIACTUHBI), YTO YKa-
3bIBACT Ha MOSIBJIICHNE HOBBIX IIPU3HAKOB 3a00JIeBaHUSI
Ha TIPOTSDKEHUU BCEH SKU3HU U BaXKHOCTD ITOCTOSTHHOTO
IMHAMUYECKOTO HAOMIOACHNUS 32 TAKUMU TTallUEHTaAMU.
Heo6xonumMo oTMeTUTh, YTO HECMOTPSI Ha MOSIBJICHUE
CHMIITOMOB B JIETCKOM BO3pacTe, BKIIIOUast U3MEHEHUS
KOXM, OTMEUeHa MO3IHsS IUarHOCTHUKA 3a00JIeBaHUS
(B 37 net). DTO MOXET OBITH OOYCIOBIEHO PEIKOCTHIO
OMNKUCHIBAEMON MATOJIOTUY, TJIOXOW OCBENOMIIEHHOCTBIO
Bpayeil 0 BO3MOXKHOCTSIX €€ TMarHOCTUKH, OTCYTCTBUEM
IUHAMUYECKOTO HAOIIONCHUS MIPU TIepexoe OT Meana-
TPOB K TeparieBTaM.

KitoueBoe nsmeneHnue B nuarHoctuke TC, BHECEHHOE
MexnyHapoaHoit koHceHcycHol rpynmnoit TC (2021),
BKJTIOYAET TeHETUYECKOEe TeCTUPOBaHUE, TOATBEPKAA-
fomree nuarHo3 [11]. TC pa3BuBaeTcsl BCAEACTBUE MY-
tauuii B reHax TSC1 (iokyc 9934 9-i1 XxpoMOCOMBI) WU
TSC2 (nokyc 16p13 16-it XxpOMOCOMBI), KOAUPYIOLIUX
CUHTe3 ramaptuHa u tyoepuHa. B % cnydaeB TC Hocur
HACJICICTBEHHBIN XapaKTep U MepemacTcs 1o ayTOCOM-
HO-IOMUHaHTHOMY Tumy [12, 13]. OnHako mo pe3yib-
TaTaM T€HETUYECKOTO TECTUPOBAHMS TIPU TUATHOCTUKE
TCy 25 % nauunenTtoB mytauusi 7.SC He BbIsiBIsIeTCs |6,
12]. B mpeacraBiieHHOM HaOJIIOIeHUY TeHETUYECKOE UC-
cleloBaHKe He MPOBOAUIOCH MO MaTepUabHBIM MPU-
YHAM, OJHAKO Y JOYepH IMAIlUEHTKN B pAHHEM IETCKOM
BO3pacTe TMarHOCTUPOBAH CYIOPOXKHBIN ITPUTIANOK (OTHO
13 HeBpoJormyeckux npospieHnii TC), a ipepbIBaHNe
2-1i 6epeMeHHOCTH ObLIO PEKOMEHIOBAHO B CBSI3U C BHY-
TPUYTPOOHBIMU TTOPOKAMU Pa3BUTUS 1uiona. [ToaTomy
IIpU OOJIBIION BEPOSITHOCTY HACIEACTBEHHOMN STHOJIOTUN
TC (puck poxneHust 60bHOro pedeHka gocturaet 50 %),
TeHETUYECKOEe TeCTUPOBaHME 11eJ1eCO00pa3HO MPOBOINTD
Ha 3Tare MIaHuPOBaHUsI OEPEMEHHOCTH HE TOJILKO Y PO-
nuTeneit, Ho 1 'y OJIMKalIIMX pOACTBEHHUKOB [7].

B pamMKkax ycTaHOBJIEHUS IMarHO3a U OIICHKHU CIIEKTpa
MOpa>k€HHbIX OPTaHOB KJIIOUEBYIO POJIb UTPAIOT METOIbI

Busyanusaumu. ¥ '/, maunentok ¢ TC no nanHeiMm KT
OT'K BoisgBisiercst ierounblii JIJAM, mpuuem JIAM nipu TC
yalle npoTekaeT 6eCCUMNTOMHO, B oTiinuue oT cJIAM,
TeOIOTUPYIOIIETO CIIOHTAHHBIM ITHEBMOTOPAKCOM C BBI-
COKOM 4aCTOTOM peLIMANBOB WU IbIXaTeJIbHOW HEIOCTAa-
TOYHOCTHIO [7, 9, 14].

KT-xaprtuna nipu JIAM npencraBisieTr co00ii cOBO-
KYITHOCTD CJICAYIOIINX ITPU3HAKOB:

* KHCTO3Has AecopMallus JISTOYHON TKaH! ¢ HATUYUEeM
MHOKECTBEHHBIX TOHKOCTEHHbIX KUCT (> 10), mpeumy-
IIECTBEHHO OKPYIIIOi popMbl, muameTpoM 2—30 MM,
He CJIMBAIOIINXCS MEXKITy CO00i, paBHOMEPHO pacIipe-
NIEJICHHBIX MO0 JIETOYHOM MapeHX1Me;

+ JIAM-accouunpoBaHHbIE Y3€JKU;

*  BBITIOT B IJICBPAJTbHBIX ITOJIOCTSX;

* OTCYTCTBME KPUTEPHEB MHTEPCTUIIMATHLHOTO 3a0071¢e-
BaHUs Jlerkux [1—3].

ITpu BepoSITHOM WM BO3MOXHOM auarHose JIAM
cIeAyeT TIPOBOAUTH TuphepeHINATLHYIO TUaTHOCTUKY
C LIEJIBIO MICKJIFOUYEHMS IPYTOM NTATOJIOTMH, TTPOSIBIISIOLLEH -
¢Sl KUCTO3HBIMU U3MEHEHUSIMU JIeTOYHOM TKaHu [1, 7].
IMTHeBMoTOpakchl BodHUKatoT y 70 % marmeHToB ¢ JIAM
U MOTYT OBITh TIEPBBIM KIIMHUYCCKIM TTPOSIBIICHUEM 3a-
oosieBanus [ 1—4]. PeununuBupytoiye CrioHTaHHBIE TTHEB-
MOTOpPAaKChl OOBIYHO BO3HUKAIOT B pe3yjbTaTe pa3phbiBa
CyOITIeBpaJIbHBIX KUCT, IIPY 3TOM TpeOyeTcs ITPOBeICHIE
MpOo(PMIAKTUIECKOTO TUIEBPOAE3a, YTO OBUIO BHIITOJIHEHO
Yy TaHHOM IMallUEeHTKU.

IMTomumo nmHeBMoTOpakca, JIAM accouuupyercs
C IPYTUMM CePhEe3HBIMU OCJIOKHEHUSIMU, BKITIOUAsT XU -
JIE3HBIN BHITIOT, AHTUOMHUOJIUTIOMEBI TTOUEK U JBIXaTeIEHYIO
HEIOCTAaTOYHOCTD [2, 3]. DTH OCIIOXKXHEHMS TOTIEPKIBA-
0T CUCTeMHBIN xapakTep JIAM u ycunuBamoT HEOOXOaM -
MOCTh MEXIUCIUTUTMHAPHOTO TTOAX0Aa K JUarHOCTUKE
1 JISYeHUTO. Y TPeACTaBICHHOM MALIMEHTKY CITOHTAaHHBIN
MHeBMOTOopakc nmpousonien B 2022—2023 rr., ObLT MaJio-
CUMIITOMHBIM U IMAarHOCTUPOBAH TOJIHKO MPU MpPOBeIe-
Hum KT.

B 2023 u B 2024 rr. 1o nanHbIM KT JjIerKux BbISIBIISI-
JIaCch XXMIKOCTD B IUIEBPAJbHOM MTOJIOCTH, OMHAKO BBUIY
MaJIOro ee KOJIMYeCTBa MyHKIMS He TPOBOIMIIACD.

«30JI0ThIM CTaHAAPTOM» AUarHoCTUKU JIAM sBrsieTcs
OuorCHs IErOYHOM TKaH! ¢ MOP(OJIOTHUYECKOU Bepudu-
Kauuei 6MonTara, XapakKTepu3yeMoro KuCTO3HOM TpaHC-
dopmanueit u nuddy3Ho nponudepaieit aTUMUIHbBIX
I'MK (JJAM-KJIeTOK), UMEIOLIMX BEpETEHOOOPA3HYIO WU
SIUTEINONTHYIO (POPMY, ¢ 203MHOPUIBHON IUTOTLIA3-
MOl M LICHTPAJIbHO PACIIOJIOXEHHBIM SIIPOM, KOTOPBIE
pacrojiaraloTcsl BIoab JUM@aTUYeCcKUX COCYyI0B, KPO-
BEHOCHBIX COCYIOB, OPOHXUOJ U aJbBEOJISIPHBIX Mepe-
TOPOMIOK, SKCIIPECCUPYIOLINX PEIICIITOPHI TSI SCTPOreHa
U MapKepbl MejaHouuToB [1, 15].

Mopdonoruyeckast Bepudukaius I0MOJHSIETCS pe-
3yJbTaTaM1 UMMYHOTHCTOXMMHWYECKOTO aHaIN3a, Mpu
KotopoM BeIsiBIIsIeTcs akTiH [ MK, necmmua, HMB45 (Hu-
man Melanoma Black 45), petieriTtopsl K 3ctporeny [1—3].
I'enes JIAM-kJieToK ocTaeTcsl He A0 KOHIIA U3YYEHHbBIM
BornpocoM. Heornactuueckast mpupoaa mpouCcXoXAeHUS
JIAM-KJIeTOK MOATBEPXKAAETCS HEKOHTPOJIUPYEMOI Kile-
TOYHOI TIpoudepanneii 1 abeppaHTHOM JuddepeHII-
POBKOIi, 00YCIIOBJIEHHO! TMIepakTHBaleil CUTHAJIbHOTO
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3ametku u3 npaktuku « Clinical cases

nmytd mTOR 1 pe3ucTeHTHOCThIO K 3alporpaMMUpPOBaH-
HOi KJIETOUHOW THOenn. DKCnpeccusi FfeHOB, aCCOLIMUPO-
BaHHBIX C METaCTa3MPOBAHMEM, YKa3bIBAaeT Ha HAIMIME
y JIAM-KJIeTOK MOTeHIIMAala K UHBAa3UU U IUCCEMUHA~
uuu [16—18].

OnHaKo BBUIY MaJOAOCTYITHOCTH TEHETUIECKOTO Te-
CTUPOBAHUSA U TEXHUYCCKUX CIOXHOCTEH, CBSI3aHHBIX
C TIpOBEIEeHUEM OMOIICUM JICTKUX, TIIaBHBIM CITOCOOOM
nuarHoctuku TC mpopokaeT ocTaBaThCs MHTEpIIpeTa-
LIUSI KTUHUYECKUX KpuTepues [1—4].

PerynsipHoe mpoBeneHre CIIMPOMETPUHN KU3HEHHO
BayKHO TS TTaiieHTOB ¢ JIAM, MOCKOJIbLKY OHM CITOCO0-
CTBYIOT PaHHEMY BBISIBIICHUIO 1 JICUEHUIO PECTTUPATOPHbBIX
npo6siem. Kpaline BaxkHo y Bcex mauueHToB ¢ JIAM pe-
IyJIsIpHO (Kaxabie 6—12 Mec.) MPOBOAUTH CIIMPOMETPH-
YeCKHMEe TECTHI IJISI OTCICXKUBAHUS TIPOTPECCUPOBAHUS
3a00J1eBaHUsI U KOPPEKTHUPOBKH JIEUEHUS 110 Mepe HeoOo-
XOAUMOCTH. Y TIPeACTaBICHHOM MAallMEHTKU UCXOIHBIC
CITUPOMETPUIECKIE TTOKa3aTeNIN OBLIN B TIpeneiaX Hop-
MBI, OJIHAKO MccnenoBaTh DL ) He GbLIO BOZMOXHOCTH.
ITo nanubiM A.B. Yepnaxa v coast. (2021), y O0JIBHBIX
JIAM mnpeBanupyeT OOCTPYKTUBHBINA TUIT HapYLIEHUS
DB/ (75 %), pectpukTuBHLI (3 %) 1 cMetmanHbIi (1 %)
tunsl HapymeHnss @BJI Bcrpeyarores ropasno pexe [10].

DL, chuxena y 87 % naumenTok. I[To pesynbratam
perpeccun Kokca ncxonnpie snayenus DL ., u ODPB,
SIBJISIIOTCS TIPEIUKTOPAMM,, OTIPEACIISTIOIINMU PUCK CMEPTH
npu JIAM [1-3]. K coxanenuro, uccnenosarb DL, mioka
He ynajgoch. Heo0XxonumMo oTMETUTh TaKXKe, UYTO UCCIIEN0-
Banure @B/l y malyeHTKA B TeUeHUE 3 JIET aMOYJIAaTOPHOTO
HaOJTIOIeHNS HU pa3y He BHITIOTHSIIOCH.

J71s1 OLIeHKU TIEPEHOCUMOCTH (DU3UIECKOM HAarpy3Ku
o6onbHbIMU JIAM MoxxHO ucnonb3oBath 6-MIIT, koro-
PBIif TAKKE MOXKET MCTIOIb30BAThCS ISl ONPeaeIeHUS
CTeTIeHU WHBAJIUAN3AlNU, TIPOrPecCUpPOBaHUsS 0OIe3-
HM Y OTBETA HA JIEYEHUE Y NALUEHTOB C KIUHUYECKUMU
nposBieHusimu JIAM. T1poBeneHbI TeCThbl ¢ (PU3NIECKOM
Harpyskoii (ncxoaHo — 6-MIIT, B 2026 1. B CBSI3U ¢ He-
BO3MOXHOCTBIO €T0 BBHITTOJTHEHUS — | -MUHYTHBIN TECT
«CecTpb U BcTaTh»). HeoOX0OMMO OTMETUTH XOPOIIIYIO
TOJIEPAHTHOCTh K (DM3UYECKOI Harpy3ke y MaluueHTKH,
BKJTIOUAsi OTCYTCTBUE JAecaTypallliu B MPOLIECCE TECTOB.

Jleuenue JIAM HanpaBieHO Ha 3aMeJIeHHE MPorpec-
CHpOBaHUS 3a00JIeBaHUsI, COXpaHEeHNE (DYHKIIUM JICTKHIX
U yCTpaHeHUe ocaoKHeHui. Heobxoaum peryasipHbIii
MOHUTOPUHT (DYHKIIUU JIETKUX, TTOCKOJIBKY CO BpeMEHEM
JIAM MoxeT rmporpeccupoBaTh 4O AbIXaTeJIbHON HElO-
cratouHocTu. CorjacHO pyKoBOACTBY EBpomeiickoro
peCNUPaTOPHOro OOIIECTBA MO AMATHOCTUKE U JIEYEHUTO
TC-JIAM, Haubosee 3bhEeKTUBHBIM METOJOM MaTOreHe-
THYECKOTO JICUCHUS TIPU MYJIbTUCUCTEMHBIX TTPOSIBJICHH -
sIX (TTOYeYHBIe aHTUOMHUOJUIIOMBI, CYO3TTeHANMAaTbHAS
TUTAHTOKJIETOJETOYHAsI aCTPOLIMTOMA U STMUJIETICHUST)
sBisieTcsl mpuMeHeHue nHruoutopoB mTOR (aBeposu-
Myc). [Tocne TepaneBTHIECKOM OLIEHKA COOTHOIIICHMS
PUCK / TIOJIB3a TIperiapaThl JaHHOM TPYIIITBI MOTYT OBIThH
Ha3HauYeHbl MAl[UeHTaM MPH yXYALIEHUH JIETOYHOM (hyHK-
LMY ¥ HAJTUIUU XWJIE3HOTO BBITIOTA ISl CTAOMIIU3AIuN
(pYHKIIMY JTIETKNX, YMEHBIIIEHUS KUCTO3HOTO TTOPaKeHUS
JIETKUX ¥ aHTUOMMOJIATIOM, TIPY 3TOM B KOHEUHOM UTOTE
yIIy4dlIaeTcsl KaueCTBO XKMU3HU MalueHToB [1—4].

IMonnep:xuBaloiast Teparnus TakxKe UTpaeT pela-
IOLIYI0 POJIb U MOXET BKJII0YaTh OPOHXOAMIATATOPHI,
KHUCJIOPOIHYIO TEPAIMIO MO MOKa3aHUSIM 1 COOJII0IeHNE
PEKOMEHIALIMI 11O BaKIIMHAIIMY [TST JIUII C OCJIa0JIeHHBIM
umMMyHurtetoM [19]. BaxkabiM acriekTom jedeHust JTAM
SIBJISIETCSI CTPOTOE MPEIOTBPaILlEHUE BO3NEUCTBUS 3CTPO-
T€HOB, 0OCOOEHHO B (hOpME rOPMOHAILHON KOHTpaLENIUKU
U 3aMECTUTEJIbHOU TOPMOHAILHOM TEPAIMM, YTO aKTyalb-
HO IJIs1 XXEeHIIWH PENPOAyKTUBHOIO BO3pacTa, Y KOTOPbIX
yaie Bcero Bo3HukaeT JIAM [1—4]. Dta pekomeHaaLMs
o0ycJioBJIeHa YYBCTBUTEJIbLHOCTBIO K 3CTpOreHaM Mpu
JIAM. TpaHcnnaHTauus JIErKUX MOXET ObITh pacCMOT-
peHa B 3aMyILIEHHBIX CIYYasaX C TSIXKEJIOU AbIXaTeJIbHOMN
JIEKOMIIEHCALME, OHA OCTAETCS E€MHCTBEHHOW MEepOi
sneueHust JIAM. TTockosibKy MOHUMAaHUE MOJIEKYISIPHBIX
ocHOB JIAM TmipopoirKaeT pacIiupsIThCs, OXKUIAETCST, YTO
OymyIIre METObI JICUEHUST PACIIUPST MacIITaObl U CIie-
LU(DUIHOCTD JIeUeHUS.

HecMotpst Ha HEMOCTaTOYHYIO TIPUBEPKEHHOCTD TE-
panuu B HavaJsie JeYSHUs, TIPOITYCK KOHTPOJIbHBIX BU-
3UTOB K He(POIOTY U MyJIbMOHOJIOTY, Ha (hOoHE MpruemMa
uHruoutopa mTOR y mainMeHTKH He OTMEUEHO Ccylle-
CTBEHHOM OTpULIATEIbHOI TUHAMUKU 10 CITMPOMETPUH,
yAy4IIMIach (PyHKIMST eTMHCTBEHHOM MoYKu. Bo3mox-
HO, BTO CBsI3aHO ¢ TeM, uTo Ajsa JIAM xapakTepHO OT-
HOCUTEJbHO 10OPOKAYECTBEHHOE TeYEHUE, MEAJIEHHOE
mporpeccupoBanre cuMmnTomatnk TC, Ha 9TO yKa3bI-
BaloT 1okasatenan 10-j1eTHelt BBIKMBaeMOCTH, TIPEBHI-
matorue 90 % [20].

ITpu Benenuu nauureHToB ¢ TC-JIAM Tpebyercst KoM-
IUICKCHBIN, MyTBTUIMCIMIUIMHAPHEIN TTOIXO0M ¢ TMHAMU-
YeCKOM OLIEHKOW KJIMHUYECKUX, JJa0OPAaTOPHBIX U MH-
CTpYMEHTaJIbHBIX MTOKa3aTesieil Bpauamu-Hedbposoramu,
HeBpOJIOraMu, MyJbMOHOJIOTaMU, I€PMAaTOJIOTaMu, TeHe-
TUKAMU U IPYTUMU CIIeLIMAJIUCTaMU TTPU HEOOXOAUMOCTH.

3aknioyeHue

JIAM npenctasisier coboil opdaHHoe 3aboeBaHUE
C BO3MOXHBIMU MYJIBTUCUCTEMHBIMU TTPOSIBJICHUSIMU.
ITo maHHBIM MpeACTaBAEHHOIO KIMHUYECKOTO HAOII0-
IEHUS TIPOIEMOHCTPHPOBAHO OTHOCUTEILHO TOOPOKa-
YeCTBEHHOE TeUeHUe 3a00jieBaHmsI Yy mauneHTKu ¢ TC,
JIMAaTHOCTUPOBAHHBIM B IETCKOM BO3pacTe, MopakeHueM
KOH1, HapacTaHWeM a30TeMMH Ha (poHe pa3pbiBa aHTUO-
MUOJUMOMBI TOYKU U BbisiBJieHHeM JIAM B 3pesioM BO3-
pacte. Ha ¢oHe cBoeBpeMeHHOI0 Ha3HAYEHUsI MHTUOM-
topoB mMTOR HaGmonanock BocctaHOBIeHNE (DYHKIIMKA
IMOYKHM, CYIIECTBEHHOTO HapacTtaHus HapyumeHus OBJI
HE OTMEUYEHO.

TakuM 00pa3oM, MyJIbTUANCIUTUIMHAPHBINA TTOIXOI
K o0OciienoBaHMIO U JiedyeHUI0 00abHBIX TC gBisieTcs
KJII0YeBBIM (DaKTOPOM CBOEBPEMEHHOM BepupUKaLUU
JIarHO3a U TepareBTUUECKOI TAKTUKH, CHYDKEHUST prCKa
MIPOTPECCUPOBAHMST OPTAHHOM TMCHOYHKIINU.
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