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BBenenue

bonesns bypueBusuis - IlpuHria umaum TyOepoO3HBINM CKJIEPO3 — ayTOCOMHO-
JOMUHAHTHOE TEHETHYECKH MYJIbTUCHUCTEMHOE 3a0oJieBaHUEe, MaHU]ecTupyroIiee
MPEUMYIIECTBEHHO B JETCKOM BO3pacTe MW TPOSBISIONICeCS OOpa3oBaHUEM B
Pa3IUYHBIX OpraHax ¥ TKaHIX JOOPOKadeCTBEHHBIX HOBOOOPA30BaHMM (TaMapTOMBI).
[2]

[Tatorene3 TyOepo3HOro ckiiepo3a OOYCIIOBIICH MOSIBIEHUEM MYTAlMil JIBYX
TE€HOB CYIIPECCOPOB OIYXO0JIEBOTO POCTA, KOTOPBIE HAXOAATCS B y4acTke 34 JJIMHHOTO
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mwieda 9-i xpomocombl (TyOGepo3nbiii ckiiepo3 1-ro tuma TSCI, xoaupyer Oenok
ramMapThH) U B ydactke 13 KopoTkoro mieda 16-it xpomocombl (TyOepo3HBI CKIepo3
2-ro tuna TSC2, xomupyeT Oeynok TyOepuH), YTO MPUBOAUT K MATOJIOTHMYECKOU
aktuBanuu kuHa3bl MTOR. [2] JlaHHBIE mNpoLECCHl TPUBOAIT K HM3MEHEHHIO
MOP(OJOTUN KJIETOK, pa3pacTaHUIO TIUO3HBIX DJIEMEHTOB MO3ra B BHUJE Y3€IKOB,
CKJIOHHBIX K OOBI3BECTBIICHUIO. [2]

Yactota TyOepo3HOro ckjepo3a B mnomyJsiuuu coctasiser 1:10000 (y
HOBOpOXACHHBIX — 1:6000). TyGepo3HbIii CKIEPO3 OTHOCUTCS K peakuM (OphaHHBIM)
3a00€BaHUsAM, TaK KaK YHCIO OOJIBHBIX, cOrjlacHO pacu€tam, B Poccuiickoit
®enepaunu npumepHo 7 000 yenosex. [3]

Jlnarno3 TyOepO3HBIM CKJIEpPO3 YCTAaHABIMBAIOT HA OCHOBAHUW HAIU4usg 2
MIEPBUYHBIX MPU3HAKOB MU | MEPBUYHOTO U 2 BTOPUYHBIX MPU3HAKOB; BO3MOKHBIM
JMarHo3 — Ha OCHOBAHMM Haluyusi | mNepBUYHOrO mpu3Haka uinu 2 (u Oojee)
BTOPUYHBIX NpHU3HAKOB. [IepBUUHBIE U BTOpUYHBIE MpU3HAKKU NpeacTaBieHbl B TSC
Clinical Consensus Conference ot 2012 roma. [3] IloaTrBepkaeHHas MmaToreHHas
myTtausa TSC1 wnm TSC2 gBnsgeTcs TaBHEHMIIUM KPUTEPUEM, JOCTATOYHBIM JIJIsi
MMOCTAaHOBKH JIMarHO3a «TyOepO3HbIi CKIepo3». [3]

[latorenernueckass Tepamusi TyOEpO3HOTO  CKJIEpO3a  OCYIIECTBIISIETCS
MpernapaToM - 3BEpOIMMYC (TOProBoe Ha3BaHue apuHUTOP). Tak Kak KIOUEBYIO POJb
B [TaTOTeHE3€e TyOEepO3HOTO CKIIepo3a urpaet n3bpitounas aktuBanus mTOR (m-TOR
- CEpUH-TPEOHMHOBAsI KMHA3a, OTBETCTBEHHAS 3a MPOH(Epalrio KIETOK, PETYISAIUI0
KJICTOYHOTO IUKJIa W KJIETOYHOrO0 MeTaboju3Ma), K KOTOPOW MPUBOJAT MyTallUH B
reHax TSC1 u TSC2, takum oOpa3oM, OCHOBHOM MEXaHMU3M JEHCTBUS HBEPOIMMYCa
HarpaBjeH Ha u3buparenbHoe MHruompoBanne MTOR. DTo mpoucxoguT myTéM
CBSI3bIBaHMS C BHYTpUKIEeTOYHBIM OesnkomM FKBP12 u nanee xomminekc FKBP12-
sBeposimmyc cBs3biBaeTcsi ¢ MTORCI1, uHrnbupys ero crmocoOHOCTh K mepenaye
CUTHAJIOB M OKa3blBasi TOPMO3AIlee BIMSHUE Ha (AKTOp pocTa COCYAMCTOTO
SHJIOTEJINSI, YMEHbIIIash aHOMaJIbHbIA aHTHOTEHE3. |1 ]

Hear wucciaegoBaHusi - aHaIWM3 KIMHUYECKUX TPOSBJICHUM, JaHHBIX
WHCTPYMEHTAJILHON JMArHOCTUKHU JIETEN C TYOEpO3HBIM CKJIEPO30M, a TAK:KE€ METO/IOB
JICYCHUS], MPUMEHSIEMBIX Y 9TOM KaTeropuu OOJbHBIX.

MarepuaJjbl 1 METOABI UCCIIET0BAHUS

[IpoBenaeH PETPOCTIEKTUMBHBIN aHAW3 JAHHBIX MEIUIIMHCKON JTOKYMEHTAllUH
neteit ¢ Tyoepo3HbiM ckiepo3oM Ha 6aze 'AY3 CO «OAKb» ropona ExarepunOypr B
nepuoa ¢ 2002 mo 2020 rox, rae nabmopancs 71 pedénok (35 manpuukoB u 36
JIEBOYEK), B BO3pacTe OoT rojaa no 17 net. Jluarno3 ObuUT MOATBEPKAEH HA OCHOBAHUU
KJIIMHUKO-UHCTPYMEHTAJIbHBIX JaHHBIX: KoMIbloTepHast ToMorpadus (KT) rosoBHoro
MO3ra, MarHuTHO-pe3oHaHcHas TtoMorpadus (MPT), nonmnepaxokapauorpadumu,
MOJIEKYJISIPHO-TEHETUYECKUX METOJIOB, ONUPAsCh Ha JAUArHOCTHYECKHUE KPUTEPUHU
2012 roma TSC Clinical Consensus Conference. [3]

Pe3yabTaThl HCCIe10BAHUS U UX 00CYXK/IEHHE
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B CgepnnoBckoit o6iactu ObLT BbIsIBIIEH 71 MalMEeHT AETCKOro BO3pacTa C
TyOEpO3HBIM CKJIEPO30M, U3 KOTOPBIX 49% cocTaBuwin Malibuuku, 51% - IEBOYKH.
Cpennuii Bo3pact aedrora cocrtabui 8,4015,2 net (ot 1 go 17 ner, menuana 7 ner).

[TopaskeHre HEPBHOW CHUCTEMBbI JIOMUHUPOBAIO B KIMHUYECKOW KapTHHE
TyOEpO3HOI0 CKJIEpO3a U BCTpeyanoch y 83% 00IbHBIX. DNMUIENCUS JUarHOCTUPOBaHA
y 67,6% OonpHbIX. Y 23,9% mDanueHTOB Onuiencus ObUla  TKEION |
dapmakopesucteHTHOU. J[e0r0T TyOepo3HOro CKjepo3a C SMUIICIICHH CIYy4Yuics y
16,9% venoBek. CumnromaTudeckas hoKabHas SIUJIETICUS OblIa BeIsBICHA Y 36,6%
neTeil. Dnuiiencus ¢ TeHepalu30BaHHbIMU OpucTynamu y 12,6%. Jlna nedeHus
snmiericuu 28,2% manueHToB UCIONb3YI0T oauH npenapat. [Ipu neaddextuBHOCTH
MOHOTEpanuu OOJBHBIM PEKOMEHAYETCS NMPUMEHSITh KOMOWHAIMIO M3 HECKOJIBKHX
npenaparoB U 18,3% nereit ucnonw3yer nBa npenapara, 8,4% - Tpu JE€KapCTBEHHBIX
cpenctBa. [IpuMeHsI0T KOMOMHALIMIO U3 YETBHIPEX MpenapaToB 7% MalKeHTOB U MSATh
npenaparos — 5,6%.

[Ipu nedyeHun >MUIIETICUN Y TTAIIUEHTOB ¢ TYOEPO3HBIM CKJIEPO30M IMperapaTom
BBIOOpa SIBJISIETCST MHTUOMTOP TpaHCAMUHA3bl TaMMa-aMUHOMACISIHOW KHUCJIOTHI,
He3aperucTpupoBaHHbeiii B Poccum Burabatpun — 19,7% denoBek, 27% uenoBek B
KaueCTBE MPOTHBOIMMWICNTUYECKOW TEpanud NPUHUMAIOT BaJbIIPOEBYIO KHUCIOTY,
neetupaneraM — 16%. Takke ecTh MallMEHTHI, KOTOPBIE MPUHUMAIOT JIEKAPCTBEHHOE
CpPEACTBO TpyHnbl OEH30/IMA3eMUHOB — KI00a3aMm, Kak aHKCHOJMTHYECKOE U
MIPOTUBOAIUIIENTHYECKOE CPeACTBO — 6%. XuUpypruyeckoe Je4eHUEe — YyJaJeHHE
OIyX0JIH - pouun 7%.

C momompio MPT ObUTH BBISIBIICHBI MOPAXKEHUS TOJOBHOI'O MO3ra - KOPKOBBIC
TyOepsl y 50,7% uenoek. CyOaneHIuMalIbHbIC Y3JIbl BCTpedaIuch B 59,1% ciiydaes.
Cy0OnnenauMalibHble TUTAHTOKJIETOYHBIE aCTPOLUTOMBI BBISIBIECHBI Y 16,9% denoBek.
[Topaskenue 6enoro BelecTsa roJIOBHOTO MO3Ta, palaibHbIe MUTPAITMOHHBIC TPAKTHI,
BCcTpedatuch y 12,6% O0IbHBIX TyOEpO3HBIM CKIEPO30M.

TyOepo3Hblii  CKJIEpO3 —  aCCOIMHPOBAHHBIE  TICUXOHEBPOJIOTHYECKUE
pacctpoiicTBa ObLIH BBISIBIICHBI Y 40% marueHToB.

['unmonurMeHTHBIE NSATHA OBLTN OJTHUM M3 CAMbBIX YaCTBIX KOKHBIX MPOSIBICHHMA
TyOepo3HoTO cKiepo3a — 61,9% maruenToB. Y 2,8% ManyeHTOB BHISBISUIMCH O€Ibie
MIPSIIA BOJIOC, PECHUI] U OpOBEM, KOTOPbhIC, KaK U TUIIOMUTMEHTHBIC TIATHA, SBJISIFOTCS
XapaKTEpHbIM MPU3HAKOM TyOepo3Horo ckieposa. [IsTHa yacto oOHapyXUBarOTCA €
POXKIECHUSA, W SBISIFOTCA OJHUM M3 IMEpBbIX Npu3HAKOB y 15,4% denosek.
AHnrunopubpomsl numa — Habmoganuch B 18,3% ciyudaes. «IllarpeneBas koxa» —
enié OAMH TMpHU3HAK TyOepO3HOro CckJiepo3a, BcTpedayics y 16,9% OonbHBIX.
OxkonoHorteBbie (UOpPOMBI ObLTH HalIeHbI Y 12,6% yenoBek. uOpo3HbIe OJIALIKH Y
11,2% OonbHBIX ¢ TYOEpO3HBIM CKJIEPO30M, OHU MOSIBISUIMCH YK€ Ha MEPBOM TOAy
KU3HH M, TaKUM O0pa3oM ObUIM OJHUM U3 TEPBBIX KIMHUYECKUX CHMIITOMOB
3aboneBanus s 1,4% denoBek. Msrkue GuOpoMbI BCTpedanuch y 5,6% OONMbHBIX.

B namem uccnenoBannu y 47,8% manueHToB UMenach paboMuoMa cepama, u3
koTopbix y 21,1% Obuta mepBbiM cumnToMoM 3abosieBanus. Y 7,04% O0mbHBIX
pabromMroMa ObLIa BBISIBIIEHA BHYTPHYTPOOHO.
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AHTMOMUOJIMIIOMBI M KUCTHI TOYEK B HALLIEM UCCIEAOBAHUU ObLIU BBISIBIICHBI Y
42,2% dyenoBek. OQTanbMOJOTUYECKUE TMPOSIBICHUS TyOEpO3HOro CKiIepo3a
HaOmonamuch y 9,8% O0IbHBIX.

N3meHeHus B opraHax sKej1yJ04YHO-KUIIEYHOr0 TPaKTa ObLIO BEISBIEHO Y 7,04%
NanueHToB. B 4acTHOCTH, BBISBICHBI aHTHOMHUOJUIIOMBI NeueHu y 3% u ramaproma
BepxHero mnontoca cene3éHku — 1,4%. Cpenu OOJBHBIX TYOEpO3HBIM CKJIEPO30M
auMpanruoeiomuomaTos aerkux (JIAM) Obl1 0OHApy»eH y OJTHOTO IMAI[UCHTA.

CornacHo HamieMy HCCJIEIOBaHUIO HA MEPBOM TOAY KU3HU ACOIOTUPOBAIIU
CICAYIOIIUE CUMIITOMEI - pabgomuoma y 80,2% nmereit u stmnencus y 19,7%. YV nereit
JTOIIKOJIBHOTO Bo3pacta o»muiencus y 23,9%, padgomuoma y 40,8%, ¢
TUIIONMUTMEHTHBIX TSITeH Y 21% u'y 15% nanHbie He U3BECTHBI. Y MIKOJIHHUKOB 10 10
net ne6ioT 3aboneBanus Havdancs ¢ snwierncuu y 50,7%, ¢ THIIONUTMEHTHBIX TSATEH Y
17%, ¢ pubpo3ubix Osiiek y 17% u naHHbie HE U3BECTHBI y 16% uccienyeMsbIX.

Jle6roT 3a00€eBaHus y MOAPOCTKOB ¢ anuiencuu y 28,1%, ¢ pabaoMuoMsl y
15%, c nsairen y 32% u naHHbie HE U3BECTHHI Y 25%.

B kaudecTBe MAaTOreHETUYECKOTO JICYEHUS MPUHUMAET MHpernapar 3BEPOIMMYC
24% uenoBek. M3 Bcex aerel, mpuHUMaromux OaHHbld mpenapar 100% wumeror
cyOaneHAuMaIbHbIe acTpaluToMbl, 94,1% marueHToB aHTHOMUOJIUIIOMBI, U 82,3%
(hapmakope3uCcTeHTHYIO Hrnuiencuto. Y 53% ngereld HaOmMIOgaeTcs CcodeTaHHE
MOpakKeHUs MouYeK, (HAPMAKOPE3UCTCHTHON HHUJENCUU U  CyO3NEeHIUMaTbHBIX
actpauutoM. Y 29,4% ecTb aHTHOMUOIUIIOMBI U 3nuierncus. ®apmMakope3ncTeHTHAS
AIUJIETICHSI ¥ TIOPA’KEHHE TOJIOBHOTO MO3Ta €CTh Y 5,8% OOJIbHBIX.

BoiBoabI:

1. B Haimiem wucclieOBaHMM Mbl BBISBIUIM OOJIBIIYIO MOMYJSILUIO JETEH B
CBEPJIJIOBCKOM 001aCTH, OOJIbHBIX TYOEpPO3HBIM CKJIEPO30M - 71 yenoBek, u3 Hux 49%
COCTaBWIM Manb4uku, 51% - neBouku. Cpenanuii Bo3pact aedrota coctaBun §8,415,2
JIET.

2. TyOeposHblii CKJIepo3 sBIsSETCS 3a00J€BaHHEM C pa3zHoOOpazuem
KIIMHUYECKHX MPOSIBIIEHUI CO CTOPOHBI Pa3HBIX CUCTEM OPTaHOB U BEJCHUE MAIIMEHTA
C TaKOMW MAaTOJIOTHEH SIBISETCA CIOXKHOW MYJIbTUIUCIUIUTMHAPHON mpobiemoit. Jlis
pEIIeHUs] KOTOPOW HEOOXOJMMO CO3/IaHWE PETucTpa st paboThl MOJUKIMHUKU U
Opurajibl Bpauei pa3HbIX CIEHUATBHOCTEH JIJIs1 BEICHUS TAKUX MAIlUEHTOB.

3. Heo0xoauMo TOCTOSSHHO KOHTPOJMPOBATh JIEKAPCTBEHHYIO TEPAMUIO
MalMeHTOB € TYOEpPO3HBIM CKJIEPO30M UM  MPOBOJAUTH HHCTPYMEHTAJIBHYIO
IuarHocTuky. [Ipyn HeoOX0IMMOCTH UCTIOIb30BATh XUPYPTrUUECKOE JICUCHHUE.

Cnucok aureparypsbi:

1. TIpuroppeBa A.B. PerpocnexktuBHblli aHanmu3 3PQPEKTUBHOCTH U
MEPEHOCUMOCTH  JICUCHHUSI DBEPOJUMYCOM  (PapMaKOPE3UCTEHTHON  SIMJICTICUH,
aCCOIMMPOBAHHOM ¢ TyOepo3HbIM ckiiepo3om / A.B. I'puropsesa, M.IO. Jlopodeena,
B.C. [lepmunos, E.J[. benoycosa // AnpManax knuHndeckot meauiuabl. — 2020. - Ne
48.-C. 1-6

2. Jlopodeea M.YO. TybGeposnbiii cknepos. Juarnoctuka. Jleuenue/ M.IO.
Hopodeea. — Mocksa.: Anape, 2017. — C. 224-229
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AHHoOTanms. YacTtoTa BCTpeuaeMOCTH HECHEU(DUIECKUX CIIOHIUIOANCIIUTOB
y neteut BappupyeT oT 2% 10 4 % OT BceX MH(PEKIIMOHHBIX 3a00JICBaHUI CKeJeTa ¢
MNPpECUMYINCCTBCHHBIM TI'€MATOICHHBIM IIYTCM HX pPacpoCTpaHCHHUA. Knnuaunueckas
KapTHHA JUCIMTA U CIIOHIUINTA Y JACTEH MOXKET OBbITh HecTielu(puaecKkon u TpedyeT
MOBBIIIEHHONW HACTOPOXKEHHOCTH Bpada, OCOOCHHO B COYETaHUM OOJM B CIHHE U
HU3MCHCHHUA B IIOKA34TCIIAX KpPOBH. L[eJ'II)IO HCCIICA0OBAaHUA 6I>IJ'IO YIIYUYIICHHUC
JAUArHOCTUKHN M JICUCHUA CIIOHIHUJIMTOB M AUCHHUTOB Y z[eTeﬁ, IIyTeM BepI/ICI)I/IKaHHI/I
OCHOBHBIX KIMHHUKO-JHAI'HOCTHYCCKHUX KPHUTCPUCB, HW IIPHUBCACHHUC HAIJLAJAHBIX
KIIMHUYECKUX cliyyaeB. Ha nedeHnn Haxoauiauch Tpoe aeteil B Bo3pacte ot 12 1o 15
JIET C HCCHCHH@HH@CKI/IMI/I BOCHAJIMTCIIBHBIMHU IIPOICECCaAaMU B ITO3BOHOYHHUKCE. Cpeﬂn
HGprOBH?;yJIHHPIOHHBIX MCTOA0OB JUArHOCTHKH IPCAIIOUYTCHHUC OTAaBaJIN MArHUTHO-
pe30HaHCHO ToMorpaduu. B jedeHne mpuMeHWIM aHTUOAKTEpUaJbHYIO TEpaIluio,
HapyXHYI0 Qukcaiuto kopceroM. Bo Bcex ciryuasx HaOMogamu Xopouiue Oauxanime
U OTAAJCHHBIC PE3YJILTATBI JICUCHMUA. Panusist BBIIBIIEMOCTH IIATOJIOTMU U
CBOCBPCMCHHOC JICUCHHEC IIO3BOJISICT n30exarhb HCYAOBJICTBOPUTCIBHBIX HCXOOO0B
JICUCHU.

Annotation. The frequency of occurrence of non-specific spondylodiscites in
children varies from 2% to 4 % of all infectious diseases of the skeleton with a
predominant hematogenic pathway of their spread. The clinical picture of dyscitis and
spondylitis in children may be non-specific and requires increased alertness of the
doctor, especially in the combination of back pain and changes in blood parameters.
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