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PEDEPAT

Ty6epo3HbIil CKNIEPO3 — 3TO NOSIMCUCTEMHOE, FEHETUYECKM AETEPMUHUPOBAHHOE, ayTOCOMHO-L0MUHAHTHOE opdaHHoe 3a60-
neBaHue, KoTopbiM cTpagaeT npumMmepHo 1 n3 10 000 yenoBek BO BceMm mMupe. [NopaxkeHne noyvek npu Ty6epo3HOM ckiiepose
ABNSIETCS OCHOBHOW NPUYNHOM CMEPTHOCTU, KOTOpasi 00YCNoBeHa CEPbE3HBIMU OCIIOXHEHNSAMM, CaMbIM HaCTbIM U3 KOTOPbIX
ABNSIETCS KPOBOTEYEHME U3 aHTMOMMOANMOM. OCOBEHHOCTBIO aHMMOMMOJIUMOM MOYEK SBASIETCS TO, YTO OHM HAYMHAIOT MPO-
rpeccupoBaTh 1 YBENMYMBATLCS B 0ObEME C PaHHEro BO3pacTa, NPMBOAS K NMPOrpPecCUpoBaHUI0 XPOHNYECKOM BOIE3HN NOYEK,
npu 3TOM PUCKY KPOBOTEYEHMS NMoaBepratnTcs aHrmommonunomMsl 6osee 30 MM B avameTpe. B HacToswee Bpems papmakoTe-
panus Ty6epo3HOro ckyiepo3a NHrméutopamm nHrnbutopos MTOR aBnsieTcs Hanbonee apdeKTUBHOM BO BCEM Mupe. B HacTo-
AULei cTaTbe NPUBOAUTCS KIIMHUYECKWNIA CryYai TapreTHoM Tepanum Ty6epo3HOro ckiepo3a, HarnsaaHo NpoAeMOHCTPUPOoBaHa
3 DEKTUBHOCTb, TAKXKE HA KOHKPETHOM NPUMEpPE NpUBeaeHbl 0COOEHHOCTY TeHeHMs TYOEPO3HOro ckiieposa.

KnioueBble cnoBa: 1eti, TY6epOo3Hblil CKepos, XpoHudeckas 601e3Hb NoYek, aHrMoMNonNnomsl, komrnnekc mTOR, aBepanu-
MyC, TepreTHas Tepanus
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ABSTRACT

Tuberous sclerosis is a polysystemic, genetically determined, autosomal dominant orphan disease that affects approximately
1in 10,000 people worldwide. Kidney damage in tuberous sclerosis is the leading cause of death due to serious complications,
the most common of which is angiomyolipoma bleeding. A feature of renal angiomyolipomas is that they begin to progress and
increase in volume from an early age, leading to the progression of chronic kidney disease, while angiomyolipomas more than
30 mm in diameter are at risk of bleeding. Currently, pharmacotherapy of tuberous sclerosis with mTOR inhibitors is the most
effective worldwide. In this article, a clinical case of targeted therapy of tuberous sclerosis is presented, the effectiveness is
demonstrated, and the features of the course of tuberous sclerosis are also given on a specific example.
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BBEAEHUE
Ty6eposnsrit ckirepo3 (TC) — 310 monmMCHCTEM-

crpamaetr npumepro 1 u3 10 000 gemoBek BO Bcem
mupe [1]. 3aboneBanne 0OYCIOBICHO MYTAIMSIMHU

HOE, TEHETUYCCKHU JICTSPMUHUPOBAHHOE, ayTOCOMHO-
IOMHHAHTHOE opdaHHOEe 3a0o0jieBaHNE, KOTOPHIM
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B rene 7SCI (tybGeposnsiii cxiiepo3 1 tuma, OMIM
191100), noxanu3oBaHHOM Ha 9-if XpoMocoMe B paii-
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oHe 9q34 u KomMpyIOIIeM OCJIOK TaMapTHH, a TAKKe
B rede 7SC2 (TyOepo3Hbiii ckiiepo3 2 tuna — OMIM
613254), noxanm3zoBaHHOM Ha 16-i Xxpomocome B
patione 16pl3, xomupyromem Oenok Tyoepun [2].
XoTs 3a007IeBaHNE U HOCUT 2y TOCOMHO-JOMUHAHTHOE
HacnenoBanue, y 60—70% mamueHToB OHO BBISBIIS-
eTCsl BCJICACTBHE MyTanuu de novo [3]. Myranuu B
YKa3aHHBIX TeHAX BBI3BIBAIOT IEIBIN CIICKTP Pa3IHy-
HBIX HAPYIICHUH B OpraHu3Me, BKITI0Yast SITUJICTICHIO,
TICUXPOHEBPOJIOTUYECKUE PACCTPONCTBA, MOpake-
HHE MPAKTUYECKHN BCEX KU3HEHHO BAXHBIX OPTaHOB:
KOXKH, CEPIIIIA, JICTKUX, TIOYEK, TOIOBHOTO MO3Ta.

ITopaskeHune mouek mMpu TyOSPO3HOM CKIIEPO3E SIB-
JSieTCsl OCHOBHOM NpHYMHOM cMepTHOCTH. CambIM
YaCTBIM OCJIO)KHCHHEM IMOPAKEHUS TOYCK SBISICTCS
pa3BUTHE XPOHUYECKOU TOYEYHOM HEJJOCTATOUYHOCTH,
KoTOpas HaOmiomaeTcs mpaktudecku y 80% maru-
eHToB ¢ anrunomuonunomamu (AMJI). Ilpumepno y
YETBEPTH U3 HUX PA3BUBAIOTCS YIPOXKAIOIINE KU3HU
KpoBoTeueHus (Tabnmima) [4].

[Tatorenes TyOepo3HOro CKjepo3a JOCTATOYHO
CJIIOKCH U CBSI3aH HETOCPEACTBEHHO C MYTallUSIMH B
reHax TSC/ u TSC2. DTu TeHbI SBISIOTCS TEHAMU-
CyIIpeccopaMy OITyXOJIEBOTO POCTa, a MX OENIKOBBIE
MPOAYKTHl TyOSpHH M TaMapTHH 00pa3yroT TeTepo-
JTUMeEp, CIOCOOHBIN MHTHONpoBaTh KomIuiekc mTOR
(MHILIEHB paraMUIIiHA MICKOITUTAIOIINX/ CEPHH TPe-
OHHMHOBas KuHa3a) [8].

BcenencTeue MyTanuu yka3aHHBIX T'€HOB TIPOWC-
XOJUT IIaToyiornueckas akruBamus kKuHazbl mTOR,
KOTOpast SIBJISIETCSI PETYIIATOPOM pocTa U mposndepa-
AU KJIETOK, B PE3yJIBTATE YEr0 pa3BUBAIOTCS MHOXKE-
CTBEHHBIC TIPOTPECCUPYIONIIE TaMapTOMBI B pa3iny-
HBIX OpraHax. OTO MOCTEIICHHO IPUBOAUT K HapyIIIe-
Huto ux QyHkuui [8].

Oco00eHHOCTHIO0 aHTHOMHOJIATIOM TTOYEK SBIISETCS
TO, YTO OHU HAYMHAIOT IPOTPECCUPOBATH U YBEITHUHU-
BaThCsl B 00beMe ¢ paHHero Bospacrta. Hambomnbmmii
TEMIT YBEITUYCHHUS HAOIIOAACTCS B MOIPOCTKOBOM U
FOHOIIIECKOM TIEPHOAE, TIPH ATOM PUCKY KPOBOTEUE-
HUS TIOJBEPraroTCsl aHTHOMHUOIHUIIOMBI 6osee 30 MM
B quameTtpe [1].

Tabnuua / Table
KnuHnyeckue oco6eHHocTu naumeHTos ¢ XMH
npu Ty0epo3HoM ckiepo3e [5-7]

Clinical features of patients with chronic renal
failure with tuberous sclerosis [5-7]

MpnsHak %
AHMMOMUONNMOMBI 80

Puck kpoBoTeYeHns 25-50
JNlumdaHrnonenommomaTtos 30-80 XeHLWWnH
MonukncTo3 noyek 10
ApTepuanbHas runepTeH3uns 40

o nosenenus narubutopoB mTOR rneuenne an-
TUOMHUOJIUIIOM TOYEK MPOBOIWINA XUPYPrHUSCKUMU
METO/IaMH, CpPeIu KOTOPBIX HambOoyiee MepCIeKTHB-
HBIM CUUTAIACh UYpecKokHast amoomm3anus AMJI [9].
OpHako, HECMOTPsI Ha MEPCIEKTUBHOCTD MOJTOOHBIX
OTIepPaTUBHBIX BMEIIATEIBCTB, OCTABAJICS OTPOMHBIN
PUCK pa3BUTH MH(PAPKTa HOPMAITBHOUM OKpYXKaroIien
MOYEYHON TTAPEHXHUMBI, & TAK)Ke BTOPHYHBIX TIOCIIE0-
TIEPALMOHHBIX OCIIOKHEHUH B BHJE MOCTIMOONIN3A-
LIMOHHOT'O CHHJIpOMa, OCTPOM OYEeYHO! HEeJJ0CTaTOu-
HoCTH, MH(pHUIHIpoBaHusi. Kpome Toro, smOonmzanus
OJTHOTO OdYara He TpeI0TBpaIIaeT MIporpecCHpOBaHNe
npyrux ouaros [10].

Co BpeMeHEeM XUPyprudecKas CTpaTerus JIeueHUs
MAIMEHTOB C TYOEPO3HBIM CKIIEPO30M TOCTENEHHO
yIIIa Ha BTOPOH TuTaH. DTO CBSI3HO, TIPEXKIE BCETO,
¢ TeM, uto 6onee ueMm y 40 % manuentoB ¢ TC oTme-
YaJluCh MHOXKECTBEHHBIC AByCTOpoHHHEe AMIJI, KOTO-
pble UMenu OBICTPBIN Tporpeccupyromuil poct. Beé
3TO BMECTE C BBICOKOM YacCTOTOW PELMIMBOB MOCIE
smOonmu3anuu (6onee 24 %) mpuBENO K MOUCKY HO-
BBIX METOJIOB JIEUCHUsI TYOSpO3HOTO cKiiepo3a [11].

B pamkax ¢apmakonormueckol cTpareruu Jieue-
HUSI TyOepO3HOTO CKJepo3a ObUIM pa3paboTaHbl WH-
ruoutopsl mMTOR, KoTOpBIE TIpephIBaIA MATOTCHETH-
YECKYIO LEMOYKY Pa3BUTHSI aHTIOMHOJIHIIOM.

[lepBoHauanbHbIe wHccineqOoBaHUS IPPEKTHBHO-
cti uHrEONTOPOoB MTOR Ha KUBOTHBIX MOIEIIX U
monsx, crpagaonmx TC, MPOBOAMINCH C UCIOb-
30BaHUEM CHPOJIUMYCA, OJHAKO B HCCJICIOBAHUU
He OBUIM YYTEHBI MCXOJbI MPOTPECCHPOBAHUS XPO-
HUYECKOW OOJIC3HM TOYEK, XOTS M ObUIH TIOTyYeHBI
00HAJIC)KUBAIOIINE PE3YJIbTaThl B BUJIC YMEHBIICHUS
o0bema anruomuoiumnom [12]. B mampHeiimem ko-
TOPTHBIE UCCIIEIOBAHMS NCTIOIB30BAHUS CHPOIUMYCa
TIpH 3a00JICBaHWH TIOUEK MPU TyOSPO3HOM CKIIEpO3e
npoaoIDKUIUCh, U B 2013 Tronay Obutn omyOnnkoBa-
HBI TIEPBBIE PE3YJBTaThl, KOTOPBIC MMOKa3aiu ero 3¢d-
¢dexTuBHOCTE M Oe3omacHOCcTh [13]. Hambonee 3Ha-
YUMBIE PE3YIBTAThl, OTPAKAIONINE MOJIOKHUTEIHHYIO
JUHAMHKY B JICYEHHH TyOepO3HOTO CKJIepo3a, ObuIn
MOJIyYSHBI TPU HCIIOIb30BAaHUH TPOU3BOHOIO CH-
poJMMyca — BEPOJIMMYCa, B CBSA3H C YEeM IIperapar
OBLJT JIMIIEH3UPOBAH JIJIS JICUSHHS] aHTHOMHOIIATIOM B
CIIIA u EBpone (EMA, eBporeiickoe areHTCTBO Jie-
KapCTBEHHBIX cpencts, 2012) [5].

B HacTositiee Bpems 9BEpPOIMMYC TONYYHI IIHU-
pPOKOE pactpoCTpaHEeHHE BO BCEM MHUPE IS JICUCHUS
AHTMOMMOJIAIIOM ITOYEK B COOTBETCTBUU C MEXK]IyHA-
POIHBIMU KIMHUYECKUMU peKoMeHaanusamu [11].

Hwxe npuBonuMm mokaszareiabHbId KIMHUYECKHUMA
ciayuyait pebeHKa, CTpagaroIiero TyOepO3HBIM CKJIe-
po3oM, U 3PPEKTUBHOCTH TAPTETHOM TEPATTHH YBEPO-
JTUMYCOM.
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METOAbl UCCJIEOOBAHUA

bonpaas B., 2008 roma pokmeHus, oociieoBaHa
B OTHEJe HACICACTBEHHBIX M MPUOOPETEHHBIX 00-
nesneit mouek uMm. M.C. UrnaroBoit HUKU menna-
Tpun nMmeHn akanemuka lO.E. Bensrrmea OIAOY
BO PHUMY wmm. H.U. Iluporosa M3 P®. Ilpu
obcnmemoBaHnn peOeHKa MPUMEHSUIHCH KJIMHHUKO-
TeHEaIOTHIECKHU METO/, PYHKIIMOHAIHEHBIE METOBI
rccienoBanus (yabTpa3ByKOBOE HCCIIEOBAaHHUE I10-
YeK W Ceplla, MarHUTHO-pPEe30HAHCHAs ToMorpadus
TOJIOBHOTO MO3Ta M TIOYEK), KITHHUICCKOE K ONOXUMU-
YecKoe MCCIeIoBaHNe KPOBH M MOYH. MOJIEKyIISIPHO-
TeHETUYECKOe MCCIe0BaHNe OMOIOTHYECKOTO MaTe-
puana pedenka nposommiock B ®I'KHY «Memwnko-
TeHETUYECKOM HAayYHOM IIEHTPEY.

PE3VYJIbTATbl OBCJIEAOBAHUA

JleBouka mocTynmiia B OTAeNIeHUE HE(POIOTHH
HayuHo-nccnenoBaTenbCKoro KIWMHUYECKOTO HH-
CTUTyTa meauarpun nMeHu akagemuka 10.E. Benn-
TUIIEeBa A 00CIeOBaHNS W YTOYHEHHS JHAarHo3a
B CBSI3M C BBISBICHHEM MHOXKECTBa 0OBEMHBIX 00pa-
30BaHHN TIOYEK TPU JAUCIIAHCEPHOM 00CIIETOBaHUN.
HacnenctBeHHOCTH 10 3200JI€BaHUIO MTOYEK HE OTS-
romeHa. C poXXAeHUs OTMEYEHBI MHOXXECTBEHHBIC
TUTIOTIMTMEHTHBIE TISATHA W YYacTOK IIarpeHeBOi
KOXKM Ha JieBoM Iuiede. B Bo3pacte 1 roga BbIsiBie-
HBI aHTHOGUOpPOMBI JuIIa, ¢ 6—7 JeT — Gudpo3HbIe
OJIAIIIKY HaJ MPaBO OPOBBIO M B palioHE TYJIOBHIIIA.
IIpu nucnancepuszanuu B Bo3pacTe 8§ JIET IO JaH-
HBIM yIBTPa3BYKOBOTO HcciemnoBanus modek (Y3U)
BBISIBIIEHBI MHO)KECTBEHHBIE THIIEPIXOTCHHBIE OYa-
roBele 00pa30BaHUS MOYEK C MAaKCHMAalIbHBIM pa3-
Mepom Jio 7,8 cM.

PebGeHok OBLT KOHCYJIETHPOBAH OHKOJIOTOM B OH-
kosnornyeckom 1eHTpe uM. H.H. brnoxuna, rae, mo
TaHHBIM 00CTeoBaHMs, OBUT TIPEATIONIOKEH THa-
THO3 — MMOYEYHO-KICTOUHBIA pak. OT Onomncuu odpa-
30BaHUS MMOYEK POAUTENH PeOSHKa OTKA3aIHCh.

IIpu ocmotrpe pebGEnka: (u3myeckoe pa3BUTHE
BBICOKOE. THI TEIOCIOXKEHNUA rapMOHUYHBIN. Kox-
HbIE TIOKPOBBI PO30BBIE, BHISBICHB MHO)KECTBEHHBIC
TUIIOMTUTMEHTHBIE TISITHA, aHTHOGuOpoMer muta. [lox
paBoit OpoBEI0 GHOpo3Has Omsamka. Ha geBom mre-
4ye OTMEYAETCSl yYaCTOK IIarpeHEeBOM KOXKH. Y UUThI-
Bas HAJIWYHS KIACCHYECKHX KOXKHBIX TOPKEHHH B
COYETaHNU C TATOJIOTHEH IOYeK, 3aIoI03peH TyoOe-
PO3HBIN CKJIEPO3.

Hcxons w3 maHHBIX oOciemoBaHus, (QyHKIHH
IMOYEK COXPAHHBI, pacdyeTHas CKOPOCTh KIyOOYKO-
Boii dumipTparuu mo dopmyne IIBapma — 92,9 mu/
mun/1,73 M2, kpeaTHHUH KpoBH 60 MKMOJIB/II, MOYe-
BOTO CHHPOMA U apTepUaNTbHOIN TUTIEPTECH3UH HET.
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[Ipu yapTpa3ByKOBOM HCCIEAOBAHUN BBIABIICHBI:
AHTHOMHUOJIUIIOMBI TI€YeHU pasMepoM a0 1,2 cm,
3HAYUTENIbHOE yBEIMUYEHUE Pa3MepOB JIEBOM MOYKU
o0beMoM 110 767,0 ¢cM?, MHOXECTBEHHBLIE AHTHO-
MUOJIUIIOMBI MTOYEK, MaKCHUMAaJIbHBIM Pa3MepoOM 0
1,5 cM ¥ HEMHOTOYHCIIEHHbIE KHCTHI pa3MepoM 10
0,6 cMm. Best cpenmussi, HUKHSSI TPETh JIGBOM TTOYKH
BBITIOJTHEHA KPYIHBIM OOBEMHBIM 00pazoBaHUEM
cpemHeit axoreHHoctd ~ 9,4 x 7,9 x 9,3 cMm ¢ Heno-
CTAaTOYHO YETKUM KOHTYpPOM, HEOJAHOPOIHOW 3XO-
ctpyktypsl (puc. 1,A). Tlpu DXO-kapauorpaduu
BBISIBJICHBI MHO)KECTBEHHBIE MEIKHE pPaOJOMUOMBI
cepana (cm. puc. 1,b).

I1o maHHBIM MarHUTHO-PE30HAHCHOTO MCCIIEA0BA-
Hust (MPT) rosoBHOTO MO3ra B GOJIBIINX MOTyIIAPH-
SIX 110 KOHBEKCHTAJIbHOM, MeIuaabHOM U 0a3aibHOM
MTOBEPXHOCTH BBISBIISIOTCS KOPKOBBIE TYOEpHI pa3Me-
pamu 110 20 mm. MMetorces ouaru nomkeHHoro MP-
curHana B T1 u T2 BU B natepanbHbIX CTEHKax 00-
KOBBIX JKEITYJJOYKOB C MAaKCUMAJIbHBIM pa3MepoM 0
10 MM B 3aJJHEM pore TpaBoro OOKOBOTO JKEIyI0YKa.
IIpu MPT nouek B cpefHEN U HUKHEN TPETH JIEBOM
MOYKHU BU3YaJIN3HPYETCsl MACCUBHOE 00bEMHOE 00pa-
30BaHUe pa3MepoM 7,54 x 4,7 cM, HEOTHOPOTHOE IO
cBoeit MP-ctpykrype (puc. 2). Kpome Toro, B mapes-
XMMe 00eHrX MOYEeK UMEIOTCSI MHOTOYHCIICHHBIC MEJl-
KM€ KHUCTHI JHAMETPOM JI0 5 MM.

B O®IKHY «Menuko-reHeTH4eCKOM  Hayu-
HOM LIEHTPE» pPEOCHKY IPOBEICHO MOJIEKYISIPHO-
TeHeTHYecKoe HccienoBanre. MeToloM CeKBEeHHPO-
BaHUs OBLT IPOM3BEICH MOUCK MyTanuu B reHe 7.SC2.
Ilo pesynbsraTaMm HCCIEeOBaHUS BBISIBIEHA OJHOHY-
kineotnnHas 3ameHa NM 000548: cxon38:c.4850-
1G>C B uccienyemMoM rede. MyTaiiust oATBEPXKICHA
Metogom Cenrepa.

Takum 06pa3zom, Ha OCHOBAaHUW aHAMHEe3a KJIMHUKO-
7a00paToOpHOTO W MOJIEKYIISIPHO-TEHETHYECKOTo 00-
CIIEZIOBAHMS, YCTAHOBJIEH JAWArHo3 — TyOepO3HBIN
CKJIEpO3.

VYuuteiBas pa3Mep aHTHOMUOIUTIOMBI (Ooiee 3
CM), MHOXKECTBCHHBIC PaOIOMHOMBI CEp.Ia, BBICO-
KM puck kpoBoreueHus u3 AMJI, pebenky Ha3zHave-
Ha TapreTHas Tepanus uHruouropom mTOR 3Bepo-
numyc (aUHUTOP) U3 pacyeTa 8 MI Ha TOBEPXHOCTh
Ttena pebenka. CormacHo pexoMeHmanuaM EMA,
Mpernapar IpUHATO Ha3HauYaTh ¢ MUHUMAJIBHOW JTO03H-
POBKOH 2 MI/CyT, TOCTETICHHO THTPYS JI0 pacYeTHBIX
3Ha4YeHUH [5].

3a mepuo HaOMIONEHUs TEPEHOCUMOCTh IIpera-
para yIoBIeTBOPHUTEIbHAS, HEXKEIaTeIbHBIX SBJICHUN
MIPOBOUMON Tepariy HE OTMEYAIOCh.

[To manueiM Y3U 1 MP-uccnenoBanusi, npu KOH-
TPOJBHOM OOCHENOBaHUM CHYyCTS 6 Mec Tepanuu
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Precision A Puret
° . 5

PucyHok 1. A — aHrMOMUONMMNOMbI NoYek; b — MHOXeCTBEHHble pabaoMMOMbI cepaua.
Figure 1. A — renal angiomyolipomas; B — multiple rhabdomyomas of the heart.

narudutopamu  MTOR  oTmeyanack BbIpakeHHas
[IOJIOKUTENbHAs TUHAMMKA B BUJE YMEHBIICHUS aH-
THOMUOJIUIIOMBI JIEBOM 1ouku Ha 2,1 cM (puc. 3) u Ha
5,5 cM —yepe3 1 rog npuMeHeHus mpemnapara.

B nacrosiiiee Bpemst maliMeHT MPOXOUT IJIAHOBOE
©XKEeroJiHoe HaOJIoJICHHUE.

PucyHok 2. MPT nouek pebeHka B., 10 net. AHrmomuonunoma
JIEBOW MOYKN.

Figure 2. MRI of the kidneys of child B., 10 years old. Angiomyolipoma
of the left kidney.

6 MecsieB
TepanHA
IBePATHMYCOM

OBCYXAEHUE

OrnrcaHHbBIN ciTydail TyOepO3HOTO CKJIepO3a MMe-
eT cBoM ocobeHHOCTH. Bo-TmiepBBIX, y pebeHka oT-
CYTCTBYET KIIACCHYECKOE JIJIsl TYOepO3HOTO CKIepo3a
NopakeHue IEHTPaJIbHON HEPBHOW CHUCTEMBI B BUE
SIUJICTICUM, YMCTBEHHOW OTCTalocTh. BO-BTOPBIX,
Ha ce0s oOpalmraeT BHUMAHUE MaJlOCHMIITOMHOE Te-
yeHne 3a00IeBaHus, YTO MTPHUBEIIO K ITO3AHEN THATrHO-
CTHKe, KOT/a y peOeHKa Ha TOT MOMEHT yXKe MMela
MecTO OBITh OOJBITUX Pa3MEpPOB aHTHOMHOJHIIOMA,
YTO aBTOMATHYECKH MOMEIIATI0 €Tr0 B TPYMITy pHUCKa
Pa3BUTHS KUZHEYTPOXKAIOMIETO KpoBoTedeHus. Eme
OIIHO# MP0oOIEeMON TUATHOCTUKH TyOEepO3HOTO CKJIe-
po3a ABJISIETCA TO, 9YTO OH OTHOCUTCS K Op(haHHBIM 3a-
OomneBaHUsAM ¢ yacToToi BcTpedaemocTu 1 u3 10 000
YeJIOBEK, W 3a9acTyi0 MPHU MaJOCHMIITOMHBIX BapH-
aHTaxX TeYeHHs 3a0oyieBaHUS HAOIIOMACTCS MO3IHASA
JUAaTHOCTHKA U, KaK CIIEZICTBHE, — PAa3BUTHE Pa3yInd-
HBIX BTOPUYHBIX OCIIOKHEHHH.

D¢ heKTUBHOCTD dBepaauMyca B JICUCHUU TyOe-
PO3HOTO CKJIepo3a IoKa3aHa BO BceM Mupe. B kinHu-
4eCKoM mpakTuke B Poccuu aBepanumyc UCob3yeT-
cs ¢ 2012 roga. Ero mpuMeHeHne moka3aao BEICOKYIO
3 PeKTUBHOCTE y neTell ¢ TyOEPO3HBIM CKIIEPO30M.

PucyHok 3. MPT nouek peberka B., 10 neT. AHrmoMmmonmnoma neBoii Noyku.
Figure 3. MRI of the kidneys of child B., 10 years old. Angiomyolipoma of the left kidney.
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IIpencraBiieHHBI KIMHMYECKUHI cilydail HamIsIIHO
JIEMOHCTPUPYET BBIPAXKEHHYIO MOJIOKUTEIBHYIO JIH-
HaMUKy 3a00JIeBaHUS B BUJEC YMEHbBIIECHHU pa3MepoB
AQHTUOMHOJIUTIOM TTOYEK, YTO, O3 COMHEHUSs, IPEIOT-
BpalllacT pa3BUTHE CEPbE3HBIX OClIoKHEeHu. HecMmo-
Tpst Ha 3P HEKTUBHOCTD JICUCHHUSI, IBEPATUMYC UMEET
MHO)KECTBO CEPBE3HBIX HEXKEIATEIbHbBIX IOCIE-
CTBUI B BUJI€ U3BA3BICHUS CIU3UCTON 000IOUKH PO-
TOBOM ITOJIOCTH, PA3BUTHS THEBMOLIUCTHOMN ITHEBMO-
HUHM, BTOPHUYHBIX WMMYHOAE(PUIHUTHBIX COCTOSHHIA,
aHa(MIaKTUYECKUX PEaKIUii, 4TO SIBISIETCS IIOBOIOM
JUIS TIOMCKAa HOBBIX METOJIOB JICUEHHS TyOepO3HOTO
CKJIEpO3a.
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