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Ko>KHble NpoABneHna Ty0epO3HOro CKepo3HOro
KoMmnnekca y geten B benapycu: cobctBeHHble
HabnaeHna

Skin Manifestations of the Tuberous Sclerosis Complex
in Children in Belarus: Own Observations

Peslome

Ty6epo3HbIii cknepo3sHbiin Komnneke (TCK), 6onesHb BypHeBunnsa, oTHocUTCA K pakomaTo3am
C raMapTOMHbIM MOPa)KEHNEM KOXXHOMO MOKPOBA, LEHTPaNbHOW HEPBHOW CUCTEMbI, rMas, Noyek,
cepaua, nerknx 1 Apyrmx opraHoB, C ayTOCOMHO-AOMUHAHTHbIM TUMOM HacsiegoBaHua co 100%-
HOW NeHeTPaHTHOCTbIO 1 BapbUpYIOLLE SKCNPECCMBHOCTbIO. KOXKHble Mopa)eHna BCTpeyvaloTcA, No
JaHHbIM Pa3NMYHbIX aBTOPOB, B 90% cnyyaeB 1 6onee. MoABneHNe U3MEHEHUIA Ha KOXHOM NOKpOBe
MMeeT BO3pPacT3aBMNCHMBbI XapaKTep.
Llenb nccnepgoBanms. M3yuntb gepmatonoruyeckme npoasneHna TCK Ha KOXKHbIX MOKpOBax B AeT-
cKom Bo3pacTe B Pecny6nuke Benapycb.
Marepuanbi n meToabl. [1111 U3yyeHVA NOPAXKEHUs KOXMN 1 CIM3UCTbIX 0605104eK, acCoLMnPOBaH-
Hbix ¢ TCK, B feTckom Bo3pacTe (¢ 0 go 18 neT) 6bina co3gaHa anekTpoHHas 6a3a naumneHTos ¢ TCK,
npoXmBatoLwux Ha TeppuTtopun benapycm B nepmog ¢ 01.01.2015 no 31.12.2019. B Hell o6begnHeHa
nHpopmauma o 87 naumeHTax ¢ gnarHosom TCK, natonorua sepndurumpoBanacb B COOTBETCTBUM C
06HoBneHHbIMK KpuTepuammn 2012 roga. CpefHuiA BO3pacT NaLMEHTOB Ha MOMEHT OKOHYaHUA 1C-
cnefoBaHuA cocTaBnAn 9 net n 7 mecAaues [1 mecay; 17 net 11 mecaueB 29 aHen]. U3 Hnx 43 (49,43%)
Manbuuka u 44 (50,57%) nesoukn. [Ina aHanusa KNnHnYecknx ocobeHHocten TCK B 4eTCKOM BO3-
pacTe 6bifIo NPOBEEHO PETPOCNEKTVBHOE U NPOCNEKTNBHOE 0bCnefoBaHNe 3THX naymeHTos. Mo-
JlyYeHHble B Xofe NCCiefoBaHNA AaHHbIE HE MeNM HOPMaJbHOro pacnpeaeneHuns. ina cratncru-
yeckoro aHanmsa by NpUMeHeHbl HenapameTpuiyeckne MeTofpl. PesynbtaTel NpeAcTaBNANMCh B
BMAE MeAMaHbl U MHTEePKBapTWIbHOro MHTepBana Me (25%; 75%). NMoporosoe 3HaueHne ypOBHA
3HaUMMOCTK (p) MPK NPOBEpPKE CTAaTUCTUYECKMX rMNoTe3 NpuHATO 3a 0,05. Ctatnuctnyeckas obpa-
60TKa MOJNyUYeHHbIX Pe3yNbTaToB BbINOSHEHA C MCMOb30BaHMEM MaKeTa NPUKIagHbIX Nporpamm
«Statistica 10».
Pesynbratbl. B fetckom Bo3pacte B Pecnybnvke benapycb runonmrmeHTHble NATHA Ha KOXHbIX MO-
KpoBax BbiAiBieHbl y 100% HabniogaeMbiX NaLMEHTOB, OAHAKO B KauyecTBe KpUTepua AUArHOCTUKK
paccmaTtpuBany TonbKko y 85 geten (97,7%), MefmaHa Bospacta obHapyxeHusa 1 mecay [1 mecay; 3 me-
caual. AHrmodumbpombl Ha nuLie Gbinn Y 38 NauneHToB (B 43,67% cnyyaes), y 15 Manbunkos (17,24%) n
23 peBouek (26,43%). JocTtoBepHbIX pasnuunii no U-kpuTeputo He nonyyeHo. MeanaHa Bo3pacTa Bbl-
ABNEHNA 3TOro KNNHNYECKOTo Npu3HaKka — 6 neT n 6 mecaues [5 net; 9 netl. Ouaru «warpeHeBom KOXu»
umenuco y 24,13% nauneHToB. KonnareHoBble HeBycCbl Obinu BbiABNeHbl y 10 Manbumkos (11,49%), y
11 neBouek (12,64%). [locToBepHbIX pasnnunii No Kputepuio MaHHa — YUTHU He 6bino nonyyeHo.
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MepnuaHa Bo3pacTa BbiABNEeHWA «warpeHesoi Koxu» — 1 mecay [1 mecau; 1 roa]. OkonoHorTesble ¢u-
6pombl Habnoganucb y 12 nauneHToB (13,79%): y 8 peBouek (9,20%) 1 4 Manbunkos (4,59%). MegraHa
BO3pacTa BbliABNeHUA — 9 neT [7 net n 4 mecaua; 11 neT n 9 mMecaAueB], LOCTOBEPHbIX Pa3MYmMiA No
KpuTepuio MaHHa — YUTHU 1 TouHoMy KpuTepuio Quiiepa He nonyyeHo. Y 10 geteit o6pa3oBaHus Ha-
XOAWANCH HA HVXKHUX KOHEUHOCTAX, Y 2 ManbYymMKOB — Ha H/XKHUX U Ha BEPXHUX.

BbiBoAbl. [TonlyueHHble AaHHble B OCHOBHOM KOPPENUPYIOT C pe3ynbTataMu UCCefoBaHNn, nme-
IOWMMUCA B JOCTYMHOW MeANLUMHCKON nuTepatype. [lJocToBepHble pasnnuma no pacnpocTpaHeH-
HOCTU FMMNOMUENIOTUYECKMX MATEH 1 OYArOB «LIATPEHEBOW KOXMN» B UCCNEA0BAHMAX, BbIMOSHEHHbIX
B OPT, u no gaHHbIM TOSCA MOXHO OOBACHNTD LUMPOKMM NPYMEHEHUEM NlamMnbl Bya npu ocmoTtpe
nauveHToB B Pecnybnuke benapycb, pasnnyHbiM CpeHUM BO3PacTOM NaLUeHTOB Ha MOMEHT OKOH-
YaHWA UccnegoBaHN, Pa3HbIMU BapraHTaMy UCCIefoBaHNI (MPOCNeKTUBHbBIE 1 CMeLLaHHble (Npo-
CNeKTUBHbIE N PETPOCMEKTUBHbIE)).

KnioueBble cnoBa: Ty6epo3HbIN CKNEePO3HbI KOMMNEKC, aHrModnbpombl iMLa, ouar «LwarpeHeBom
KOXKU»,

Abstract

Tuberous sclerosis complex (TSC), Bourneville’s disease, refers to phacomatoses with hamartomic
lesions of the skin, central nervous system, eyes, kidneys, heart, lungs and other organs, with an
autosomal dominant type of inheritance with 100% penetrance and varying expressiveness.
According to various authors, skin lesions occur in 90% of cases or more, one patient most often has
several signs. The appearance of changes on the skin is age-dependent.

Purpose. To study the clinical signs of TSC on the skin in childhood in the Republic of Belarus.
Materials and methods. To study the lesions of the skin and mucous membranes associated with
TSC, in childhood (from 0 to 18 years old), an electronic database of patients with TSC was created
living in Belarus from 01.01.2015 to 31.12.2019. It combines information about 87 patients with
a diagnosis of TSC, the pathology was verified in accordance with the updated criteria of 2012.
The average age of patients at the end of the study was 9 years and 7 months [1 month; 17 years,
11 months, 29 days]. Of these, 43 (49.43%) are boys and 44 (50.57%) are girls. To analyze the clinical
features of TSC in childhood, a retrospective and prospective examination of these patients was
conducted. The data obtained during the study did not have a normal distribution. Nonparametric
methods were used for statistical analysis. The results were presented in the form of a median and
an interquartile interval of Me (25%; 75%). The threshold value of the significance level (p) when
testing statistical hypotheses is assumed to be 0.05. Statistical processing of the obtained results
was performed using the application software package Statistica 10.

Results. Hypomyelotic spots on the skin were detected in 100% of the observed 87 patients,
however, only 85 children (97.7%) were considered as a diagnostic criterion, the median age of
detection of hypopigmented spots is 1 month [1 month; 3 months]. Angiofibromas on the face
were found in 38 patients (in 43.67% of cases), in 15 boys (17.24%) and 23 girls (26.43%). There
were no significant differences in the U-criterion. The median age of detection of this clinical
sign is 6 years and 6 months [5 years; 9 years]. Areas of “shagreen skin” were present in 24.13%
of patients. Collagen nevi were detected in 10 boys (11.49%), in 11 girls (12.64%). There were no
significant differences in the Mann - Whitney criterion. The median age of detection of “shagreen
skin”is 1 month [1 month; 1 year]. Periarticular fibroids were observed in 12 patients (13.79%), in
8girls (9.20%) and 4 boys (4.59%). The median age of detection is 9 years [7 years and; 11 years and
9 months], no significant differences were obtained according to the Mann — Whitney criterion
and the exact Fisher criterion. In 10 children, the formations were on the lower extremities, in
2 boys on the lower and upper ones.

Conclusions. The data obtained mainly correlate with the results of researchers available in the
available medical literature. Significant differences in the prevalence of hypomyelotic spots and
areas of shagreen skin in studies performed in Germany and according to TOSCA data can be
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explained by the wide use of the Wood lamp when examining patients in the Republic of Belarus,
different age ranges of patients included, different study options (prospective and retrospective).
Keywords: tuberous sclerosis complex, facial angiofibromas, “shagreen skin” area.
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B BBEJEHUE

Ty6epo3Hbiii ckneposHbiii komnnekc (TCK), 6onesHb bypHeBunnsa, ot-
HocnTCA K dpakoMaTo3am C raMapTOMHBIM MOPaXEHNEM KOXKHbIX MOKPOBOB,
LleHTpanbHOWM HEPBHOW CMCTEMDI, FNa3, MOYeK, cepaua, Nerkux n apyrux op-
raHoB, C aQyTOCOMHO-JOMUHAHTHbIM TUMOM HacnefoBaHuA co 100%-Hon ne-
HETPaHTHOCTbIO 1 BapbupyloLlein 3KkcnpeccuBHocTbio [1-3]. 3aboneBaHue
pa3BrBaeTcA B pe3ynbrate MyTauuil B reHax — OMyXONieBbIX Cynpeccopax
TSC2 vnu/n TSC1. Npn 3Tom NpoayumMpyeTca aHOMasbHbI ramapTuH-Ty6e-
PUHOBBIN KOMMJIEKC, KOTOPbIA He OKa3blBaeT TOPMO3ALLEr0 BO3AENCTBUA
Ha aKTMBHOCTb BHYTPUKNETOUYHOIO PEerynAaTopa OHKOreHe3a — CUrHanbHOro
nyt1 mTOR (mammalian target of rapamycin), u npoueccsl pocTa, AeneHus,
MUFPaLMN KNETOK, BaCKyNOreHe3 BbIXOAAT M3-MOJA KOHTPOJA, YTO NPUBOANT
K obpa3oBaHuio onyxonel, Tak Ha3blBaeMblX ramaptoMm [4], B pasnnyHbIX
opraHax u TKaHax naumeHTa. TCK oTHocuTcA K opdaHHbIM 3aboneBaHnAM
C pacnpocTpaHeHHoCTbio 1:14 000-1:25 000 HaceneHus [1-3]. B Pecny6-
nuke benapycb y mauueHTOB [eTCKOro Bo3pacta obuias 3aboneBaeMocTb
(prevalence) TCK coctaBnset 3,77 B pacyeTe Ha 100 000 yenoBek, nepBuYHas
3aboneBaemocTb (incidence) TCK - 0,48 Ha 100 000 uenoBek (6bina n3yuyeHa
B nepuog ¢ 01.01.2015 no 31.12.2019, cobcTBEHHbIE AaHHbIe). B HacToALlee
Bpema ana sepudukaumm gmarHosa TCK ncnonb3yloTca gnarHocTuyeckne
Kputepuu, pekomeHaoBaHHble B 2012 roay MexayHapoaHOW KOHCEHCYCHOM
KoHdepeHumen no Tybepo3Homy ckneposHomy Kommnekcy (International
Tuberous Sclerosis Complex Consensus Conference) [5]. He3aBucrmbim ana-
rHOCTMYECKUM KpUTEprEM AJiA MOCTaHOBKM 6€3yCNIOBHOrO ANarHo3a CiyXuT
obHapy»eHune natoreHeTnyeckmx MyTaumin TSC1 unn/m TSC2 [5]. K ocHOBHbIM
NaToNorMyeckum N3MEeHEHUAM OTHOCATCA MMMOMNUIMeHTHble NATHa (=3, no
KpalHeii mepe 5 MM B AvameTpe), aHrnopubpombl (=3) nuua (AOGN) n/vnu dpu-
6po3Hble 6NIALWKM Ha ronoBe, dprbpombl AncTanbHbiX Gpananr (POD) (=2), ouar
«warpeHeBomn Koxu» (YLK), MHOXKeCTBeHHble raMapTOMbl CeTYaTKK, KOpTu-
KanbHble Ancnnasvmn B Buge TybepoB 1 paguanbHbIX MUMPALMOHHbIX NMHUIA
B 6enom BellecTBe roloBHOrO MO3ra, Cy63neHAnManbHble y3enKku, cybaneH-
AMManbHasa rMraHToKNeToYHan acTpoLMToMa, pabgommoma cepaua, numean-
rmoneriommomatos nerkux (JJAM), aHrmommonumnombl nouek (=2). K manbim
Npri3HaKaM OTHOCATCA KOXHbIE MOPAXKEHUA THMa «KOHPETTW», yrnybneHus B
3y6HoI 3mManu (>3), dpnbpombl NonocTy pra (=2), axpomMaTuyecKne yyacTku
CEeTYATKM, MHOXXECTBEHHbIE KMCTbI MOYEK U BHEMOUYeYHble ramapTomsl [5]. 1na
bOPMYNMPOBKM OKOHYATENBHOIO MW KAMHUYECKN AOCTOBEPHOrO ArarHo3a
TCK HeobxoanMo Hanuume ByX OCHOBHbIX KpUTEPUEB MSIN OJHOFO OCHOBHO-
ro 1 AByx v 6onee manbix. ECnn y naumeHTa ecTb 0AVH 60MbLLION NPU3HaK 1N
2 v 6onee mManbix, TO AUArHo3 3By4mnT Kak BO3MOXHbI TCK [5].

TCK - 3T0 HepOKOXHbI CMHAPOM, Hannume NpPosABReHW 3abonesa-
HUA Ha KOXE WK CeTyaTKe rnasa OTHOCUTCA K 06sA3aTeNlbHbIM CMMMITOMaMm
ana 3Tol rpynnbl 3aboneBaHuin [5]. KoXHble MopakeHua BCTpeyaroTcs,
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No AaHHbIM pas3finyHbIX aBTOpoB, B 90% cnydyaeB n 6onee, Yy OAHOro nayu-
€HTa Yalle Bcero 6bIBAaET HECKOJNIBKO I'IpOﬂBJ'IeHI/IIZ Ha Koxe [6]. MNosiBneHune
M3MEHEHUN Ha KOXKHbIX NOKpOBax nmeet BO3paCT3aBI/ICI/IMbII7I XapaKkTep [71.

W LEJTb NCCNTEAOBAHWA

MN3yuntb gepmatonorunyeckne nposasneHna TCK Ha KOXHbIX NOKpPOBax
B AeTckom Bo3pacTte (c 0 go 18 net) B Pecnybnuke benapycb B nepuog, c
01.01.2015 no 31.12.2019.

B MATEPWAJIbl N METO/Lbl

[nsa n3yyeHns nopa)eHns KOXN U CIN3UCTbIX 060JT0YEK, aCCOLUNPOBAH-
Hbix ¢ TCK, B JleTcKOM Bo3pacTe Obina co3flaHa 3/1eKTPOHHas 6a3a nauyeHToB
C Ty6epO3HbIM CK/IePO3HbIM KOMMIIEKCOM, MPOXKMUBAIOLWMX Ha TeppruTopun
Benapycwn. B Helh o6bepgmHeHa nHdopmauma o 87 naumeHTax C AMarHo3om
TCK: omarHo3 BbICTaBNANCA B COOTBETCTBUN C OOHOBIEHHBIMU KPUTEPUAMM
2012 ropa. B 6a3e 85 nauneHTOB C ANMArHO30M KINMHWYECKN JOCTOBEPHOro
TCK, 13 HMXx naTonorua reHeTnyeckn sepudrumposaHa y 12 yenosek, 1 2 ye-
NoBeKa ¢ anarHosom 6esycnosHoro TCK 6e3 KNMHUYECKUX NPU3HAKOB 3a-
6oneBaHuA. CpeaHWIn BO3PACT NaLMEeHTOB Ha MOMEHT OKOHUYaHWA NCCNeao-
BaHWA coctaBnan 9 net n 7 mecsues [1 mecau; 17 net 11 mecsaueB 29 gHen).
N3 Hux 43 (49,43%) manbunka u 44 (50,57%) peBouku. MegmaHa Bo3pacTta
aunarHoctukn TCK - 1 roa n 4 mecaua [6 mecAues; 6 net n 1 mecau]. Y 80,46%
(70 yenoBek) — cnopagmueckas dopma TCK, y 17 nayueHTos (19,54%) — ce-
MelHble cnyyaun. YacTb nepBrYHbIX CBegeHMI 0 nauuneHTax ¢ TCK 6bina no-
NlyyeHa B pe3y/bTaTe 3aMpocoB, OTNPaBNeHHbIX Bpayam-negnatpam u get-
CKUM HeBponoram r. MrHcka u pernoHos Pecnybnuku benapycb. bonee uem
B 35% cnyuyaeB nepBuYHbIN anarHo3 TCK 6bin ycTaHoBNEH Npu obpalyeHnn
naLMeHTOB NO NOBOAY cumnToMaTuyeckon snunencum 8 PHIML HeBponorun
1 Helpoxupypruu. Mpu co3gaHny SNeKTPOHHON 6a3bl TakXKe Obiny UCMonb-
30BaHbl JaHHble MaLMeHTOB, KOTOpble COCTOAT Ha ydyeTe B PHIL petckon
OHKonorum, rematonorum n ummyHonorum (PHML AOMN). Y nayneHTos npu
BeprdUKaLmM AnarHo3a MCnonb3oBanncb 2 U 6osiee OCHOBHbIX KAMHUYe-
CKMX MpU3HaKa 2 1 6onee NOpaeHHbIX CUCTEM, B BONBIUMHCTBE Clydyaes
6b11 Npr3HaKM nopaxeHua kKoxu n LUHC. Ana aHanu3a KNMHUYECKUX oco-
6eHHocTel TCK B geTckom Bo3pacTe 6bio NPOBEAEHO PETPOCMEKTUBHOE 1
npocneKkTMBHOe obcnegoBaHne 87 NaLMeHTOB.

MonyyeHHble B xoAe MCCNefOBaHUA fAaHHble He MMEeNn HOPMasibHOro
pacnpefeneHus, NO3ToMy AfA CTaTUCTUYECKOro aHanm3a bl NpUMeHeHb!
HenapameTpuyeckne MeTofbl CTaTUCTMUYECKOro aHanusa: Kputepuin MaH-
Ha — YutHn (U-kKpuTepunin) — AnA He3aBUCKMMbIX FPYynn, Kputepuin Bunkokco-
Ha (T-kpuTepun) - ana 3aBUCMMbIX rpynn, Kputepuii Kpackena — Yonnuca
(H-kKprTepun) — gnAa cpaBHEHUA MeXAY HECKONbKAMMK Fpynnamu, TOYHbIN
Kputepuin Ouiiepa — ANA OLEHKN KaueCTBEHHOro NpW3HaKa, MeTof paHro-
Bom Koppenaunn Cnupmena (R) — 4nA oLeHKN B3aMMOCBA3N MeXay Nokasa-
Tenamu [8, 9]. Pe3ynbTaTbl NpefCcTaBNANVCD B BUAE MefMaHbl U NHTEPKBap-
TUnbHOro uHtepsana Me (25%; 75%) [8, 9]. NoporoBoe 3HayeHMe YPOBHA
3HaUMMOCTK (p) NMpW NpPoBepKe CTaTUCTUYECKUX rMnoTe3 npuHATo 3a 0,05
[8, 9]. CratucTnyeckas ob6paboTka NMonyyYeHHbIX pPe3ysbTaToB BbINOMHEHA C
NCNoNb30BaHMEM NaKkeTa NPUKNagHbIX Nporpamm «Statistica 10», nnuueH3una
STA999K347156-W.
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B PE3YJ1IbTATbI

MnonurmeHTHbIE NATHA Y NnauneHToB ¢ TCK

B petckom Bo3pacTte B Pecnybnuke benapycb runonvMrmeHTHble NATHa
Ha KOXHbIX MOKpOBax BblABMeHbl Y 100% Habnogaembix NaLMeHToB, OfiHa-
KO B KaueCTBe KpUTepuA AUArHOCTMKM paccMaTpuBanm ToNbKo y 85 fgetei
(97,7%), megraHa Bo3pacTta obHapyxeHus — 1 mecay [1 mecau; 3 mecsaual.
Bo3pacT BbifiBNeHMsA NATEH Obl YTOUHEH Y poAUTENel NaLMeHTOB CTapLuero
BO3pacTa, KOXHbI MOKPOB MNafLmnx feTeit 6bl1 0CMOTPeH ¢ namnoi Byaa.
Y MnageHUeB CO CBETNOWN KOXKEW OHW OYeHb AeNMKaTHbI 1 Mano OTInYanuncb
OT LiBeTa OKPY»aloLLMX KOXHbIX MOKPOBOB, Npu nogo3peHun Ha TCK nccne-
[OBaHMe KOXW B ynbTpadroneToBOM fjmana3oHe 3HaunTenbHO obneryano
BbISIBNIEHUNE TMMONMUIMEHTHbIX NATEH Y aeTei [4]. B dopmynnpoBke Kputepu-
eB TCK B 2012 r. 6b110 YETKO ONpefeneHo, YTo Hanuume 3 1 bonee runonur-
MEHTUPOBaHHbIX MATEH ABASETCA OCHOBHbIM MPU3HAKOM CO CTOPOHbI KOXMU,
NMOTOMY UTO OfHO WNX [iBa NOPa)eHWA OTHOCUTENIbHO YacTo BCTpeyaloTcA
B 06wwen nonynayun [10]. Co cxoxel chTyaLuein Mbl BCTPETUKCH NPU 06-
cnepoBaHuy nauymneHToB ¢ TCK B Pecnybnvike Benapycb - B 2 cnyyasx 6binu
TONbKO 1 1 2 rMNOMNENOTNYECKMX YYaCTKa, YTO HEe MO3BOINIO OTHECTU UX K
OCHOBHOMY KpUTEpMIO.

Y naumeHToB ¢ TCK runonurMeHTHbIe NATHA ABNSIOTCA Hanbonee yacto
BCTPEYaeMbIM NAaTONOMMUYECKMM N3MEHEHNEM HA KOXKHbIX MOKPOBaXx, YacToTa —
ot 53,5% [0 97,2% no aaHHbIM pa3HbIx aBTopoB [11]. Pacnonaratotca 06biu-
HO Ha TY/IOBMLLE 1 KOHEYHOCTAX aCMMMETPUYHO, Mo popme HamoMuHalT

A B

Puc. 1. TunommnenoTnyeckoe NATHO Ha KOXXHOM NMOKPOBe B NOSAAICHUYHOI 06nacTu - A;
rUNOMMEeNoTNYeCcKoe NATHO Ha KOXKHOM NOKpPoBe nepeaHeli NOBEpXHOCTN rPyAHOIN KneTku - B

Fig. 1. Hypomyelotic spot on the skin in the lumbar region - A; hypomyelotic spot on the skin of the anterior surface of the chest - B
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JINCTbA ACEHS, MHOTAA oTrnevyaTok 6onbloro nanbua [12]. B 6onbnHcTBE
cnyyaeB AEHTUGMLMPYIOTCA NPY POXKAEHNM 1 B Bo3pacTe fo 1 mecaua [13].
K xapakTepHbiM npu3sHakam TCK Ha BOIOCAHOM MOKPOBE OTHOCATCA obec-
LiBeUeHHble Y4YacTKU pecHuL 1 6posel, npagu Bonoc (nonunoswuc) [4], 3tn
YyyYacTKU AenurMeHTaLuuMn OTHOCATCA K TUMAOMUIMEHTHbIM MATHaM U Npuv
noacyeTe CYMMUPYIOTCA C FTMNOMMENOTUYECKMUN NATHaMK Ha Koxe [5]. n-
nonuUrMmeHTHble NATHA, accoumnpoBaHHble ¢ TCK, Hyxpaatotca B auddepeH-
LManbHOW AMarHOCTHKe C 3ab6oneBaHNAMU, NPY KOTOPbIX MOTYT ObITb CXO-
KMe 3MIeMeHTbl Ha KOXHbIX MOKPOBax: BUTUANUTO, cuHapoM BaappeHbypra,
neroctb (Piebaldism), cungpom Qorta — KosHaru, runomenaHos Uto, Nevus
depigmentosus, Nevus anemicus, cuHapom bnoxa — Cynbub6eprepa, CuH-
apom fonbtua, cuHapom Jlyn-bap, cungpom Onbe [4].

[lnA Bcex nepeuncieHHbIX 3a60neBaHNN MeTCA 0CO6EHHOCTU GOPMBI,
PacnonoXeHWA 1 KONMYeCTBa rMNOMMNENIOTUYECKMX YYaCTKOB M Pa3finyHble
coyeTaHMA C CUMMTOMaMy CO CTOPOHbI APYrMX OpraHoB v TKaHewn [4]. Pa3-
JINYHbIE NPU3HAKU Y 3TUX 3a60NEBaHUI 1 NPY TMCTONOMMYECKUX NCCNIE[0Ba-
HUAX. Jna rmnomuenotnyeckmnx yyactkos npm TCK xapaktepHo HopMasbHoe
KONNYEeCTBO MENaHOLMUTOB C OAHOBPEMEHHbIM CHUMXEHVEM 4ncna, pa3me-
POB 1 MeNlaHN3aL N MeSTAHOCOM B 3TUX KNeTKax B CPaBHEHN C HEM3MEeHEH-
How Koxkel [13].

Anrnodpuépombi nuua (A®J) y naymentos c TCK

Mpu n3yueHnmn KoxKHOro NokpoBsa y naymeHToB ¢ TCK B geTckom Bo3pac-
Te B Pecny6bnuke Benapycb AQJ 6binv oTmeueHbl y 38 naumeHToB (B 43,67%
cnyvaeB). MefmaHa Bo3pacTa BbiABNeHUA — 6 neT n 6 mecaues [5 neTt; 9 netl.
AQJ1 66111 BbIABNEHDbI Y 15 ManbuunkoB (17,24%) n 23 neBoyek (26,43%). [o-
CTOBEpPHbIX pa3nuumii no U-Kputepuio He NonyyeHo.

Puc. 2. AHrmo¢ub6pombI nuua

Fig. 2. Angiofibromas of the face
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A®J1 oTHOCATCA K Hanbonee oUeBNAHBIM KOXHbIM MpoAsieHnam TCK ns-
3a HaxOXAEeHNA HA OTKPbITbIX yYaCTKax KOXKU NauueHTa. Bnepsble 6binv onu-
caHbl B 1835 . Mbepom OpaHcya Onusom Paiie [14], 8 1880 r. leanpe-Marnya-
pom BypHeBwunnem 6binn Ha3BaHbl Kak M3MeHEeHUs no Tuny ache rosacea [15],
BXOAMNIN B TPUAZY KIMHUYECKUX NPU3HaKoB Ty6epo3HOro ckneposa, chop-
MynupoBaHHyto B 1908 r. H. Vogt noa Ha3zeaHmeM “adenoma sebaceum” [16].
BbIrnapAT Kak po3oBaTble UM KOPUYHeBaTble Nanysibl, NPY NOABNEHUN pa3-
MepoM oT 1 o 4 MM B AnaMeTpe, PacronoXeHHble CUMMETPUYHO Ha HOCY
1 WeKax, C NOCTeNeHHbIM YBENMYEHEM KONMYeCTBa U pa3mepoB BO Bpems
pocTa nauneHTa, 0co6eHHO B NOAPOCTKOBOM NEPUOLE, CKITOHHbBI K CINAHNIO
1 HouumposaHuio [4]. Yactota ADJ, no faHHbIM pasHbIX MCCieaoBaTenei, —
o1 57,3% po 75% B 3aBNCMMOCTM OT NPENMyLLECTBEHHbIX BO3PACTHbIX KaTe-
ropui BKJIKOYEHHbIX B UCCiegoBaHnaA naumnenTos [13, 17, 18].

YBenmyeHHoOe KOMMUYECTBO PaCLUMPEHHBIX KanuiiapoB B COCOYKOBOM
CJ10€e KOXU 11 60SIbLLIOE KONMYECTBO 3BE34aTbIX U BEPETEHOBUAHbIX Grbpo-
651aCTOB B iIepMasibHOM KoJllareHe XapakTepHbl 4f1A TMCTONaTONOrMYeckoro
nccneposaHua AQJ1, accoummpoaHHbix ¢ TCK [19]. MonekynapHbIii aHanms
nokasblBaeT yBenunueHune 6enka pS6 B ¢pubpobnactax u3 aHrmopmnbpom no
CpaBHEHUIO C AepManbHbiMy Grubpobnactamm U3 HOPManbHO BbIFNAAALLEN
KOXW, UYTO CAYKUT [0Ka3aTeNnbCTBOM AM3PErynAunnM CUrHaabHOro nyTn
mMTOR B 3TMX KneTkax n3-3a mytauuii B reHax TSC2 nnn/n TSC1 npun TCK [20].

Tyburczy n coastopbl B 2014 rogy onybnunkoBanu pesynbTaTbl UCCefo-
BaHWI, B KOTOPbIX fOKa3anu, YTo COTHEUHOE U3yyeHune B ynbTpadurioneto-
BOM [Mana3oHe ABNAETCA MPUUYNHOW BTOPUYHBIX MyTaumii B reHax TSC2 n
TSC1 B KNneTKax KOXKHbIX MOKPOBOB 11 OTHOCUTCA K MPoBOLMpPYOLWMM daKTo-
pam ansa pa3BuTrsA aHMIMoGuBPOM y NaLneHToB. ABTOPbI MPefNoNoXuu, YTo
orpaHvyeHne BO3AeNCTBUA N3NyYeHNA STOro AnanasoHa Ha KOXy JeTel n
B3pocsibIx ¢ TCK MOXeT yMeHbLUaTb YaCTOTY U TAXKECTb 3TUX NpoABieHniA [21].
AQJ1 BbICOKO MAaTOrHOMOHUYHbI Ana TCK, ogHako eanHMYHbIE aHTMOPUBPOo-
Mbl OYEHb PeflKo MOTYT BCTpeyaTbCA B NONynALMmW B Lieniom [4].

Pepnkoe pacnonoxeHune aHrmopubpom y naymeHtos c TCK

CobcTBEHHOE HabnoaeHwue: naumeHT K., neBouka 10 neT, c AUarHO3oMm Ty-
6EePO3HbIN CKNEPO3HbIN KOMMNEKC, KNTMHUYECKM JOCTOBEPHbIN, C HANTMYMEM
NATEH AenUrMeHTaumK, aHrmodprbpom Ha NinLe, oyara «LarpeHeBO KOXm»,
pabpomrom ceppaua, snvaepmanbHbIX y3enkos 1 TybepoB no gaHHbiM MPT
rofioBHOro mo3sra. CumntomaTmyeckas annnencus C Hamunmem YacTbIxX exe-
[HEBHbIX CEPUIHBIX aCUMMETPUYECKNX TOHUYECKMX CMa3MOB, MUOKIIOHUYe-
CKMX U TIMOMOTOPHbIX MPUNAAKOB (KMMHUYECKMIA CUMNTOMOKOMMEKC CUH-
Apoma JleHHoKca — lacTo), dapmakopesncTeHTHoe TeueHne. BoipaxkeHHble
HapyLeHWA MCUX0-PeYeBoro PasBUTUA U OCOBEHHOCTV MOBEfEeHUA ayTu-
CTMYECKOro crnekTpa. B 9-neTHem Bo3pacte gjouepn Mama coobuimna o no-
ABNIEHVN eAVHUYHOW Nanyfbl Ha HaPYXHbIX MOIOBbIX OpraHax y jouepu pas-
MepOoM 4 MM, LiBETa OKPY»KaloLMX TKAHEW, B TeYeHne roga NosABUIOCb MHO-
YKeCTBO 3TX 06pa30BaHUIi M OTMEUEH UX POCT. Y NaUMEHTKN UMEETCS CKITOH-
HOCTb K MacTypbauuu, nocsiie OfHOro 13 3N13040B 13 06pasoBaHuUsa HbINO
KpOoBOTeUeHne, KOTopoe Obifo NpeKpaLLeHo NPW MOMOLLM FeMOCTaTUYECKO
ry6ku. baktepuonornyeckuii aHanms MCcKNoUMN NHOEKLNOHHYIO NpUpoay
ob6paszoBaHuii. lMcTonornyeckoe nccnefoBaHme He NMPOBOAMNOCh. [0 BHeLw-
HeMy BUZY 1 MO CKNOHHOCTU K KPOBOTEYEHWIO MOXKHO MPEeAnonoXnTb, YTo
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Puc. 3. O6pa3oBaHNA B NPOMEXKHOCTM Y NaumneHTKn 10 net ¢ TCK

Fig. 3. Formations in the perineum in a 10-year-old patient with TSC

obpasoBaHue, ckopee Bcero, ABnaeTca nposasneHmem TCK n oTHocKTCA K
aHrnodrbpomam.

B coBpeMeHHbIX MCTOUYHMKAX TaKXKe UMEIOTCA cBefleHns o bonee peikom
pacnonoxeHun aHrmodprbpom Ha Tene y nauueHTos ¢ TCK. Nathan u coasTo-
pbl B 2016 1. coobLwmnm o nanynax Ha cockax u/vnm apeonaxy 11 B3pocnbix
naumeHToB (10 XeHLWKH, 1 My>XUnHa; cpeaHnin Bo3pacT — 41 rog [ananasoH
21-71 rop]), KOTOpble NOABWMANCHL B CpefjHeM B Bo3pacTe 33 neT. lMcTonato-
Nornyeckne NccnepoBaHnaA 3TMx 06pa3oBaHNin NMoKasany NX COOTBETCTBUE
xapakTepuctnkam TSC-cBA3aHHbIX aHrModubpom nuvua. ABTOpbI CUHUTAIOT,
YTO OMUCaHHble NMK aHTMoGMOPOMbI ABNATCA NposBneHrem TCK y B3poc-
nbix [22].

®ubposHble GNAWKN Ha ronose y naumneHTos ¢ TCK

B Pecny6nuke Bbenapycb ¢nb6posHble 6nAwkm Ha ronose (Fibrous
cephalic plaques, FCP) nnu Ha nby oTMeueHbl Y 2 NaLMEHTOB My>KCKOTO rnosa
(2,30%). Popgntenu coobwmnum, 4to 3TM 06pasoBaHUsA ObINN y JeTel C Pox-
JeHus. Takoe HeboOsblLIOE KONMMYECTBO MaLMEHTOB C 3TUM KIIMHUYECKUM
Kputepuem TCK B HalleM nccnefoBaHny o6bACHAETCA CPefHNM BO3PacToM
BK/IOYEHHbIX AeTel (9 neT n 7 mecaAues), N0 AaHHbIM aBTOPOB, M3yYaBLLNX
3TV NPOSAB/IEHMA Y B3POCSIbIX MaLUeHToB, GUOPO3HbIE GNALLKN BCTpeYatoTca
npUMepHoO B TpeTu cyyaes [23].

OUeHWTb NCTVHHOE PacnpoCTpaHeHne bnsweK Ha nby cpeay nauyeHToB
¢ TCK BecbMma ClOXHO B CBA3U C Bblpa)KeHHbIM KOCMeToNnornyecknm gedek-
TOM — OY€eHb YaCTO OHU YAANAITCA B AETCTBE XUPYPrnyeckum nytem. Mcro-
natonorunyecku nogo6Hol AQJT [24]. B coBpeMeHHOI MeanUMHCKO nTepa-
Type NnosBUINCH CBefieHNA 06 orpaHnYeHHOM BpemeHun nposasneHns AQJT n
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A B

Puc. 4. Dnbpo3Has 6nALWKa Ha BOIOCMCTOI YacTul ronoBbl — A; pu6po3Hble 6aALKY Ha GOKOBOIA
noBepxHOCTN nnua - B

Fig. 4. Fibrous plaque on the scalp - A; fibrous plaques on the side of the face - B

dUnbpPOo3HbIX ronoBHbIX 6nAweK y naumeHToB ¢ TCK. NMocTeneHHyo MHBOMIO-
LMo X B MOXKUIIOM BO3PacTe aBTOPbl 0ObACHAIOT eCTECTBEHHbIM PacnafjomM
KosinareHa Kak yacTblo npoLlecca cTapeHma opraHusma [24].

Ouarm «larpeHeBo KOXn»

Y naumeHToB B Pecnybnuke Benapycb ouaru «warpeHeBon koxu» (OLLK)
6b111 BbiABNEHbI y 21 yenoBeKa (24,13%), meanaHa Bo3pacTta obHapykeHus
warpeHeson koxm — 1 mecay [1 mecay; 1 rogl. 3Tn KonnareHoBble HeBYCbI
6b111 oTMeueHbl y 10 manbumnkos (11,49%), y 11 geBouek (12,64%), pocto-
BEPHbIX pa3nuunii no Kputeputo MaHHa — YUTHU He nonydeHo. Y 60nblumnH-
CTBa 3TO CONMTApHble 06PA30BaHUA, PACMONOXKEHHbIE B MOACHUYHON 06-
nactu, y 1 naumMeHTKN MHOXECTBEHHbIE KOJTareHOMbl HAaXOAATCA Ha PyKe,
y OBYX feTeil rMnepnurMeHTUPOBaHHbIe LarpeHeBble MATHA UMelTCA Ha
BEpXHeN TpeTn nepefHell MOBEPXHOCTU IPyAHON KNeTKM 1 Ha 6OKoBOW no-
BEPXHOCTY LUEew.

OLLK Knaccnyeckn BbIrnAAT Kak TBephan 6nsluKa HernpaBuibHol op-
Mbl, C TEKCTYPOI 06pa3oBaHnA TUMA «CBUHOWM KOXI» U «KOPKW anenbcu-
Ha», 0ObIYHO LiBETa OKPYXKAOLLMNX KOXKHbIX MOKPOBOB UM PO30BOro, MOTYyT
ObITb rMNO- UAN MMNEPNUrMeHTUPOBaHHbIMY [5]. OTHOCATCA K COeANHUTENb-
HOTKaHHbIM KOJMlareHOBbIM HEBYCaM W XapaKTepU3yloTcA Hanuunem yTon-
LL|EHHbIX, Ae30PraHN30BaHHbIX MYyYKOB KoJnareHa B PeTUKYNApHOW Aepme
N YMeHbLUEHHbIM YMCJIOM 3N1aCTUHOBbBIX BOMIOKOH MPW TMCTONIOrMYECKOM
nccnegosaHuu [25]. MpucyTtctytoT npumepHo y 21-83% naumerTos ¢ TSC
[5, 25]. AnnHHaA OCb LWIArpeHeBbIX NATEH UMEET TEHAEHLMIO pacronaraTbcs
no nuHuAM JlaHrepa (IMHNAM HaTAXKeHUA Koxu). B 40% cnyyaes B3pocble
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Puc. 5. Ouar «warpeHeBoli KOXu» (KpynHoe NATHO) B NOACHUYHOI o6nactn

Fig. 5. A focus of «shagreen skin» (a large spot) in the lumbar region

Puc. 6. lMnepnurmeHTPOBaHHOE CpefiHee LWarpeHeBoe NATHO Ha 6OKOBOI MOBEPXHOCTH LWen

Fig. 6. Hyperpi d middle shag spot on the side of the neck

«[lepmatoBeHeponorus. Kocmetonorus», 2021, tom 7, N 3 239



KoxHble nposiBneHns Ty6epo3HOro CKNepo3HOro Komrnekca y aeteil B benapycu: cobcteHHble HabniogeHns

nauyeHTbl 0603HaUMIN BO3PACT NOABMIEHNA OYaroB LUArPeHEBON KOXK A0
10 net npn makcumyme fo 4 [25]. B cnyvae HanumuvA y nauveHTa TONbKO
COEAUHUTENIbHOTKAHHbIX HEBYCOB W/WAIN aHTMOGUOPOM HYKHO MPOBECTU
anddepeHLManbHbIA AMarHO3 C MHOXECTBEHHOWN SHAOKPWMHHON Heonna-
3uen 1-ro Trna (multiple endocrine neoplasia type 1, MEN1), ¢ cuHgpomom
Birt — Hogg — Dube, c cemeliHbIM KOXHbIM KOnareHo30Mm, 3pynTUBHON KO-
flareHomoM, co cToprdopPMHON KonslareHomon (Mapkepom cuHapoma Koy-
AeHa (Cowden syndrome)) [25].

OkonoHorteBble $pnbpombl, accounmpoBaHHble ¢ TCK

OkornoHorTeBble ¢UOPOMBI, Tak Ha3blBaeMble onyxonu KosHa, of-
HocATcA K ¢dnbpomam auctanbHbix danaHr (OOD). Bo Bpemsa Hawero uc-
CNIef0BaHUA OKOJNIOHOTTEBblE GMOPOMBbI Habndanucb y 12 naymeHToB
(13,79%): y 8 peBouek (9,20%) n 4 manbumkos (4,59%). MegmaHa Bo3pacTa
BbiABNeHUA — 9 neT [7 net n 4 mecaua; 11 net n 9 mecaues], 4OCTOBEPHbIX
pasnuuuin no Kputeputo MaHHa — YUTHU 1 TouHOMY KpuTeputo Ouiwiepa He
nonyueHo. Y 10 getert o6pa3oBaHWA HAXOAUINCH HA HUMKHMX KOHEUHOCTAX, Y
2 ManbymKoB — Ha HVXKHUX 1 Ha BEPXHUIX.

Onyxonn KosHa, MO [aHHbIM pasfMyHbIX aBTOPOB, BCTPevaloTCA
y 15-52% naupneHToB ¢ TCK [13], 4e6oTupytoT BO BTOPOM AeCATUIIETUN XKI3-
HW, Yalle pacroniaraloTcA Ha HMXKHUX KOHEUYHOCTAX, BbIMAAAT Kak y3enku
LiBeTa KOXM UM KpacHble, pasmepom oT 1 MM o 1 cm B Anametpe. bonee
XapaKTepHbI AN }eHcKoro nona [12].

Puc. 7. QuctanbHble $pn6poMbl Ha BEPXHUX KOHEYHOCTAX — A; oKonoHorTeBas ¢pubpoma - B

Fig. 7. Distal fibroids on the upper extremities - A; near the nail fibroma - B
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B ObCYXIOEHUME

[aHHble 0 BO3pacTe BbIABAEHNA U/ BO3SHUKHOBEHNA NATOOrMYEeCKNX
M3MEHEHUIA Ha KOXe, O PacnpOCTPaHEHHOCTU 3TUX MPU3HAKOB, C YYETOM
nona, cpeau peten ¢ TCK B Pecny6nuke benapycb B OCHOBHOM KOppenvpyoT
C pe3ynbTaTaMun UCCNIeOBaHNA, UMEIWNMKCA B JOCTYMHON MeANLNHCKON
nutepatype. Vimetotca HekoTopble otnnuursA. MNpu cpaBHeHWM pacrnpocTpa-
HEHHOCTM KOXHbIX NposBneHunin y aeteii ¢ TCK B ®epepatrBHoin Pecnybnunke
lepmaHus (DPT) Ha ocHOBaHWUW JaHHbIX, ONy6nKoBaHHbIX B 2018 1. [26], 1 B
Pecnybnuke benapycb 6bi1v nonyyeHbl AOCTOBEPHbIE Pa3IMYMA NO TOYHO-
My Kputeputo Quiuepa no HanMumio y NaLMEHTOB FMMOMUIMEHTHbBIX MNATEH U
OLLK. CpaBHWTeNbHAA XapakTepUCTUKa KOXKHbIX MPOABIEHUA y NaLneHTOB
neTckoro Bo3pacta B OPI u B Pecnybnuke benapycb npeactasneHa B 1abn. 1.

3TO MOXXHO OOBACHUTL BKIOUEHMEM B UCC/IEA0BaHMe, NPOBeAeHHOe B
®PT, 26,7% nauneHToB C BO3MOXKHbIM AnarHo3om TCK (B Pecnybnuke bena-
pycb B nccnefoBaHue 6biny BKOYEHbI MAaLNeHTbl TOMbKO C JOCTOBEPHbIM
avarHo3om TCK) 1 MpOCNEeKTUBHBIM XapaKTepoM HabMoAeHUs B TeyeHue
2 net B OPI (Bo3pacT3aBUCMbIe NPU3HAKM MOPaXKeHNA KOXKHbIX MOKPOBOB B
nepuopae HaboaeHNA MO eLle He NOABUTLCS).

3HauuTenbHbIM CObbITMEM B Nonynsapusauuy 3HaHuii o TCK 6binn cospa-
Hue n ny6nukaumsa B 2017 ropy Peectpa Tyb6epo3Horo ckneposa Asis nosbiLle-
HMA ocBepomsieHHoCTH o 6onesHaAx (TuberOus SClerosis registry to increase
disease Awareness (TOSCA)), B KOTOPOM AOCTYMHbI AaHHble 0 2093 naumeHTax
(1009 myxumH 1 1084 xeHwuHbl) 13 170 ueHTpoB 13 31 cTpaHbl [17]. Cpea-
HUIM Bo3pacT — 13 neT (gnanasoH 0-71), n3 HUX 63,3% — NayMeHTbl JeTCKo-
ro Bo3pacta [17]. Mpwu cpaBHeHnn gaHHbIX TOSCA 1 3nnagemMmonornyeckoro
nuccnepgosaHuA B Pecnybnvke benapycb nonyuyeHbl JOCTOBEPHbIE pa3nnuna
no X? Npn CpaBHEHUW NOKa3aTene pPacnpoCTPaHEHHOCTY TMMONMUIMEHTHbIX
nAaTeH. PacnpocTpaHeHHOCTb KOXHbIX NposAsfaeHnit TCK y naumeHToB No aaH-
HbiM TOSCA 1 B Pecny6nuke benapycb oTpaxeHa B Tabn. 2.

Bonee BbicOKas PacNpPOCTPAHEHHOCTb TMMOMUIMEHTHBIX JIMCTOBUAHbBIX
nATeH y NauveHToB B Pecnybnmke benapycb, BO3MOXHO, Hblna cBA3aHa ¢ npu-
MeHeHVeM Npu ocMoTpe naumeHToB namnbl Byaa (Wood's lamp). Pacnpoctpa-
HEHHOCTb MCCef0BaHNA KOXHbIX MOKPOBOB B yNbTpadroneToBom franaso-
He NauueHTOoB, BKioueHHbIX B TOSCA, aBTopamu He obcy»xpaanach [17].

Ta6bnuua 1

CpaBHUTeNbHasA XapaKTepucTiKa pacnpocTpaHEHHOCTU KOXHbIX nposBneHuii TCK y aeteii

B OPI n B Pecny6nuke benapycb

Table 1

Comparative characteristics of the prevalence of skin if i of TSC in children in Germany and in the Republic of Belarus
Kputepun / (MepepaTnBHan Pecny6nuka lepmanusn / | Pecny6nuka benapycb /
Criterion Federal Republic of Germany Republic of Belarus P
KoxkHble npossneHus /
Skin manifestations
funonvIrmenTHbIE NATHA /| 1 o6 (53 505) 87/87 (100%) 0,006*
Hypopigmented spots
«lWarpexesas Koxa» / o o *
"Shagreen skin" 3/86 (3,5%) 21/87 (24,13%) 0,0004

MpuMeyaHme: * pa3nnuma JOCTOBEPHbI MO TOUHOMY KpuTeputo Ouiiepa.
Note: * the differences are valid according to the exact Fisher criterion.
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Ta6bnuua 2

CpaBHUTeNbHaA XapaKTepuUCcTKa pacnpocTpaHeHHOCTU KIIMHNYECKUX KOXKHbIX Kputepues TCK
no aaHHbiMm TOSCA n B Pecny6nuke benapycb

Table 2
Comparative characteristics of the prevalence of skin criteria of TSC according to TOSCA in the Republic of Belarus
Kputepui / TOSCA Pecny6nuka Benapycb / | CtaTucTnyeckn sHaummasA no x2 p /
Criterion Republic of Belarus Statistically significant by x> p
KoxHble npossneHus /
Skin manifestations
TunonurmeHTHble NATHa / | 1399/2093 o "
Hypopigmented spots (66,8%) 87/87 (100%) 0,009
«lllarpeHeBan Koxa» / 573/2093 o
"Shagreen skin" (27,4%) 21/87 (24,13%) 0,61
AHrrodubpombl nuua / 1199/2093 o
Facial angiofibromas (57,3%) 38/87 (43,67%) 0.17
AHrnodubpombl Tena / 350/2093 o
Body angiofibromas (16,7%) 12/87(13,8%) 0.54

MpumeyaHue: * pa3nnuma JOCTOBEPHbI MO X2
Note: * the differences are significant for Chi2.

242

Tepanusa KoxXHbix npoasneHninn TCK

B cooTBeTCTBUM C MeXAyHapOoAHbIMU pPeKoMeHZauMAMN HEeOOXOAUMO
neynTb Ntoboe ypoaywollee n/unu nporpeccupytoutee npossnexnve TCK Ha
KOXKHbIX MOKPOBaX Y NaLMeHTa, UCNONb3ya XMpypruyeckne MeTofbl, nasepo-
nevyeHune, MecTHble MHrIMoMTOopPbl MTOR B Pa3fNYHbIX COYETAHNAX B 3aBUCK-
MOCTW OT KNTMHUYECKOW KapTuhHbI [12].

Tepanua KOXHbIX CMMNTOMOB, accoumnpoBaHHbIx ¢ TCK, pasgenunach Ha
ABe 3MoxXu:
®  CYMNTOMaTMYEeCKOe NleyeHne B BUAE PasfIMYHbIX XUPYPrnyeckmx MeTo-

OVK, B TOM Y1cCiie C NpUMeHeHeM abifLMOHHOW la3epHON XMpypriuv;
®  COBpeMeHHaA KOMMeKCHaa Tepanua C MCMONb30BaHMEM CUCTEMHOIO

W/Vnn MeCTHOro NpUMeHeHna Hrnbutopos mTOR [12].

Xupyprua koxHbix Kputepre TCK Becbma 3ddeKTBHA, orpaHMyeHmns
€e NPVIMEeHeHUA CBA3aHbl C XUPYPrNYeCcKUMN PUCKaMU, HEOBXOANMOCTbIO B
HeKOTOpbIX C/lyYasix B 06LLel aHecTe3nn, peuuauBamm CUMnToMos [12].

CrcTeMHoe NprMeHeHne nHrMbutopos MTOR npu HanUuUM y NaumeH-
TOB pacTylielit cy63neHaUManbHOW rMMraHTOKNEeTOYHOM acTPOLMTOMbI, aH-
rMOMMONINMOM NoYeK, NMMbaHIMONeNnoMMOMaTO3a NerkKNX MUHUMU3NPYET
Y HUX KOXHble npoAsfeHusa. [Tpy NnaHoBbIX ONepaTUBHbIX BMeLlaTeNbCTBaxX
Mo NoBoAy KOXHbIX CMMMTOMOB MOXET Croco6CTBOBaTb XMPYPrmyeckum
OC/IOXKHEHMAM U NPENATCTBOBATb 3aXMBJIeHUIO paH. [1o3ToMy Ha coBpemeH-
HOM 3Tarne npu JIeYeHNN NOPAKEHUN KOXM PEKOMEHIOBAHO NPUMeEHeHne
MECTHbIX MHIM6uTopoB MTOR. MNpuUMeHeHMe panaMuuvHa B Buae Masewn,
renei, pacTBOPOB 1 KPeEMOB C KOHLeHTpaumen ot 0,003% o 1% 6b110 3¢-
beKTBHO B 94% OnMCcaHHbIX C/ly4aeB, NPV NPOACIKUTENBHOM JIeUeHUN He
Habnoaanock peLrarnBoB (camas 6onbluas ANNTENbHOCTbL cocTaBuna 30 me-
csiueB), N06oYHble 3P dEKTbI ObINN peiky, B OCHOBHOM B BUAE pa3fparkeHus
KOXW (Mpy NpuMeHeHun pacTtBopos). [py MecTHOM NpYMeHeHUN Ba3enu-
HOBOW Ma3u, cofepxallein 0,4% 3Beponumyca, GOTOUYBCTBUTENBHOCTb B
MecTe HaHeceHWA 6bla B TeYeHue 2 fHel, nocegylollee nNpYMeHeHne B
TeueHme 6 mecALeB 6b110 3PPEKTUBHBIM 1 XOPOLLIO NepeHocunoch [12].
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OpuruHanbHble nccnefosaHua

Pe3ynbTaTbl MecTHOro npumeHeHnsa nHrMbutopos mMTOR oueHb BrevaT-
nALWmMe, OfHAKO OTCYTCTBME YETKMX PeKOMeHZaUnA Mo UX NPUMEHEHUIo
npu Bcex npoasneHuax TCK Ha Koxe caepKnBaeT pacnpocTpaHeHne 3Toro
MeTOoAa NeyeHus.

KoXHble nposBneHnsa y nauveHToB B AETCKOM Bo3pacTte B Pecnybnuke
Benapycb noaBepranvch naseposneyeHto B MOAPOCTKOBOM Bo3pacTey 2 na-
LuMeHTOoB. MecCTHas Tepanua C UCMOJIb30BaHNEM Hapy»KHbIX JIEKapCTBEHHbIX
CpeacTB, cofepawumx nHrméutopsl mMTOR, He npoBoaunack. Mpu cuctem-
HOM MpVMeHeHUn UHrM6MTopoB MTOR (3BeponumMyca) y 8 naumeHToB po-
OVTENN OTMETMNIM BO BCEX Cllyyasx nobnegHeHne aHrmodpmbpom Ha nuue,
YMEHbLUEHUNE NX KONTMYECTBa He OTMEYEHO.

B BbIBOJbl

BrnepBble n3yueHbl 0COBEHHOCTN KOMHbIX MPOABNEHUIA Y NaLMEHTOB B
neTckom Bo3pacTe ¢ TCK B Pecnybnuke benapychb.

B peTckom Bo3pacTe rmMnonmrMeHTHble NATHA Ha KOXKHbIX MOKPOBaXx BblsAB-
neHbl y 100% HabntogaeMbix NaLMeHTOB, OAHAKO B KAUeCTBe KpUTepUs AnarHo-
CTUKM paccmaTpuBany TonbKo y 85 aetein (97,7%), meamaHa Bo3pacta obHapy-
»eHua — 1 mecauy [1 mecaw; 3 mecaual. AHrModrn6pombl Ha nrue 6binn y 38 na-
umeHToB (B 43,67% cnyyaes): y 15 manbumkos (17,24%) n 23 neBouek (26,43%).
JocTtoBepHbix pasnuunii no U-kputepurto He nonydyeHo. MeguaHa Bo3pacTa
BbIAABNEHVA 3TOrO KIIMHNYECKOro Npu3Haka — 6 net n 6 mecaues [5 net; 9 netl.

Ouaru «warpeHeBow KOXu» umenucb y 24,13% nauymeHToB. KonnareHoBble
HeBYCbI 6bInK BbiABNEHbI Y 10 ManbumkoB (11,49%), y 11 geBouek (12,64%). [lo-
CTOBEpPHbIX Pa3nuyumii no kputepuio MaHHa — YUTHu He 6bino nonyyeHo. Megu-
aHa BO3pacTa BblABEeHMA «warpeHesomn Koxu» 1 mecay [1 mecauy; 1 rogl.

OkonoHorteBble ¢uUbpPOMbI Habnodanncb y 12 nayueHtoB (13,79%):
y 8 peBouek (9,20%) n 4 manbumkoB (4,59%). MegmaHa Bo3pacTa BbisiBie-
HWA 9 net [7 neT n 4 mecaua; 11 net n 9 mecAues], AOCTOBEPHbIX Pa3Nnynii
no Kputepuio MaHHa — YUTHU 1 TouHoMyY Kputepuio Quiepa He nonyyeHo.
Y 10 peteln 06pa3oBaHNA HAXOAMIINC Ha HUMHUX KOHEUHOCTAX, Y 2 Masnbun-
KOB — Ha HUXXHUWX U Ha BEPXHUIX.

MonyyeHHble AaHHble O KNMHMYECKMX Npr3HaKax TCK Ha KOXHbIX MOKPO-
Bax y geten B Pecnybnuke benapycb B OCHOBHOM KOPPENMPYIOT C pe3ynbTa-
TamMy NCCNIefoBaHN, UMELUMINCA B JOCTYMHOW MeVNLNHCKON nuTepaType.

[locToBepHble pa3nuumMa MNo pPacnpOCTPaAHEHHOCTN rMnoMuenoTuye-
CKMX MATEH M 0YaroB «LarpeHeBON KOXM» B MCCNeA0BAHMNAX, BbIMOMHEHHbIX
B OPT, n no gaHHbIM TOSCA MOXHO OOGBACHWUTH WMPOKUM MPUMEHEHNEM
namnbl Byaa npu ocmoTpe nauneHToB B Pecnybnuke benapyco, pa3nnyHbiM
CcpefHUM BO3pPacTOM MaUMEHTOB Ha MOMEHT OKOHYaHWA UCCnefoBaHWM,
pa3HbIMM BapUaHTamMmn CCNefoBaHnin (NPoCneKTUBHbIE U CMELLaHHble (Npo-
CNEeKTUBHbIE N PETPOCNEKTUBHbIE)).

KomnnekcHoe neyeHme KoxHbix npoasneHunin TCK ¢ npumeHeHnem mnH-
rméutopoB MTOR 1 XMPYpruyecknx MeTOAMK CHUMAET MCUXONOrMYecKyto
TpaBMaTU3aUMIo NaLMEHTOB, MUHUMU3NPYET HeXenaTtesibHble ABNEHMUA MNo-
Cfe NpYMEHSIEMbIX CNOCOOOB Tepanum.

KoHnuKT nHTepecoB. ABTOPbI 3aABNAT 06 OTCYTCTBUM KOHPNUKTa
WHTEPECOB.
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