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TYBEPO3HbIN CKIIEPO3: OCOBEHHOCTHN TEYEHMWS
3ABOJIEBAHUA O U INOCJIE TPAHCITIJIAHTAUUAU INMOYKHU

Npuropbesa E.B., bankusosa [1.M., MacHukoBa A.C., lNeTtposa H.HO.
'®IrbOY BO «CapaTtosckuii TMY nm. B.W. PazymoBckoro» MuHagpasa Poccum

XULOSA

Tuberoz skleroz (TS) genetik jihatdan aniqlangan
orfan kasallikdir. Patogenez TCSI va TSC2 genlaridagi
mutatsiyaga, ularning funksiyasini yo'qotishiga va mTOR
kinazning patologik faollashuviga asoslanadi, bu hujayra
proliferatsiyasining kuchayishiga olib keladi va malign
transformatsiyaning muhim bo'g'ini hisoblanadi. Kestirib
qo'vish paytida buyraklarda ko'plab angiomiolipomalar
va kistalar paydo bo'ladi, bu esa bemorning hayoti uchun
noqulay prognozni belgilaydi.

Materiallar va usullar. Kestirib qo'shimchasi
bo'lgan bemorning klinik kuzatuvi keltirilgan.

Klinik holat. Bemor S., 21 yosh. 2007 yilda (7 yosh)
ikkala buyrak kistalari aniglangan. 2009 yilda yuz va
ko'krak terisida gamartomalar paydo bo'ldi, genetic
tadgiqot o'tkazildi, patogen TSC2 mutatsiyasi aniglandi
va kestirib, kasallik tashhisi qo'vildi. 2015 yilda o'ng
buyrakda o’sma hosil bo'lishi aniglandi, biopsiyaga
ko'ra — buyrak hujayrali karsinoma, ikki tomonlama
nefrektomiya o'tkazildi va dasturiy gemodializ boshlandi.
2018 yilda — kadaver buyrak transplantatsiyasi o tkazildi,
transplantat funktsiyasi qonigarli. 2022 yilda umurtqa
pog'onasida kuchli og'riq sindromi paydo bo'ldi.
Tekshiruv lumbosakral umurtqa suyaklarvida so’rilish
destruktsiyasining ko'plab joylarini anigladi; miyadako’p
osmalar shakllanishi; ikkala o'pkaning parenximasida
mahalliy shakllanishi;  buyrak to'shagi sohasidagi
osmalar aniglandi. Transplantatning tuzilishi va
Sfunktsiyasining buzilishi kuzatilmadi. Ichki organlarning
TS doirasidagi shikastlanishi va saratonning retsidivi
o'rtasida differentsial tashhislash o tkazildi. Buyrak
to'shagidagi shakllangan hosilani biopsiyasi o'tkazildi
— adenogen karsinoma aniqlandi. Onkokonsilium
o'tkazildi: maxsus davolash ko'rsatilmadi, simptomatik
davolash tavsiya etildi, takrolimusni everolimusga
almashtirildi. Prognoz noqulay edi. 2022 yil iyun oyida
bemorning o'limi sodir bo'ldi.

Muhokama. Tagdim etilgan holat noyob TS
kasallik variantini ko'rsatadi — dastlab buyrak hujay-
rali karsinomaning rivojlanishi, muvaffaqiyatli nefro-
transplantatsiva  va  keyinchalik ko'p metastazlar
bilan adenokarsinomaning qaytalanishi. TSda ichki
organlarning shikastlanishi va metastatic jarayonni
differentsial  diagnostika  qilishdagi  qiyinchiliklar
tasvirlangan. TS bo'lgan bemorlarda saraton kasal-
ligidan ehtiyot bo'lish va o'z vaqtida maxsus terapiyani
buyurish muhimdir.

Kalit so'zlar: tuberos skleroz, buyrak polikistoz
kasalligi, buyrak hujayralari saratoni, nefrektomiya,
gemodializ, buyrak transplantatsiyasi, saratonning
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SUMMARY

Tuberous Sclerosis Complex (TSC) is an orphan ge-
netically determined disease. The pathogenesis is based
on a mutation in the TCS1 and TSC2 genes with loss of
their function and pathological activation of mTOR ki-
nase, which leads to increased cell proliferation and is
considered an important link in malignant transforma-
tion. Multiple angiomyolipomas and cysts form in the
kidneys during hip replacement; isolated cases of renal
cell carcinoma have been described, which determines
an unfavorable prognosis for the patient’s life.

Materials and methods. A clinical observation of a
patient with hip joint is presented.

Clinical case. Patient S., 21 years old. In 2007 (7
years old) cysts of both kidneys were detected. In 2009
hamartomas appeared on the skin of the face and chest,
a genetic study was performed, a pathogenic TSC2 mu-
tation was identified, and a diagnosis of TSC. In 2015 a
mass formation in the right kidney was detected, accord-
ing to biopsy - renal cell carcinoma, bilateral nephrecto-
my was performed, and program hemodialysis was start-
ed. In 2018 - cadaver kidney transplantation, transplant
function is satisfactory. In 2022 severe pain syndrome
appeared in the spine. The examination revealed multi-
ple areas of Iytic destruction in the lumbosacral verte-
brae; multiple volumetric formations of the brain; focal
formations of the parenchyma of both lungs; formations
in the area of the renal bed,; there was no disruption of
the structure and function of the transplant. A differential
diagnosis was made between damage to internal organs
within the TSC and cancer recurrence. A biopsy of the
formation of the renal bed was performed - adenogenic
carcinoma. An oncoconsilium was conducted: no special
treatment was indicated, symptomatic treatment was rec-
ommended, replacement of tacrolimus with everolimus.
The prognosis is unfavorable. In June 2022 death oc-
curred.

Discussion. The presented observation demonstrates
a rare variant of the course of TSC — the development
of initially renal cell carcinoma, successful nephrotrans-
plantation, and subsequent relapse of adenocarcinoma
with multiple metastases. The difficulties of differential
diagnosis of internal organ damage in TSC and metastat-
ic process are described. In all patients with hip joints,
it is important to be on alert for cancer and promptly
prescribe specific therapy.

Keywords: tuberous sclerosis complex, polycys-
tic kidney disease, renal cell carcinoma, nephrectomy,
hemodialysis, kidney transplantation, cancer relapse,
death.
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qaytalanishi, letal natija.

TBC — 310 OphaHHOE T'€HETHUYECKH JETEPMUHUPO-
BaHHOE 3200JIEBAHUE C Ay TOCOMHO-{OMHHAHTHBIM TUIIOM
HaCJeJOBaHUs C HEMIOJIHOMU IEHETPAaHTHOCTHIO. Pa3Burue
TBC ompenensieTcst MyTalusiMA B OJIHOM U3 JIBYX Te-
HOB omyxoineBoro cynpeccopa TSCI1 (9q34) wim TSC2
(16p13.3) u norepeii nHrHOMpyoWEeH GyHKIUH OEIKOB
9TUX TEHOB TaMapTHHa W TyOepwHa Ha kKnHazy mTOR
(m-TOR-cepuH-TpEOHMHOBAS KHHA3a, OTBETCTBEHHAS 3a
pon(epaniio KIETOK, PeTYISNNI0 KICTOYHOTO ITHK-
Ja u KietouyHoro merabonmusma). THC xapakrepusyert-
Csl TIOJIMOPTaHHOCTBIO TIOPAXKCHUS, BKIIIOYAs TOJIOBHOM
MO3T, TJ1a3a, KOXKy, CepAle, IOYKHU, IIEYCHb, JICTKUE, SHI0-
KPUHHYIO B KOCTHYIO cUcTeMbl [2,5-7]. [laTonornueckne
U3MEHEeHUs1 B MoYkax BwisBistorcs B 18-70% ciyua-
€B! Yallle MHOXXECTBEHHbIE AHTMOMMOJIMIIOMBI — 48-
67%, pexxe MHOXKECTBEHHBIE KHCTHI — 18-35%, omuca-
HBI CiTydau rodedHo-kietouHoro paka (IIKP) — 2-4%.
[aronorus mouek 3aHUMAET BTOPOE MECTO B CTPYKTYpe
cmeptHocTH [ 1,4,8].

JumarHoctuka 3a00ieBaHMS OCHOBAaHA Ha BBIAB-
JICHWH KIMHWYECKNX U TEHETHYECKUX KPHUTEPHEB.
[eHeTHYECKUE KPUTEPUU: UACHTH(DUKAIIS MyTaIUH, JTO-
kamusyromuxcs B 1okycax TSC1 u TSC2, oqnaxo oTpu-
[aTeJIbHbIe Pe3yNbTaThl He uckirodatoT Hannane ThC B
CBSI3U C BBISBICHHEM OOJBIIOTO KOJTMYECTBA HOBBIX MY-
Tanuit. KIlMHUYeCKue KPUTEPUM, BBIICISIOT OOJBIIHE:
THITONTUTMEHTHBIE TIATHA; aHrHopuOpoMbl 1 (Guodpos-
HBIE ONAIIKY Ha JI0Y; HETpaBMaTHIECKIE OKOJIOHOTTEBBIE
(uOPOMBI; yUACTKH «IIarPEHEBOI KOXKM; MHOKECTBEH-
HbIE TaMapTOMbI CETYATKU; MOPAKEHHUE IICHTPAIbHOMN
HepeHoit cuctembl (IITHC) — MHOKECTBEHHBIC KOPKOBBIC
TyOepsl W/WIM paAWaibHbIE MHUTPAI[HOHHBIE TPAKTHI,
cyOarmeHIMMAaNbHBIE y3IIbl, CyOdTIeHIMMaTbHBIe THTaH-
TOKJIETOYHBIE ~aCTPOLIUTOMBI; paOJOMHOMBI  CEpALA;
MHOKECTBECHHBIC aHTHOMHUOJIAIIOMBI TIOYCK; JINM(paHTHO-
JICHOMHOMATO3 JICTKUX, U MAJIbIC: MATHA «KOH(PETTH» Ha
KOXKe, SMKH Ha dMalii, GUOPOMBI B MTOJIOCTH PTa, aXxpo-
MaTH9YeCKUH yUacTOK CETYATKH, MHOKECTBEHHBIE KHCTHI
MOYCK, TaMapTOMbl BHYTPCHHUX OPraHOB M CKIICPOTHU-
yeckue mopaxkeHusi kocted. OKOHUYATEeNbHBIM JUarHo3
OTIPENIeNIACTCS HATMYIHEM JIBYX OOJNBIINX KPUTEPUEB HITH
OTHOTO OOJIBIIOTO W JBYX M 0OJiee MaJIbIX KPUTEPHEB
[1,2,5-7]. Ognako [0 HACTOSIIETO BPEMEHH CBOEBpE-
MeHHas BepuduKaius 3a00JIeBaHUsT OCTACTCS CIIOKHOM
3amadell B CBA3M C MHOTOOOpa3WeM KIMHWYECKHX IPO-
SIBJICHUH W BO3PACT3aBUCHUMBIM JIEOIOTOM 3a00JIEBaHMUS.
Otuorponnoit tepanuu TBC wet. C 2012r. B pekomena-
11K OBbIII BHECEH Tperapar 3BepoIMMYC, PEKOMEHI0BaH-
HBIH K TPUMEHEHUIO MPY TOPAXSHUH OTICIBHBIX Opra-
HOB, B TOM YHCJI€ TIOYeK. TakKe manueHTaM IpOBOIUTCS
CHUMIITOMATHYeCKasl TeParus, B HEKOTOPBIX CIy4asix BO3-
MOXHa Xupyprudeckas koppekuus [1,2,5-7]. B nurepa-
Type OIMUCAHBI CIyYan MePecaaKy MOYKH y MAIMEeHTOB C
TBC ¢ BBICOKHM MPOIIEHTOM BbDKHBaeMOCTH [3].

MATEPUAJIBI U METO/1bI

[pencraBneHo KIMHUYECKOE HAONIONEHUE TAIHEH-
ta c ThC.

KIIMHUYECKNH CITYYAU

Marmment C., 21 roma, eIMHCTBEHHBIH pPEOCHOK B
ceMbe, HACleICTBEHHOCTh Mo marojoruu mnouek, [{THC
He otrsromeHa. Bnepsoie B 2006r. (6 JyeT) mosBUIACH
TUTIEepIUIa3usl KOCTHOM M XPSIIEBOW TKaHU MPaBOM KH-
cTH, OBII BBICTABICH KIMHUYECKHAH NHArHO3: CHHIPOM
[Iporest (renernueckoe 3aboneBaHue, BEIYIINM IPOSB-
JICHHEM KOTOPOTO SIBIISICTCS IMOSIBJICHUE NapIHalibHOTO
THUTAQHTH3MA - 3HAYUTEIHHOE YBENWYCHHE IJIOKAJIBHOTO
y4acTKa TKaHEeM, Jallie BCEro B MaTOJI0THYECKHM MPo1Iecc
BOBJICKAFOTCSI HECKOJIBKO TTaJIBIICB CTOIBI WIIK KUCTH). B
2007r. mpu ynsrpasBykoBoM uccienoBanuu (Y3U) no-
YeK OBUIM BBISBICHBl MHOXKECTBEHHBIE KHCTHI 00enX
movek, 00 M3MEHEHUSIX B aHATU3aX MOYHM HE M3BECTHO,
A30TOBBIICIUTENbHAS (DYHKIMS TOYEK HE HapyllieHa,
ObUT BBICTABJICH JIMAarHO3: MOJIMKUCTO3 TIOYEK, PEKOMEH-
noBaH KoHTpodb Y3U mouek. B 2007-2008rT. B cBsI3M ¢
BBIPa)KEHHBIM OOJIEBBIM CHHIPOMOM JBa’KABI BBITTOJTHS-
Jach AeKancyssuus ¥ BekpbiTie kuct nodek. C 2009r. (9
JIET) CTaJil 00pPa30BBIBATHCS FAMAPTOMBI HA KOXKE JIMIA
W TpyIH, ObIIO BhICKa3zaHo mpeamnoioxenne o THC, BbI-
MONHAJIOCH TEHETHYECKOE WCCIIEIOBaHNE — BEIIBICHA
narorenHas myranus resa TSC2. B 2015r. (15 net) npu
Y3U mnovek ObUIO BBIABIEHO 00bEMHOE 00pa3oBaHUE
npaBoii moukn 10x15 cM. BeimomnHsutack Onoricust oopa-
30BaHMSA, 3aKIIOUYCHHIE THCTOIOTHIECKOTO UCCIIeIOBAHMUS
— MOYCYHO-KIICTOUHBIN pak. [Ipu oOclienoBaHuu APYTHX
OpPraHOB METACTATHYCCKOr0 TOPAXKCHHUS HE BBISBIICHO,
Obla BBIMTOJIHEHA OMIIaTepaibHast HePPIKTOMHUS, HaYaTa
3aMeCTHTENbHAS TMOYeHHas Tepanus remoxuann3oMm. C
9TOTO K€ BPEMCHU CTaJIU MIEPHOIUIECCKU BOSHUKATH JITH-
JICITUYECKHUE TPHUCTYIIBI, HA3HAYAIUCh MPOTUBOCYIO-
poxHbIe npenaparsl ¢ 3¢ dexrom. B HostOpe 2018r. O6bu1a
BBIMTOJTHEHA AJUIOTPAHCIDIAHTAIMA TPYMHOW IIOYKH B
MpaByIo MoaB3a0mHYI0 06macTh B PHIIX um. akan. b.B.
IleTpoBckoro, B KauecTBE HMHAYKIHMOHHOIO Ipernapara
BBOIIIIICS Oa3miIMKcuMa0, 3aTeM Ha3HAYaIKCh: MPEIHU-
30J10H, MUKO(eHoIaTa MoeTn, Takpomumyc. OyHKINs
TpaHCIUTaHTaTa OblIa HEMENJICHHOW, KPEeaTHHWUH TIPH
BoIncke 124 mxmons/n. B nepuox 2018-2022rr. otme-
YaJuch 2 3MM30[a OCTPOro Kpu3a OTTOPIKEHHS TpaHC-
mranrara (08.2019t. u 09.2019r.), koTopbie OBUTH KYTIH-
POBaHBI MyJbC-TepaHeil TTIIOKOKOPTUKONIaMHU, KpeaTH-
HUH KpoBH 107-114 mxmons/n. B 2018r manueHTt ObuLt
koHcyneTHpoBan B HMMUI] um. IllymaxoBa, yuuTbIBast
Hammure THC, 3710Ka4ecTBEHHOTO HOBOOOpA30BaHUS B
aHaMHe3e, Obllla peKOMEHIOBaHa CMEHa CXEeMBl UMMY-
HOCYIIPECCHM — 3aMEeHa TaKpoJIMMyca Ha IBEpOINMYC,
OJTHAKO MAIIMEHT OTKA3aJICsl.

Vxynamenue cocTostHust ¢ arpertst 2022 rojia: mosiBUII-
Cs1 BBIpQKECHHBIN 00JIEBON CHHIIPOM B TMOSICHUYHO-KPECT-
LIOBOM OT/IeJI€ TO3BOHOYHMKA, BOSHUKIIN 2 31U30/1a Te-
HEPaM30BaHHOT O cynopoxHoro npunaaka. 04.04.2022r.
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OBUT TOCIIMTAJIM3UPOBAH B OT/eNeHne HeBposorun ['Y3
OKGB 1. CapartoBa, CyJOpOKHBII CHHAPOM KyIHPOBaH Ha
(oHe yBenuueHHs 103bl BAIBIIPOEBOM KUCIOTHI 10 2 T/
CYTKH, B IaJIbHEWIIEM ObLI IepeBe/IeH B OTAeIeHHe Hed-
ponoruu. JlaHHbIE OOBEKTUBHOTO OCMOTpA: KOKHBIE I10-

Puc. 1. Cunanpom [Ipotes.

B mpaBoil moaB3momHONH 00JIAcTH MaIBIHAPYETCS
TPAHCIJIAHTAT IUIOTHORIACTHYECKOW KOHCHCTEHIIHH,
Oe300me3neHHbI. AprepuansHoe aasienue 150 u 90
MM PT CT, TeMneparypa tena 36,6, nuypes 1200 mu. Ilo
IpyruM opraHam 0Oe3 ocobeHHOCTeW. [lanHbIe mabopa-
TOPHBIX METOIOB UCCIIEAOBAHUI: YMEPEHHBIH JeHKOLU-
103 (9,6%x109/1), anemust (104 r/1) u yckopenue COD no
39 mm/4; MukpoansOymunypust (150 Mr/in); noBsieHue
C-peaktuBHOTO Oemnka (66 1/1), KpeaTHHUH KpoBHU - 116
MKMOJB/N. JlaHHBIE MHCTPYMEHTAJIBHBIX METOHOB HC-
cnenoBanuid. MPT TonoBHOro Mo3ra: MHOXKECTBEHHbBIE
00BEMHBIE 00pa30BaHMsI FOJIOBHOTO MO3Ta pa3Mepamy OT
8%14 MM (B J1€BOI1 JI0OHOI 011e) 10 57%37 MM B mapaca-
THTTAIBHBIX OTJeNaX MpaBoi JIOOHOW 1omu, 9%27 MM B

KPOBBI OJI€IHBIE, OTEKOB HET, 3 y4acTKa JeNUTMEHTalUH
KOXH Ha OOKOBOI MOBEPXHOCTH TeJla AMAMETPOM 5; 3 1
7 cm; cuaapom Ipores npasoii kuctu (¢oto 1); MHOXKE-
cTBEeHHbIe aHTno(uOpoMsl Ha sue (poto 2), mee, Cru-
HE, HOTTEBOM JIOXKE.

Puc. 2. AaTHOOUOPOMBI Ha KOXKE JIUIIA.

MpaBoil TeMeHHO# obmacTu. 3akmroueHne: MP-kapTuHa
MHOXECTBEHHBIX OOBEMHBIX 00pa30BaHHWI TOJOBHO-
ro Mo3ra, Haubojee BEepOsSTHO, BTOPUYHOTO Xapakrepa.
TBC? KT opraHoB rpygHOH MOJOCTH: B BEpXHEH Joie
JIEBOTO JIETKOTO OTMEYEHO YIUIOTHEHHE JIETOYHON TKa-
HHU TI0 THITy MaTOBOTO CTEKJIa. B KopHe yeBoro Jjierko-
ro o0beMHOE O0pa30BaHME C HEYETKHMMHU TIpaHHIAMHU,
nHQMIBTpUpYIOlee OPOHXOCOCYMCTBIA IyYOK HIX-
Hell 1omu, mpocBeT OpPOHXOB e(hOpPMHPOBaH, CYXKEH.
OmnpenensroTcss MHOXECTBEHHBIE OYaroBble 0oOpa3oBa-
HUSI B JIETKUX anameTpoM 7-20 MM Ha (OHE yCHIIeHHS
BBIPaKEHHOCTH JIETOYHOTO pUCYHKa. L{eHTpanbHbIil pak
neBoro Jierkoro? TBC? (puc. 3).

Puc. 3 KT opraHoB rpyaHoOIi 0JI0CTH.

BpoHxocKonus: Ipu 0CMOTPE JIEBBIX OTAEIOB OTMe-
YaeTcsl Cy:KeHME 3a CUET NPEeANOIOKUTEeNbHO (caaBie-
Hust) ycTbsi B6 Ha 2/3 ero nuamerpa. /s anmapara He
MIPOXOMMO, CITU3HCTast KOHTAKTHO KPOBOTOUHT, HH(UIIb-
TpHUpOBaHa, B3sTa 6norncus. ['mcronornueckoe uceueno-
BaHME: B TOTOBOM MHKpoOIIpenapare ae(opMupoBaHHbIE
(parMeHThl CTEHKH OpoHXa ¢ Je(opMHUPOBAHHBIM MHO-
TOPSAIHBIM JIUTETNEM. DJIEMEHTOB OITyX0JIEBOTO POCTa
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He ompexnensercs. (Jlaboparopus KIMHHYECKOH LUTO-
sorun uM. H.H. bnoxuna, . Mocksa, 25.05.2022). KT
opraHoB OptommHoi noioctu (OBII) u 3abpromHHOTO
MIPOCTPAHCTBA: TeYeHb — npasast Aoyt 120 mM, neBast —
64 mM. [lnddy3Haeie n3meHeHus nedenu. [ emaromeranus.
Cenesenka 106x64x128 mm, muddy3Ho HEOTHOPOIHA
(IpM HATHMBHOM WCCJIEIOBAaHUU OTYETIIMBO OYaroBBIX
00pa3oBaHMi HE BBIBICHO). B mpoekimu ynaneHHOH
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MIPaBOil TIOYKH OMpeAessieTcss MATKOTKaHHOe 00pa3oBa-
HUE HEOITHOPOIHOW CTPYKTYpHI pazmepamu 62x43x60
MM. AHAJIOTUYHOE [0 CTPYKType 00pa3oBaHUE OIpejie-
nsercst ciaeBa pasmepoM 70x58x112 MM ¢ HEpOBHBIMH,
OyrpUCTBIMH KOHTypaMH. B MOSCHUYHO-KPECTIIOBBIX
MTO3BOHKAX, MOAB3IONIHBIX KOCTSAX HA YPOBHE HCCIIEHO-

V31 OBII u 3a0prommHHOTO MPOCTPAHCTBA: 0Yaro-
Boe oOpas3oBanue neuenu 13x10 MM B seBoit none (Te-
MaHruoma?), oOpa3oBaHUs 3a0PIOIIMHHOIO IMPOCTPAH-
CTBa CIIpaBa | ciieBa pazmMepamu 57x43 MM u 89x60 MM
cooTBeTCTBeHHO. Y3W TpaHcIiaHTara: NMaToJIOTHHA HE
BbIsIBIICHO. OKY/IHCT: raMapTOMBI CETYaTKU 000MX IJ1a3.

Y4uThIBast BOBMOXXHOCTD Pa3BHUTHUS BBIIBIICHHBIX H3-
MeHeHu# B pamkax ThC, a Takke CyIIeCTBYIONIYIO Be-
POSTHOCTh METACTAaTUYECKOTO MOPAKCHHS B CIIEACTBUE
peruarBa OMyXOJH IOYKH, MpoBoamics auddepeHim-
aJIbHBIA JMArHO3 MEXIy IBYMsI 3THMHU COCTOSHHSMHU.
BeimonHsiace  Ouornicuss 00pa3oBaHHs CJIEBa, THCTO-
JIOTHYECKOE HCCIICIOBAHNE - AICHOTCHHAS KapIWHO-
Ma (Jlabopartopusi knmuHUYecKod nurtomoruu mMm. H.H.
broxuna, . Mocksa, 06.06.2022). YuuTbiBas nonxy4eH-
HBbIC PE3YNIBTaThl, MPOBOAWICS OHKOKOHCHJIMYM, OBLI
chopMynupoBaH TUArHO3:

OcHoBHOe 3abonemBanue: 1. Pak mpaBod MOYKH
T3aNOMO. bunarepansnas nHedpakromust B 2015r, pe-
HOIIPHBHOE COCTOsIHHE. [IporpaMMHBIH T'eMOIHaiu3 C
2015 mo 2018 rr. TpaHcTIaHTAIHSI TOYKH OT KaJaBepHO-
r'0 JIOHOpa B MpaBylo MoAB30NIHY0 obmacts 01.11.18r.
Perunue paka moyku ¢ MeracrazaM B KOCTH Ta3a, IO-
SICHUYHO-KPECTLIOBBI OTHEN MO3BOHOYHHKA, JICTKUE
(?), ToOBHOW MO3T, Te4YeHb, cene3eHKy. T4NxMI1. 2.
TyOepo3HbIll CKJIEpO3 C TMOpaKCHHEM KOXHU (JTUIEBOH
aHruouopo3, Miarkue GrUOPOMBI TYJIOBHIIA, IIIEU U CIIH-
HBI, THUIIONWTMCHTHBIC MSTHA), TOJOBHOTO MO3Tra, a3
(ramMmapTOoMBI ceTdaTku OOOMX TJIa3), IMOJIMKHCTO3 TI0-
4yek. Bekpeitre n npenupoBanne KucT B 2007-2008 rr.
Cunppom Ipores.

OcnoxHeHUs::  AHEMHUsl  CMEIIAaHHOIO  I'eHe3a.
Bropuunas rumeprensusa. CuMmToMaTHdeckas —OIH-
JIETICHS C YMEPEHHO BBIPAKCHHBIM MHECTUYECKHM CHH-
KEHUEM.

BaHUSI ONPEICIISIOTCS MHOXKECTBEHHbIC YUACTKH JIUTHYE-
CKOW JIECTPYKIIMU TUaMEeTpoM 10 18 MM ¢ HapylieHuem
LEJIOCTHOCTH MPUJICKANIETO KOPTUKAIBHOTO CIIOSL B CO-
YEeTaHUM C y4aCTKaMHU OCTEeOCKIIepo3a. BropuuHoe mopa-
JKEHHE KOCTHBIX CTPYKTYp? (pHcC. 4).

Puc. 4. KT OBII n 3a0pIommHHOTO POCTpaHcTBa. 1-2 — 00pa3oBaHKe ITOYEUHOro JIOXkKa CIpaBa, 3 — ciieBa.

Pemrenne koHCMIMyMa: CHEUHAIBFHOE JIEUCHHE HE
0Ka3aHo. PEKOMEH1I0BaHO CHMIITOMATHYECKOE JIeYCHHE,
npUMeHeHHe aHanbsresupyromux cpeacts I-III ctynenu.
ITporuo3 HeOMaronprsTHBIN.

Taxoke TTPOBOTMIIACH TETIEMEIUIINHCKAS KOHCYIIbTa-
uus ¢ HMUL um. HlymakoBa. 3akiiodeHue: peKoMeH 10-
BaHa CMEHA UMMYHOCYIIPECCHBHOI Teparuu ¢ OTMEHOM
MUKO()EHOIATOB 1 TAaKPOJINMYyCa IIEPEXOAOM Ha 3BEPOITH-
Myc (KOHIIEHTpAIHUS 5-8 HT/MIT) U CTEPOUIHBIE TOPMOHBI.

3a BpeMs peObIBaHMS B CTAIIMOHAPE TPOBOIUIACH
Tepanusi: IMMYHOCYIIPECCUBHASL Tepanus (METHIIPE/I-
HHU30JIOH 8 MT, TAKpOJIUMYC 9 MT' € 3aMEHOI Ha dBEPOIH-
myc 1,5 mr); BasibIipoeBast kuciiora 2 1, Merorpodion 100
MT, ne(TpUAKCOH 2 T, aHABIeTUKH (IJIs1 BCEX Tperapa-
TOB yKa3zaHa CyTOuHas A03upoBKa). B urone 2022r. yua-
CTHJIMCh DTHJICNITUYCCKUE TPUCTYMBI C JIUTCIbHBIME
SMH30/IaMH MTOTEPU CO3HAHWS, MAMEHT OBUT IIepeBeCH
B OTJICJICHNE PeaHNMAITIH, Ha (OHE 0YEepPEeTHOTO 3aTIK-
HOTO SMUJICITUYCCKOTO MMPHUCTYIA HACTYIIWI JICTATbHBII
HCXOA.

OBCYXJIEHUNE

[IpencraBieHHOE KIMHAYECKOE HAOIIOCHNAE JEMOH-
CTpUpPYET MPOTHOCTUYCCKH HEOIArOonpUsSTHBIN BapUaHT
teuenuss ThC ¢ mpeuMyIiecTBEHHBIM MOpakKeHUEM I0-
4eK B 1e0roTe 32a00JIeBaHUS U MTOCIICAYIONIM Pa3BUTHEM
TOYEYHO-KJIeToIHOoro paka. CrycTsa 3 roga mociie JBYy-
CTOPOHHEH HE(PPIKTOMHH MAIMEHTY ObUIAa BBHIMOIHCHA
TPaHCIUIAHTALUS [TOYKH OT KaJaBEPHOTO TIOHOpa, (PyHK-
U TPaHCIUIAaHTaTa OCTaBaJlach YAOBICTBOPHUTEIHHOM
BECh TEPHO] HAONIONCHHS 3a TMAIMEHTOM. YUHTHIBA,
4TO MOpa)keHUue BHYTpeHHUX opraHoB npu ThBC moxer
HATIOMHMHATh 3JI0Ka4eCTBECHHBIC HOBOOOPA30BaHUS, MPO-
BOIMJICS [UTNTENBHBIN W TIIATENbHBINH AuddepeHmais-
HO-ZTMarHOCTHYECKUI TIOMCK C IENBI0 NCKITIOYSHUS BO3-
MOYKHOTO PEUANBA paka Jake CITycTs 7 JIeT mocie Hed-
POKTOMHH, YTO B JAHHOW CHUTYaIlMU OKA3aJIOCh BEPHBIM.
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Kpome Toro, crrycTst HEKOTOpOE BpeMsI IoCIIe epecaIky
MOYKH TP yAOBIETBOPUTEIBHON (DYHKINU TPAHCIUIAH-
TaTa MalMeHTy Oblila PEeKOMEH/I0BaHa 3aMEHa TaKpOJIU-
Mmyca Ha Onokatopsl mTOR, ot koTOpoil OH OTKazaics,
YTO, BO3MOXKHO, OHPENEIUIO HEONarompusTHBIN IMpo-
rao3. Hasnauenue sBeponumyca Ha CTaANH TOJIHOPTaH-
HOTO METACTaTHYECKOTO MOPaXKEHHs OBIJIO YKe MO3HUM
1 Manod(HEeKTUBHBIM.

3AKJIIOYEHHE

TBC — XpoHHWYECKOe TMPOTrpecCUpyIoIIee KU3HEY-
rpoxatoiee 3aboneBaHue, KOTopoe TpedyeT IpHBieye-
HUSI MHOTHX DKCIIEPTOB JUIl KOMIUIEKCHON JUArHOCTHKU
n nedeHus. HakomeHue ombita BeICHUS MAMEHTOB C
TBC mo3BONMT YIy4IINUTH JUATHOCTHKY 3a00JI€BaHUS,
CBOEBPEMEHHO Ha3HA4aTh TEPANUIO U, BO3MOXKHO, H30e-
JKaTh Pa3sBUTHE OCJIOXKHEHUN. Y Bcex nmanueHToB ¢ ThC
B)XXHO COOJIIO/IaTh OHKOHACTOPOXKEHHOCTh M CBOEBpE-
MEHHO Ha3HAYaTh CIEIU(PUIECCKYIO TEPAIHIO.
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