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PykoBOAMTeNb 0T ena HacneicTBEHHbIX
3a601eBaHNI C HapyLLUEeHWEM NCUXNKN
drey Mockosckunit HUN negnaTpun

N [1e T CKO XMPYPrum» rnasHbli
cneynanucT NOMeANLNHCKON reHe T nKe
MwuH3gpascoupa3snTma Poccun,

AOKTOp MeANLMHCKUX HayK,

npodeccop MN/1. Hosnkos

AKTUBHOE NCCNeA0BaHWe B3aUMOCBA3N FTEHETUKN Yeno-
BEKa M NaToNorMy HEPBHOW CUCTEMbI MPUBENUN KBO3HUK-
HOBEHMWIO HOBOTO HanpaBNeHUs TeHeTUKW — Hellpore-
HeTWKW. BHalell cTpaHe oWyl aeTca HegocTatok pabot
no 3aTOMY Hanpas/ieHWo. BTo Xe Bpems noce 3aBeplue-
Hus B 2003 . MeXXAYHApPOAHOW nporpaMmmbl «[eHOM Ye-
NOBEKa» CTaso OYeBUAHbLIM, YTO NPOLECCHI, 3aNyLeHHble
B Hayke W MefWLMHEe C MOMEHTa pacllnpoBKM Yenose-
4ecKOoro reHoma, passuBarTca Heo6paTUMo U NPUBOAAT
Knporpeccy BO MHOrux o6nacTax. 3a npolejllee BpemMs
NPOU30LW NN KapAWHanbHble U3SMEHEHUS B MOHUMaHUN
NpUpoOAbl HacneACTBEHHbIX 60Me3Hell HepBHOW cucTe-
Mbl. JOCTUTHYTbl NOWCTWHE 3HaMeHaTe/nbHble YCMexu
B M3YYEHWM MHOIMX HacneACTBEHHbIX 3aboneBaHuit
HEPBHON CUCTEMbl, MONYyYeHbl OTBETbl Ha BOMPOCHI O
MPUYMHAX UX KNTMHUYECKOTO NOAMMOpPGhU3Ma N reHeTu-
4YecKOi reteporeHHocTu. bnarogaps ycnexam MoOneky-
NAPHOV TeHeTWKN yaanocb ONpeAennTb N0Kann3aLyunio
reHOB, OTBETCTBEHHbIX 38 BOSHUKHOBEHWE MHOTUX Ha-
CNnefCcTBEHHbIX 3a60neBaHNn HEPBHON CUCTEMbI, HEKO-



Ty6eposHblii cKnepos

TOpble N3 KOTOPbIX paHee OTHOCUAWCH K 3abonieBaHNAM
MynbTU(aKTopuanbHoin npupoabl. OcobeHHO 60nbLine
ycnexu 4OCTUTHYThbI NPU N3YUYEHUN MPOTPECCUPYIO L NX
fereHepayuii Mosra, HEpBHO-MblLW eYHbIX 3a601€eBaHUA,
3NUNENTUYECKUX CUHAPOMOB, 60Nie3HE KNeTOUYHbIX
opraHenn u ap. Ha ocHoBe JOCTUXEHUWIA MOneKynsap-
HOM reHeTUKW pa3paboTaHbl MeTOAbl UX aHTeHaTalb-
HOW AuarHoctuku. [lpobnembl, BO3HUKalOLWME MpK
M3yYeHWU HacneACTBEHHbIX 60ne3Hel LeHTpanbHOW
HEepPBHON CUCTEMbl, BECbMa C/IOXHble. BONbWNHCTBO U3
HWX XapaKTepu3ylTCcA MPEeMMyLeCTBEHHbIM Mopaxe-
HMEM pa3NUYHbIX cUCTeM. YacTo 3Tu paccTpoiicTBa HO-
CAT NPOTrpeccuMpyrolnii xapakTep, NPUBOAS K TAXENO0M
WHBANMAHOCTU M cCOLManbHOW fe3agantaumu. B ceasu c
3TUM BOMPOCHI paHHEN ANArHOCTUKMW, NeYEHNS U Npo-
QUNaKTUKN UMEKT He TONbKO 60NbLIOe MegNLMHCKOE,
HO W CcOLManbHO-3KOHOMMYECKOe 3HayeHue. OpfHako
AMarHoCcTMKa HacNefACTBEHHbIX 60Nne3Hell HEpPBHOW
CucTeMbl 4YacTo 6GblBaeT 3aTpPyAHeHa B CBA3W C NpuUcy-
WUM 3TUM 60NE3HAM KAMHUYECKUM MOAMMOPHOU3IMOM
(BHYTpPU- ¥ MexcemMeilHbIM). TOAPOGHBIA KAWHWUKO-
reHeTUYECKUA aHannM3 Cc M3yyeHWEM POAOCMOBHLIX U
NPUMEHEHNEM COBPEMEHHbIX NabopaTOPHbIX METOA0B
nccnefoBaHma (6MOXMMUYECKUX, UMMYHONOTNYECKUX,
3MeKTPO(M3N0NOTNYECKUX,  PEHTreHopaguonormye-
CKMX) 06bIYHO NO3BONAET MPaBUIbHO ANArHOCTUPOBaTb
3aboneBaHune, 04HAKO HACTOSALW MM NPOPLIBOM B 061aCTK
OMarHOCTUKW MOHOTEHHbIX 6onesHeli cTano BHepjpe-
HWe B MEAULMHY FeHeTUYeCKON MAe0norum u TeXxHono-
rMii MONeKynapHOW reHeTUKU. OTO fano BO3IMOXHOCTb
BbIAB/IATb MYTAHTHbI€ FeHbl MPW MHOIMX M3 3TUX 3a-
60neBaHWn Ha onpefeneHHbIX XPOMOCOMAaXx, M3y4aTb
CMNeKTP MyTauuii N gake MMKPOMNEPEeCTPOMNKN OTAeNb-
HblX YacTeil xpomocom. Bce 3aTo mocayxuno 6asoii gns
paspaboTku MeTogoB npsmoi AHK-gmarHocTuku un
onpefeneHns HOCUTENbCTBA MYTAHTHOTO reHa B N0 6o
CTaguun, B TOM 4Yucie JOKNMHUYECKOW U NpeHaTaNbHOIA.
Ha Ka4eCTBEHHO HOBbI/i YpOBEHb NMOCTaBIEHO MeANKO-
reHeTM4yeckoe KOHCYNbTWpPOBaHWe, B TOM 4ucnie npe-
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BEHTUBHOE (Ha AOKAMHMYECKOW cTagun 3abonesaHus),
4TO 0COBGEHHO BaXXHO MPU TAXKeNbIX 6ONE3HAX HEPBHOM
cuctembl. BypHOe pa3BuTue MONEKYNAPHOW TEHETUKN U
BHeApeHue ee JOCTUXEHUI B HEBPOJIOTUYECKYIO Mpak-
TUKY CcnocobcTBOBan0 COBEPLIEHCTBOBAHUIO Kaccu-
hmKayumm 6onesHeil, BbIJENEHUIO UX HOBbIX (hOPM, pac-
KPbITUIO MeXaHW3MOB paja MyTauuin. [locTUXeHUs B
(hyHAaMeHTanbHOW MONEKYNAPHON reHeTNKe 1 BHefpe-
Hue 3 PeKTUBHbLIX METOA0B MONEKYNAPHOW [MaArHO-
CTUKW HacneACTBEHHbIX 60ne3Heli HEpPBHOW CUCTEMbl
co3fjann ycnoBus N4 NOWCKA HOBbIX METOAO0B Tepanuu
Ha 6ase rny6oKoro noHMMaHus 6monoruun 3abonesaHns
M NO3BONUAN NepeiiTM K NPUHLUNNANBHO HOBOMY 3Ta-
ny ne4yeHWs HacneAcTBEHHbIX 60Nne3Hel — nx naTore-
HeTuyeckoil Tepanuu. B nepcnekTuee 6yayT pa3pabo-
TaHbl HOBble 3TUOTPOMNHbIE METOAbl NeYeHns 60NbHbIX
C 3TUMMU TAXeNeNnWnMun Heayramu, 40 HefjlaBHero Bpe-
MEHW CYMTaBWMMUNCA HensneyumbiMu. Ocoboe MecTo B
CTPYKType HacneACTBEHHbIX 3a601eBaHNA HEPBHOM CU-
CTEMbI MPUHAANEXUT TY6epPO3HOMY CKIeposy.
Ty6epo3Hblii CKNepo3 —MYNbTUCUCTEMHbIA ramapTo-
mMaT03, KOTOPbIN NepefaeTcs ayTOCOMHO-AOMUHAHTHBIM
nyTeM CO 3HAYNTENbHON BapnabenbHOCTbIO 3KCMpeccumn
naToNorM4yeckoro reHa u BbICOKOW, noutu 100%-i, ne-
HeTpaHTHOCTb. 3T0 3aboneBaHne OTHOCUTCA K rpynne
TaK Ha3blBaeMblX OpthaHHbIX 60ne3Hell N BCTpeyaeTcs
¢ yactoToli 1-9/KOO OOO. MeHbl Ty6EpPO3HOro CKAeposa
TSC1/2 B HOpMe ABNAOTCA €CTECTBEHHbBIMUW reHamu-cy-
npeccopamu ONyXxoneBoro pocTa; NPoAyKTamMmu aKcnpec-
CUMN FeHOB CNyXaT 6enKn ramapTuH U Ty6epuH COOTBeT-
CTBEHHO.amMapTWH NTy6epuH He ABNAOTCA FOMONOramm,
HO B3aMMOZENCTBYIOT APYT C APYTOM 1 06pasytoT LuTo-
30/1bHbI KOMMMEKC, PYHKLMA KOTOPOro A0 KOHLa He
ACHa. B pesynbTaTe nNoBpeXfeHWs reHoB Ty6epo3HOro
CK/iepo3a MPOWCXOAUT aKTMBauWs NYTU CUTHANbHOMN
nepegaun PI3K/Akt/mMTOR — Kno4eBOro perynatopa
pocTta u nponudepaunn Knetok. MexaHusm naToreHe-
3a Ty6epo3HOro ckneposa COCTOUT B MyTaLMaX B reHax
TSC1/2 c noTepelt UX PYHKLMN 1N CBA3AHHOW C MyTaum-
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AMW NaToNOrnyeckoi akTuBauum kuHassl mTOR. Bna-
rogaps MOJIEKY/IAPHO-TEHETUYECKUM UCCNef0BaHNAM
BblAeneHbl JopMbl 3a6071eBaHUsA, KOTOpPble 06yCNOBAEHbI
MyTauusimu B reHe TSCL c nokanusayuein Ha XxpoMocome
9p34 (nepsblii TUN) M TSC2 c noKann3sawumein Ha XpoMoCo-
me 16pl3-3-pter (BTOpoii Tun). 3ab6onesaHusa oTanyarTCA
BblPaXXEHHOW FreHeTUYeCKON reTeporeHHoCcTbio. Mx pas-
BWTME 4ACTO CBA3AHO C NOTepPeil reTepo3nroTHOCTUN UK
BHYTPUTEHHbLIMU MYTaLUAMMN, KOTOPbIE BANAKOT Ha MPO-
AB/IEHNA QUKOTO afifiefia B ramapTomax.

3aboneBaHne 4acto MaHuUecTUpyeT B paHHEM BO3-
pacTe ¥ NpoABAAeTCA 3NUAENTUYECKUMMU NpUCTynamu
(WH(paHTUNBLHBIMKW  CcNasMmamun), BCMeACTBME Yero pas-
BMBAETCA ayTU3M W OrpaHUYeHWe WHTeNNeKTyanbHbIX
BO3MOXHOCTel. VI3MeHeHNA roN0BHOro Mo3ra npu Ty-
6epo3HOM CK/epo3e BKAOYaT KOPKOBble Tybepbl, Cy6-
aneHAMManbHble y3nbl, reTepoTonuu 6enoro BelecTsa
rO/0BHOT0 MO3ra, cybaneHAMManbHble TUTaHTOKNETOY-
Hble acTpouuTombl (CIrA). Pabgommnombl ceppua, gua-
FHOCTMPYEMble B MN1afileHYeCTBE, CNOCOOHbI K CMNOHTAaH-
HON perpeccun. MI3MEHEHUS KOXU, XapaKTepHble ANf
Tyb6epo3HOro ckneposa, npefcTaBneHbl aHrnopunbpoma-
MU NuLa, TUNONUIMEHTHBIMU MATHAMU, PUOEPO3HLIMYU
6nAWKamMmn, OKONOHOTTeBbIMY (hbpoMamMu 1 yyacTkamm
«llarpeHeBoii KoXu». B nmoykax MoryT pasBuBaTbCs [fO-
6pokayecTBeHHble aHrmomuonunombl (AMIl) U KWCTbI,
pefko — MaJUrHU3NPOBaHHbIE aHTMOMWUONUMOMbI W
NOYeYHOKNETOUYHbIA pak. ACCOLMNPOBaHHbLIA C Tybe-
PO3HbIM CK/IEPO30M NUM{aHTNONeNOMNOMATO3 Nerknx
(NAM) xapakTepu3yeTcs arpecCUBHbIM TeYeHUEM WU
BCTPEYaeTCA y XXEHLNH; MOTYT pa3BMBaTbCA KUCTbI J1er-
KUX N MUKPOHOAYNAPHAA /eroyHas runepniasnsa nHes-
MOLMTOB 2-ro Tuna. Mpu Ty6epo3HOM CKepo3e TakXxe
BCTpevalTCA MopaxeHnsa rnas (raMmapTomMbl U acTpouu-
TOMbI CeTyaTKW rnasa, fenurmeHTauns pagyxHoi o6o-
NOYKW rnasa), OPraHoB Xeny[Oo4YHO-KULIEYHOro TpakTa
(MuKporamapTomMaTo3Hble peKTafibHble MOMUMbI, aHTNo-
MUOMIMMOMbI U KUCTbI MEYeHn, afeHOMaTO3Hble MONNUMbI
fBeHafLaTUMepCTHOW N TOHKON KULIKKN), Apyrne nsme-

Ty6epo3Hblii CKepo3

HeHna (pnOpOMbI feCeH, NYHKN amanu 3y60B, KUCTbI KO-
CTell, aHeBPU3Mbl apTepuit).

C NpaKTUYeCcKON TOYKWN 3peHUs AR paHHEero BbIfAB-
NEeHNsA MaTonoruy BaXHO yUnUTbIBaTb KINHUYECKNE [Una-
THOCTUYECKUE MPU3HAKN (MepBUYHbIE U BTOPUYHbIE)
N NpuUBNeKaTb, C y4eToM 0cCobBeHHOCTeli 3a6oneBaHus,
Bpayeil pasNMUHbIX cneynanbHOCTel K 06Cnef0BaHnIo
1 BEAlEHWNI0 TaKMX MayMeHTOoB, a TakXXe UCNOoMb30BaTb B
NONHOM 06bemMe COBPEMEHHble BO3MOXHOCTU WHCTPY-
MeHTaNbHbIX U NabopaTOpPHbIX MeTOA0B UCCAeA0BaHWIA,
BTOM YMCNe MONEKYNAPHO-TEHETUYECKO BepuduKaLmm
3ab0neBaHNA, YTO 3HAYNTEIbHO NOBbILAET KAYeCTBO AM-
arHOCTUKW 1 CO3/jaeT YCMOBUA ANA ONTUMaNbHOIO nia-
HUPOBAHUA NeYeHus.

BmecTe ¢ Tem cnefjyet oTMeTuThb, 4TO B Poccum 1o Ha-
CTOAILLEr0 BPEMEHN OTCYTCTBYIOT paboTbl, re B NONHOM
mMepe 6b11n 6bl OTPaXKeHbl HOBbIE NOAXO/Abl BANArHOCTUKE
N neyeHnmn Tyb6epo3HOro ckneposa. PykosoacTteo «Tybe-
PO3HbIW CKNEpo3», HaNMCcaHHOe NMPMU Y4acTUN KONNEKTMU-
Ba aBTopoB MHWW negunatpum n getckoih xmpyprum M3
CP, HUW Helipoxupypruu um. akag. H.H. bypaeHko PAMH,
®reY UHNW Tybepkynesa PAMH, sBnseTcs CBOEBPEMEH-
HbIM 1 ByfeT, 6e3yCNI0BHO, NONE3HbIM 415 WNPOKOT0 KPYy-
ra cneuvwanucroB, CTanKMBalOLWMWXCA B MNOBCEAHEBHOW
npakTUKe c Npo61emMaMmn HeliporeHeTUKMN, LUAarHOCTUKM
nTepanun Ty6epo3HOro ckneposa.



NCTOPUA N3YHEHNA
TYBEPO3HOI'O CKJ/IEPO3A

M.FO. lopocheeBa

raBa

[MepBoe AOKYMEHTMpPOBaHHOE onucaHue Ty6epo3HOro
cknepo3sa gatupyetca 1835 r. B atom rogy P.F.O. Rayer B
CBOEM aTtnace MOMECTUN M306paxeHWe nuLa MONOAOTo
YenoBeKa C MOpaXeHWeM KOXUW, CBONCTBEHHbIM Tybepo3-
HOMY CKNepo3y. 3TN N3MEHEHUS KOXWN MMenun xapakTep-
HOe pacnofioXeHWe Ha NuLe U BbIN CXO0XMN C aHTNopun-
6pomamu, KOTOPbIE HacTO BCTpeyak TCA Npu Ty6epo3HOM
cknepose (puc. 1.1).

Puc. 1.1. [epBoe W Apyrue ncropuye-
CKMe M306paXkeHNs aHrmomopomMbl

McTopus naydeHnst Ty6epo3HOro cKieposa

25 mapta 1862 r. F. von

Recklinghausen (puc. 1.2)

Ha 3aceflaHun bepnuHcko-

ro akyLwepckoro obuecTsa

coobwmn pesynbTaTbl nNa-

TONOroaHaTOMMWYECKOTO

nccnefoBaHna cepaLa mna-

[leHua, yMepLuiero yepe3 He-

CKO/IbKO MUHYT MOC/e POX-

fieHusa. CornacHo faHHbIM

naTton0roaHaToOMM4eckoro

ucecnefoBaHus, y pebeHka

MMenocb MHOXECTBO ony-

Xonei, KoTopble BbICTY- plk. 1.2. Fvon Recklinghausen
nanu Haj MNOBEPXHOCTbIO

cepaLua, BbINAYMBaNnUCh B NONOCTW cepAaLa, BbIABAAANCH B
CTeHKax Xenyfo4kos. Onyxonb CTEHKN N€BOT0XenyfouKa
6blna pasmepom c ronybuHoe ainuo. F Von Recklinghausen
KnaccugpuumpoBan onyxonu cepala Kak MMOMAaTO3HbIE.
Kpome Toro, OH Hallen N3MeHeHUs B Mo3re pebeHka, KOTo-
pble OnMmMcan Kak pacnpocTpaHeHHbI i CKnepos.

MepBoe fleTaNbHOe ONUCAHNE HEBPONOTUYECKUX CUM-
nTomoB u rpy6oii natonornm LLHCy601bHON Ty6epo3HbIM
cknepo3som cgenan D-M. Bourneville B 1880 r. (puc. 1.3).
Mpn natomopdonornyeckom obcnefoBaHUM NaLMeHT-
KW C TNy6OKOA yMCTBEHHON OTCTAN0CTbIO OH 06GHApYXun
cBoeobpasHble M3MeHeHus
B MO3re, XapakTepu3oBaBs-
wmecs yvactkamu runep-

Tpouii n cknepo3npoBa-
Hus 60po3g. MHOXecTBO
3aTBepAeHUin  npupaBanu
M3BUNNHAM y310BaTblil BUA,
HanoOMWHaBLW WA  KNYBHW
(Ty6epbl).  CBoeobpasHas
Kkny6HeBuaHas topma m3-
BUIWH fJana OCHOBaHue
D-M. Bourneville npeano-
XWTb HOBbIVi TEPMUH AN Ha- Puc. 1.3. D-M. Bourneville
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Puc. 14. TybeposHbiii
CKNepo3 W3BWINH MO3-
ra

3BaHWA ONWCAHHOT0 UM cliyyas — «Ty6epo3HbIil CK1epos
M3BUANH Mo3ra» (puc. 1.4). 3aTem peTpocneKTUBHO 6blna
feTanbHO NpoaHann3npoBaHa KNMHMYeckas KapTuHa 60-
ne3Hn. B nepnofg HOBOPOXXAEHHOCTMN Y JeBOYKN BMepBble
BO3HUK/NN CY[OPOXHbIe MapoKCW3Mbl, Bblpaxasluuecs B
3aBefleHMN rnasHbix 9610K. B nogpocTKOBOM BO3pacTe Ha
ee nuue NosaBMUNach «CAMBHAsA BE3UKynonanynesHas Cbifb
Ha Hocy, WekKax u nby», kotopyto D-M. Bourneville Ha3Ban
«acne rosacee».

B 1881 r. D-M. Bourneville n E. Brissaud onucanu
4-neTHero mManbymKa c aNUNEeNTUYECKUMU NpUcTynamu,
3aflepXXKON peyn, cepfeyHbIMU WYyMaMmn, KOTOPbIA BMNO-
CneAcTBMM NpekpaTun NuTb, ecTb U ymep. Ha aytoncum
6bINN HalifleHbl CKNepo3npoBaHHble TMNepTPOPUPOBaAH-
Hble U3BUAMHbI MO3ra MU MHOXECTBO HebONbWMNX CKNe-
POTUYECKUX ONYXONei, MOKPbIBABLLNX OOKOBbIE CTEHKM
XeNnyAouyKoB Mo3ra. 970 66110 NepBOe ONUCaHWe TOro, YTo
no3Xe Ha3Banu cybaneHAMManbHbIMK y3enkamu. 3Tu as-
TOpbl TakXe HabnwAann maneHbkue Xento-6enblie ony-
XO0MU B MOYKaX M NPeANON0XUAN HAaNNUYne CBA3N MeXAY
nopaxeHunem novek n LLHC npu Ty6epo3HOM CKnepose.

F. Balzer n P. Menetrier (1885 r.) n 3atem JJ. Pringle
(1890 r.) onncann KOXHble U3MEHEHWUA Ha NuLe Npu Ty-
6epo3HOM cK/epo3e M Ha3Banu ux «ongenital adenoma
cebaceum» (BpoxAeHHaa afleHOMa CaNnbHbIX Xenes). ATn
M3MeHeHNs paHee GbINM NMPOUNNIOCTPUPOBAHbI B atnace
P.F.O. Rayer. OgHako B 1962 r. W.R. Nickel n W.B. Reed no-
Kasanu, 4To npu Ty6epo3HOM CKIepo3e Ha MOPaXeHHbIX
yyacTKax nnua cajibHble XXenesbl He yBennyeHbl, a Ha060-
pOT, 4acTO OTCYTCTBYIOT MM aTpoduuHbl. Mocne gonon-

McTopus n3yueHuns Ty6epo3HOro ckieposa

HUTENbHOTO MCCNef0BaHNA, NOKa3aBlIero, 4To TePMUH
«adenoma sebaceum» He BepeH, 3TW W3MeHeHWUS 6binn
nepeMmMeHOBaHbl B «aHTMOMUOEPOMbI InLa».

B nocnepytolwne roabl MHOrue asBTopbl 06palyanu
BHUMaHMe Ha MOMNCUCTEMHOCTb MOpPaXKeHUii npu Tybe-
PO3HOM CK/lep03e W Ha BHYTPU- U MEXCEMENHbIA Knun-
HUYeCcKUih nonnmopgunsm. Tak, G. PerusiniB 1905 r.co06-
WKN 0 4acTON B3aMMOCBA3N NOPaXKEHUN MO3ra, Novek n
cepaLa ¢ «KOXHbIMU afieHOMaMu».

B TeueHne MHOTrUX NeT Tpu npusHaka 6onesHn (anu-
NnenTuYeckne MNPUCTYNbl, YMCTBEHHAs OTCTanocTb W
«adenoma sebaceum»), BbigeneHHbix H. Vogt B 1908 r., uc-
noNb30BanNChb B Ka4ecTBe AMArHOCTUYECKUX KPUTEPUEB
Tybepo3Horo ckneposa (Tpuaga Vogt). H. Vogtykasan, uto
ONyX0/in CepALa N MOYEK TakXe CnyXaT NpoABAeHNAMN
6onesHn.

B 1920 r.J. van der Hoeve npefnoXwun TepMUH «ako-
MaTo3» 719 ONUCAHUS HapYLWeHWI, XapaKTepn3yowmnxcs
Haanynem OrpaHMYeHHOro NOBPEXAEHUA UK NATEH Ha
Koxe (phakomas), KOTOpoe MOXeT yBeNnMunThLCs n cop-
MUPOBaTb 0NyX0nb. Ty6epo3Hblii cknepos, Helipoubpo-
mMaTto3 1 60ne3Hb hoH Xunnena-SinHaay 66111 OTHECEHbI
K thakomaTo3am. [lna aTux 6o0nesHeli xapakTepHbl o4a-
roBoe pacnonoXxeHue N3MeHeHUN KOXMW, KOTOpble MOTYT
npeacTaBnaTb C060/ fO6pPOKAUYECTBEHHbIE OMYX0NU, MO
BCEMY Teny.

B 1932 r. M. Critchley n CJ.C. Earl yka3anu Ha BaXHY0
POfib TMNOMUIMEHTHBIX MATEH Ha KOXe 60MbHbIX B Ana-
FTHOCTUKe TY6epo3HOro cknepo3sa. ATH Xe aBTOPbI Habnto-
fann ayTUCTUYeCKOe NOBefeHNe HeKOTOPbIX 60MbHbIX
Ty6epo3HbiM cknepo3om. Yepes 11 neT . Kanmer onucan
pPaHHW AeTCKUIi ayTU3M, HO TO/IbKO HefaBHO Oblna n3y-
YyeHa CBA3b MeXAY CMeKTPOM ayTUCTUUYECKUX Hapylle-
HWIA N Ty6epo3HbIM CKNEPO3OM.

S.E. Moolten (1942 r.) gna onucaHusa NONCUCTEMHOTO
reHeTMYeCKOro HapyLleHuns, BKAoYatowero B ce6a nopa-
XEeHMe KOXW, CepAaLia, Mo3ra, Noyek, N1erknx, rnas u neve-
HU, BNepBble MPUMEHWU TEPMUH «KOMMNEKC Ty6epo3HOTro
CKneposa».



Ty6epo3Hblit cknepos

Cyuw,ecTBeHHbIn MPOrpecc B MOHWMAaHWU MPUPOLbI
3aboneBaHuns 6bin oTMeuveH B 1967 r., korga J.S. Lagos n
M.R. Gomez coobwmnnm o cBOEM MCCNefOBaHUMN CEMbMU,
B MATU MOKONEHNAX KOTOPON 6bin 71 60NbHOM Ty6epo3s-
HbIM CKnepo3om. B aToii cembe y 38 % 13 69 M3yyeHHbIX
60MbHbIX O6bIN CPeAHUNI YPOBEHb NHTENNEKTA, @ 62 YonMe-
NN YMCTBEHHYIO OTCTanoCTb. Bce 3Tu gaHHble MpuBenu
K HEO6XOAUMOCTU NPUHATUA HOBbIX ANArHOCTUYECKNX
KpuTepues, KoTopble U 6binn ony6nukosaHbl B 1988 T.
[OvarHocTnyeckne KpuTepun 6bIIN MEPECMOTPEHbBI elle
pa3 B 1998 r. 1, no-eugmumomy, 6yayT nepecmarpuBaTbCcs B
fdanbHelweM No Mepe HaKOMIEHWNA HOBbIX KTUHUYECKNX
N FTeHeTNYECKUX fJaHHbIX 0 60N1€e3HM.

HacnefcTBeHHas npupopa Ty6epo3HOro CKnepo-
3a cTana M3BecTHa B Hayane 1900-x rogos 6narogaps
HabntofleHnto 3a CeEMbAMM NaLMeHTOB C Ty6epo3HbIM
CKNepo3oMm, rge 60nbHble BbIABAAANCLE B 2-3 NOKONe-
HUAX. P. Schuster (19U r.) noaTBepXan reHeTUYEeCcKyo
npupoay 3abonesaHns U oTMeyan nonuMopdusm Te-
yeHns 60ne3HUN, yKa3biBas Ha BO3MOXHOe Hanuuyue y
nauueHToB TO/bKO OAHOrO0 [MAarHOCTUYECKOro Mnpu-
3Haka u3 Tpuagbl Vogt (HanpuMmep, Hanuuyume TONbKO
«adenoma sebaceummbe3 annNenTUYECKUX NPUCTYMNOB
W MHTeNNeKTyanbHON HegocTatoyHocTn). B.M. Gunter n
L.S. Penrose (1935 r.), N.C. Nevin u W.G. Pearce (1968 r.)
NPOAEMOHCTPUPOBANM AOMUHAHTHbLIA XapakTep Ha-
cnefosaHnsa Ty6epo3HOro ckneposa. MonekynsapHo-re-
HeTUYeCKNe MccnefoBaHnsA, BbINMONHEHHbIE B NOCNes-
HWe rofbl, NoKasanu reHeTUYECKY TeTepOreHHoCTb
3abonesaHna. BblNo ycTaHOBMEHO, YTO pas3BuTUE Ty-
6epo3HOro ckneposa onpegensetcs [BYMSA TFeHaMWu.
B 1987 r. reH Ty6epo3Horo ckneposa 1-ro tuna (TSC1)
6blN NOKann3oBaH B yyacTke 34 [IMHHOIO Njeya Xpo-
MOCOMbl 9 B 1997 r. 661710 BbISIBNEHO, YTO OH KOAUPYeET
6enok ramapTuH. B 1992 r. reH Ty6epo3HOro ckneposa

2-ro Tuna (TSC2) 6bin nokanusoBaH B yyacTke 13 Ko-
pPOTKOro nneya xpomocomMbl 16. B 1993 r. 661710 nokKasa-
HO, YTO OH KOAMPYeT 6eNoK TybepuH.

VcTopus n3yueHus Ty6epo3HOro ckreposa

B 2002 r. 6bIn onucaH npolecc akTueauum nyTu
curHanoHoin nepepaunm PI3BK/Akt/mTOR, KoTopbIi cny-
XWUT KNKOYeBbIM 3BEHOM NaToreHe3a Ty6epo3HOro ckie-
po3a. leHbl Tyb6epo3Horo ckneposa TSC1l/2 B HopMme
npescTaBNAT COBOA ecTeCTBEHHbIE FTeHbl-Cynpecco-
pbl OMYXO0NEBOr0 pocTa, B pe3ynbTaTe UX NOBPEXAeHUS
NPOMCXOAUT aKTUBaLWUA MYTW CUTHaNbHOW mepegauu
PI3K/Akt/mTOR, 4TO NPpUBOAUT KpOCTY U nponudepa-
LuKn KNeToK.

C2003 r.ycnewHo NnpoBOAATCA KIMHNYECKNE NCMbITA-
HWSA NeKapCTBEHHbIX MpenapaTtoB WHrM6uTopos mMTOR,
KOTOpble MO3BONAT MPOBOAUTL MATOrEHETUYECKYI0 CU-
CTEMHYO Tepanuio Ty6epo3HOro ckneposa. B pesynbtate
3TUX nccnepoBaHnii 29 okta6ps 2010 r. B CLUA BnepBble
3aperucTpuposaH npenapat AQuHUTOp (3BEpOAUMYC)
ONA NeYeHNA TMTaHTOKNEeTOYHbIX aCTPOLUTOM, acCoLUn-
POBAHHbLIX CTY6EPO3HLIM CK/IEPO3OM.

Mo Mepe COBEpPLWEHCTBOBAHWUA MEAULUHCKUX Tex-
Honoruii ¢ cepefuHbl 1970-X rofoB CTas0 BO3MOXHbIM
fnarHocTMpoBaTb MpU3Haku Ty6epo3HOro ckfeposa y
nny 6e3 KNMHNYECKUX NPosBNeHNi 6one3nn. MossneHmne
KoMnbtoTepHoi Tomorpaduu (KT) mosras 1974 r.no3Bo-
NWNO BbIABNATL Cyb63aneHfMManbHble y3nbl, cybaneHan-
Ma/fibHble TUFAHTOKNEeTO4YHble acTpoumToMbl (C3rA) u
Kanbungukatol mosra. C 1982 r.nosBmIacb BO3MOXHOCTb
BU3yann3nmposaTb OMYX0/N CepALa n noyek C MOMOLLbIO
YNbTPa3ByKOBbIX MeTOL0B uccnegosanuna. C 1984 r. npu-
MEHEeHWe MarHWTHO-pe3oHaHCHOW Tomorpadun (MPT)
faeT BO3MOXHOCTb 60/iee TOYHO AnarHocTmposaTb MOp-
(hoN0rMyecKMe WU3MEHEHWS OpraHos nNpu Ty6epo3HOM
cknepo3se. be3 COMHeHUS, NOABNEHNE HOBbIX TEXHONOT NI
Nno3BONUT y3HaBaTb 0 TY6epO3HOM CKiepo3e Bce 60/blue
n bonbLue.

OCHOBHble HanpaBfeHWs fJanbHeAW WX uccneposa-
HWii Bo6nacTn Ty6epo3HOro CKepo3a BKIOYaAKT: Uccie-
[0BaHNA reHoMa v flafbHellw ee N3yyeHne reHoB, CBA3aH-
HbIX C KTMHNYECKOI KapTUHOM 3a60N1eBaHUA; KNeTOUYHbIe
nccnefoBaHna, B TOM YMUC/e UCCNEf0BaHNE MEXAHU3MOB
AeicTBNA panamMmuLuMHa; KNTMHNYeCKne nccnefoBaHuns Ty-



TyGeposHbiii cknepos KPUTEPUU AVATHO3A, \/i_"d(
HAB/IIOJEHUE 3A BOJIbHBIMU,

6epo3HOro ckneposa, B TOM YnCNe ONucaHue NoBejeHuye- ANMNOEMMNONOT A

CKOro heHOTMNA, BbIABNEHME CBA3E MeX 1y NopaXeHMneMm M.IO. lopotheesa

MO3roBbIX CTPYKTYP U KAMHWUYECKON KapTuHON 3a6one- 2
BaHMs, ONpeAeneHne NPeANKTOPOB COXPAHEHMUA BbICOKO- rnasa

ro KauecTBa XU3HU; M3yUeHNe MeXaHU3MOB aNunenTore-
He3a; onpegeneHue Hanbonee aHeKTUBHbLIX CTpaTernit

neyeHus, uccnefoBaHne aphHeKTUBHOCTM panaMuymHa.
Ty6epo3Hbll CKIEPO3 — MOANCUCTEMHOE, TEHETUYECKN

feTepMUHUpPOBaHHOe 3aboneBaHue ¢ BapuabenbHOW
3KCMPECCUBHOCTbIO, MNpPU KOTOPOM [06POKAYECTBEH-
Hble OMyX0Nnn (ramMapToMbl) BbISIBASOTCA B PasiMyHbIX

NuTepatypa

1 Whittemore VH The history of Tuberous Sclerosis Complex.
In: Tuberous sclerosis complex. Genes, Clinical features and

therapeutics. Ed. by DJ. Kwiatkovski, V.H.Whittemore, E.A.Thiele. opraHax, BK/to4as rof0BHOM MO3r, rnasa, Koxy, cepaue,
Wiley-Blackwell. 2010: 3-9. MOYKM N NeyeHb. Pexxe B MpoLecC BOBAEKAKOTCA Nerkue,
2. Gomez MR. History of Tuberous Sclerosis Complex. In: Tuberous 3HAOKPUHHAA CUCTEMA U XENYA0UHO-KULIEYHbI TPAKT.
Sclerosis Copmplex. Ed. by Manuel R. Gomez, Julian R.Sampson, OKO0N0 96 % NALMEHTOB C Ty6EPO3HbIM CKAEPO3OM UMe-

Vicky H. Whittemore. Oxford University Press. 1999: 3-9.
3. Curatolo P. Historical background. In: Tuberous Sclerosis complex: 10T OAMH MM HECKONLKO KOXHbIX NPU3HAKOB Bonesuy,
From Basic Science to Clinical Phenotypes. Mac Keith Press. 2003: y 90 % BbIABNAIOTCA N3MEHEHUSA B FONI0BHOM Mo3re, 84 %
1-10. 60NbHbIX CTPajalT anunencueli, 6onee yem y 60 %BbisB-

naeTca natonorma noyvek,y 50 %—ramapToMbl CeTHATOM
060/104KN W AUCKA 3pUTENbHOTO HepBa. ®eHOTMN nayu-
€HTa 3aBNCUT OT Yucna, NoKanusaumm n pasmepa ramap-
TOM. Bo3pacT nayneHTa TakXKe UrpaeT BaXXHYH pofb, T. K.
pasHble CUMNTOMbI 60/1€3HN NPOABNAOTCA B Pa3/iMyHblIe
BO3pacCTHble nepuofgbl (Tabn. 2.1) [1, 2].

Bonbwoe KONNYECTBO KAMHMUYECKUX MPU3HAKOB Ty-
6epo3HOro ckneposa, BapuabenbHoOCTb (heHoTMna, TOT
(hakT, 4TO MaHudecTayns NPU3HaKoB 3aBUCUT OT BO3-
pacTa nauyueHTa, 3aTPYAHAIOT [MArHOCTUKY 3abonesa-
HUA. MHOrvMe uccnefoBaTenu, Kak B MPOLIIOM, TakK U B
HacTosWeM, NMPOBOAAT MOUCK ONTUMaNbHbIX AWArHO-
CTUYECKMX KpuTepueB Tyb6epo3HOro ckneposa. flonroe
BpEMSA €LUHCTBEHHOW OOLENPUHATON B KNMHUYECKOW
fnarHoctmke Ty6epo3HOro ckaeposa 6blna Tpuaga npu-
3HaKoB, npegnoxeHHas s 1908 r. H. Vogt, cornacHo KoTo-
pOMY NaTOFTHOMOHWYHbIMW CMMNTOMamMun Ty6epo3HOTo
CK/nepo3sa cnyxaT Cyfoporu, yMCTBeHHas 0TCTanocTb U
«@denoma sebaceum». Hannuune gaHHOM Tpuagbl Npu3Ha-
KOB 1e/AICTBMTENbHO flaeT OCHOBaHWe NOCTaBUTb ANarHo3
Ty6epo3Horo ckneposa. OfHako, Kak nokasanu fanbHei-



Ty6epo3Hblii CKnepos

Tabnuua 2.1
Bo3pacT MaHuecTaLum cMMNTOMOB Ty6ep0o3HOro ckneposa [3]

Bo3spact MpusHak/cumnToM
C 20-11 Hepenu B Pa6gomuoma cepgua
6epeMeHHOCTN

[0 pOXAeHNs!

MepuHaTanbHbINA Cy6aneHAnManbHbIe y3/1bl/onyxonu
nepuog mo3ra

MHOXECTBEHHbIE KACTbI MOYEK
Cungpom WPW

®unbpo3HbLIe BALLIKM Ha N6y
3nunenTuyeckne NpUCTyNbI in utero

Mepviog, ®oKasbHble aNnnenTuyeckne
HOBOPOXAeHHoe ™ NpUCTYNbl ¢/6e3 BTOPUYHOW
reHepanusaumm

Jo lroga B /IH(haHTU/IbHblEe CNa3Mbl/CUHLPOM
Becta
B [YNOMUIrMeHTHbIE NATHA Ha KOXe
B 33/iepXKKa NCUXOMOTOPHOIO Pa3BUTUA
B [aMapTOMbl CETYATON 060/104KM FNa3

[o 5net B CuHpapom JSleHHokca— acTo
B AyTV3Mm, HapyLLeHWs 0byyeHns
B AHrnom6pombl mua

6-12 net B YMCTBEHHas OTCTa/IOCTb, TAXKEN0E
TeyeHwue anuaencun
B Cy63aneHaVMaJibHble Y3/bl,
rMraHToOK/MEeTOYHasa acTpoLmMToMa

B3pocnble B HopMma/bHOe YMCTBEHHOE pa3BuTue,

ecnu He 6b110 anunencumn

B AHTMOMMONUMNOMbI MOYeEK
(ocnoXxHeHns —rematypus n
KPOBOTEYeHUA)

B JluMaHrnonerioMmomaTos nerkux,
NMHEBMOTOpPAKC, AbIXaTeflbHas
Hefl0CTaTouHOCTb

B OKONoHorTesble U6POMbI

KpuTepuwn guarHosa, HabnogeHune 3a 60MbHbIMK, 3NUMAEMUONOTUS

Wwue HabNO4eHNA, HEKOTOPbIE U3 MPU3HAKOB Tpuaabl No-
ABNANOTCA NUWb B CTaAUUN PasBEPHYTbIX KANHUYECKUX
nposBneHWin 6one3Hun. Tak, Nno fgaHHbIM M.R. Gomez [3],
aHrmombpombl nuuya BcTpevyarTca y 56 % 60MbHBIX,
anunentuyeckue npuctynsl —y 90 %, ymcTBeHHasa OT-
cTanocto —my 48 %, Bce TpU NpusHaka —y 29 %K HU OA-
HOro npu3Haka —y 6 % 060/bHbIX.

OueBnAHOW cTana Heob6X0AMMOCTb MNepecmoTpa
AMarHOCTUYECKNX KpuTepuesB Ty6epo3HOro ckeposa,
noucka KpuTepnes, XxapaKTepHbIX ANA pasHbiX cTagui
60N1€e3HN. OTO CTano BO3MOXHbIM B CBA3M C paclivpeHmn-
eM cneKTpa Helipopagnonormnyecknx n Hempodusnono-
TMYEeCKNX METOA0B nccnefoBaHund. MoCcKoNbKY Mo mepe
pa3BuTus 60ne3Hn HabnwfaeTca JUHAMUYECKOE U3Me-
HEeHMEe KNMHUYECKON CUMNTOMaTUKU, MHOTUE NCCNefo-
BaTenn He 6e3 OCHOBAHMA CUUTAIOT LenecoobpasHbiM
BblAeNATb Kak o6nuratHble npusHaku 3abonesBaHus,
no3BoNAOLWME AOCTOBEPHO OTHOCUTb TOT WMAU WHOI
cnyyan K Ty6epOo3HOMY CKAepo3y, Tak U «TPEBOXHbIE»
CUMMNTOMbBI, 4acTo BCTpevatwolwmecs npu Ty6epo3HOM
cKnepose.

M.R. Gomez B 1988 r. npeAnoXun paccmarpmsaTb B
KayecTBe 06NMNTaTHbIX 4N Ty6epo3HOro ckieposa 7 gna-
FTHOCTUYECKUX MPU3HAKOB:

m cy6aneHAMMANbHbIE FTNNaNbHbIE Y3/bl;
KOpPTUKanbHble Ty6epbl;

aHrmomobpombl Nnua;

OKOJIOHOTTEBbIE PUOPOMBI;

(hn6po3Hble 6AAWKN N6a MK CKanbna;
MHOXecTBeHHble AMJI noyek;

ramapToma cetTyaTku.

CornacHo M.R. Gomez, Hann4ymne 04HOI0 U3 3TUX MNPU-
3HAKOB [laeT OCHOBaHMWe CTaBWUTb AMArHO3 Ty6epo3HOro
CKneposa.

BwmecTe ¢ Tem cyuiecTByeT 60nblias rpynna CUMNTo-
MOB, KOTOpas BCTpeuyaeTcs nNpu Ty6epo3HOM CKepose
[,0BO/IbHO YacTo. Mo MHeHnto M.R. Gomez, Hannuune aByx
M3 CrefyloWmnX «TPeBOXHbIX» NPU3HAKOB faeT 0CHOBa-
Hue npeanonaratb Ty6epo3Hblil CKNepos:



Ty6epo3Hblil cKepos KpuTepuu gnarHosa, HabntogeHue 3a 601bHbIMY, aNUAEMUONOT NS

u VIH(*JaHTVII'IbeIe cnasmMmbl, MUOKNOHUWYECKKNE, TOHNYE-

CKMe NN aTOHNYECKUE CYyJOPOXHbIE NPUCTYMbI;
m TUMOMNUIMEHTHbIE MATHA;

YYaCTKMN «WarpeHeBon KOXu»;

nepunanunnsapHas ramaptoMa ceT4yaToi 060/104KH,
He oTIMYnUMasn oT Apys3bl;

(hnMbpoMbI fieceH;

nopaxeHue amanu 3y60s;

MHO>XECTBEHHbIE OMYXO0/IN U KNCTbI MOYeK;
pabgomuoma cepaua;

JTAM, «COTOBbIE» NIETKUE;

TpexrpaHHble KOPKOBble/CyOKOPKOBbIe KanbLnpuka-
Tbl, MHOXECTBEHHble CYOKOPTUKaNbHbIE TUNOMUENN-
HOBbIE y4acTKW;

B Hanuuue 6AMXKaLLero poACTBEHHMKa, CTpajatoLyero

Ty6epo3HbIM CKEPO30M.

Kputepun, npegnoxeHHole M.R. Gomez fns gnarHo-
CTUKN Ty6epo3HOro CKNeposa, HaWau WUpoKoe nNpumMe-
HeHWe B KNMHWYECKOA mpakTukKe u, 6e3ycnoBHO, CTanm
BaXXHbIM 3TanoM B06bEKTUBM3ALUN KNUHNYECKOTO fna-
rHosa. OfiHaKo aHanu3 NpeAcTaBfieHHOTO NepeyYHa npu-
3HaKOB MOKa3blBaeT, 4YTO, HECMOTPA Ha ONpejeneHHbIe
BOCTOMHCTBA 3TOW CUCTEMbI OLLEHKMU, UMEKOT MECTO 1 He-
KoTopble HegocTaTKM. Kak n Tpuaga H. Vogt, faHHas cu-
cTemMa OLeHKU OPMEeHTUPOBaHa Ha CTaAMI0 Pa3BepHYThbIX
KNNHUYECKUX NPOABNEHNI 60N1e3HU.

J.P.Osborne BTOM e 1988 1. [4] npeanoXXnn HECKObKO
Apyrue anarHoctmyeckue Kputepum Ty6epo3HOro ckne-
po3sa (tabn. 2.2).

Hu ognWH ¥“3 Npu3HaKoB, NMPefCTaBNEHHbIX B efAWUH-
CTBEHHOM YUC/IE, HE MOXET CNYXMWUTb MAaTOTHOMOHUYHBIM
4ns Ty6epo3HOro ckneposa, HO, TEM He MeHee, HEKOTO-
pble MPW3HaKW MO3BONAIOT MPEeANONIOXKNTbL HaNNYmne 3a-
6onesaHna 6onee onpegeneHHo, Yyem apyrue (tabn. 2.3).
Tak, HaNnpuMmep, Hann4une aHrnombpom nuuyay nalmeH-
Ta 60/blie CBUAETENBCTBYET B MONIb3Y HANU4YMNA Ty6epos-
HOTO CK/lepo3a, YeM FMMONUIMeHTHbIE NATHA Ha KOXe No
TNy «KoHeTTM». B cBA3M € 3TMM Ha 3acegaHumn Corna-
CUTENbHON KOMUCCMY NO TY6EpO3HOMY CKNepo3y B Uione

Tabnuua 2.2
AvarHocTuyeckne KpUTepumn Ty6eposHoro ckneposa [4]
TOYHbIV gnarHos MpeanonoXnTenbHbI
(NnepBUYHbIE MPU3HAKN — AnarHos (BTopuYHble

TpebyeTcs TONLKO OA4UH) NPU3HaKn —TpebyeTcs asa) 1

u KﬂaCCMHeCKMﬁyHaCTOK B [MNonUrMeHTHble NATHA

«LLIArPeHEeBOI KOXM» m dubpombl geceH
m  OKOJIOHOrTeBble B J1ByCTOPOHHWME
hmbpombl MHO>ECTBEHHbIE KUCTbI
®  MHOXeCTBEHHbIe nouek
ramMapToMbl ceTyaTow B Pa6gomuombl cepaua
060/104KM rasa m KopKoBble Ty6epbl
m  AHrnotunbpombl nmua (ructonorunyeckoe
m  Cy63neHaMmanbHble noATBePXAeHME)
rNnanbHble y3nbl B «CoToBble» Nerkme
(Ha KOMMbloTepHO Ha peHTreHorpamMmme
TOMOrpammMe Mo3ra) B /IHDaHTU/IbHbIE CNa3Mbl
m  MHOXeCTBEHHbIE B MUOK/IOHUYECKNE,
aHrMOMUONMMOMbI MOYEK TOHWUYECKWE Nn
aTOHMYeCKUNe CyA0POXHble
NpUCTYNbl

®  POofCTBEHHUK NepBoii
CTeneHu poAcTBa
€ Ty6epo3HbIM CK/1Ep030M

B Pubpo3Hble 6NALLKM Ha NbYy

®m  [iraHTOKNeToYHas
acTpoumToma

1998 r. B AHHanonuce (CLUA) 66110 npegnoXxeHo pasje-
NeHne NpU3HaKoB Ty6epO3HOro ckaepo3a Ha NepBUYHbIe
(nnmn 6onblKe) n BTOPMYUHbIE (MK Manble). Takxe Corna-
CUTENbHON KOMWCCUEN 6bINO PELeHO UCKAYNTb 3Nn-
Nencuto, yMCTBEHHYIO OTCTaNOCTb U ayTU3M U3 fUarHo-
CTUYECKNX KpuTepues Ty6epoO3HOro Ckneposa, T. K. 3Tu
COCTOSIHMA MMEIT pasHble 3TMONOTrnYeckne HakTopsl 1
yacTo BCTpeyaloTcs B 06LLeil nonynauun. JuarHoctuye-
CKMe KpUTepuun, NpuHATbIe Ha 3acedaHun Cornacuteb-
HO KOMWCCWM, MPUMEHAIOTCA 10 HACTOALLETO BPEMEHHN.



Tabnnuya 2.3

YactoTa BCTPEYaeMOCTM NMPU3HAKOB, XapaKTePHbIX 47151 TY6ePO3HOr0 CKAepo3a, y 60/bHbIX TY6EPO3HbIM CK/IEPO30M

1 B obweli nonynauyuun [5]

MpusHak

FMNONMUIrMeHTHble NATHA

AHrnognépoma nnua

Y4acTKM «LuarpeHeBoii Koxu»
OKONOHOrTeBble (HMBPOMBI

Pa6baoM1oMbl cepaLa

AHTMOMUONNMOMbI NOYEK

KncTbl noyek

MpusHak

KopkoBas gucnnasns/Ty6epbl

Cy63neHguManbHble Y3/bl

MraHTOKNeTOYHble
acTpoLUTOMbI

MurpaLnoHHble TPakTbl B 6enom
BeLLeCTBe ro/IOBHOro Mo3ra

NumdaHrnoneiommomaros
Nerknx

"amapTOMbl CETHATON 060/104KMN
rnas

[JedekTbl amMany 3y608
(ToueuHble yrnybneHus)

®n6pombl B NONOCTH pTa

Ty6ep0o3HbIi cknepos

BcTpevatoTtes y 95 %60bHbIX, YacTO
MHOXECTBEHHbIE (> 3)

BcTpeuaetcsy 15% 60MbHbIX, HO Y AeTel
MeHee YacTo

BcTpevatoTes y 48 %60/bHbIX

BeTpeyatotes y 15% 60/1bHBIX, HO peAKo
[10 B3pOCNOro Bospacta

OfIMHOUHbIE NN MHOXECTBEHHbIE
BCTpevaoTcay 47-65 %60MbHbIX, HO
60n1ee yacTo 4o 2 nieT. o 51 %nuy ¢
pabgommomamu 60net0T Ty6epo3HbIM
CK/IepO30M

K 10 rogam MHOXKEeCTBEHHbIE
aHrMoMMONMOMbI BCTPeYatoTea
y 80 %60/1bHbIX

MonvkncTosHasa 601e3Hb BCTpeyaeTcs
y 3-5 %60/bHbIX. HebonbLoe
KO/IMYECTBO KUCT BCTPeYaeTcs y
15-20%

Ty6epo3HbIii cknepos

Y 90-95 %60/bHbIX 06bIYHO
MHOXECTBEHHbIE

Y 83-93 %60/bHbIX
[o 15 %60/bHbIX

YacTo, APKO BbIpaXKEeHHbIE
(80 40 %60bHbIX)

[10 40 %B3pOC/bIX KeHLLUH
C Ty6epOo3HbIM CK/IEPO30M
(4acTo 6eCCUMNTOMHBII)

BcTpevatoTes fi0 87 %60/bHbIX
BcTpeuatotca y 90-100 %pgeTeit

1 B3pPOC/bIX
BbisBnsaotca y 69% 601bHbIX

Cnopagnydekune cnydan

Cpeau HaceneHus BCTpeyaroTcs y 5%
(<3)

BcTpeyaetca y 60/1bHbIX
3HAOKPUHHOI Heonnasnen, peako
cropaguueckue cnyyau

Penko

Peako unu nocne tTpasmbl
(0AMHOYHBIE)

Y 14-49 %nauneHToB C
pabaomMuoMamu HeT Apyrux
NpU3HaKoB Ty6epo3Horo
cKkneposa

Cnopa,qmtlecme cny4yan O4HNHOYHbIX
aHrmomuonnnom

BcTpeyaeTcs LOMUHAHTHbINA
1 PeL,ecCcUBHbIl BapuaHT
MONMKUCTO3HOI 60N1e3HN
noyeK. EANHNYHbIE KACTbI 4acTo
BCTpevaroTCs

Cnopaguyekune cny4vau

Cropagmnyeckue y4acTKn KOPKOBOW
aucnnasum (06bIYHO eAVHUYHBIE)
BCTpeyatoTCA Npv anunencun
(He BCnefcTBME Ty6EPO3HOTO
CKJ/1epo3a)

PefKo, kanbunduLnpoBaHHbie

Peako

YacTo, HO efiBa pasimummble

OKO/10 NOMOBUHbI XXEHLLMH C
NUMaHrnoneiioMmomaTo3om
NErKKX He CTPafatoT Ty6epo3HbIM
CK/epo3om

CnyuyaiiHble cnopaguyeckue cnydan

BcTpevatoTea y 7 %B3pocsbixX

Cnopaguueckue cnyyam (Yalle
eVHNYHbIE)

0AL

godawnd  YiIgHeodd
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Tyb6epo3Hblii cKnepos

[unarHocTtnyeckme Kputepumn Ty6epo3HOro
cKsepo3sa, 1998 r. [5]

MepsuyHble (60NMblINE) NPU3HAKN:

m aHrnopubpombl nuua nan GubposHbie 6NAWKNA Ha
ney;

HeTpaBMaTn4yeckne OKONOHOrTeBble (hMBPOMBbI;
rMMNONUIMEHTHbIE NATHA (60NbLUe TPpex);

Yy4acTOK «LIarpeHeBOoM KOXu»;

MHOX€ECTBEHHbIE raMapTOMbl CETYATKMN;

KOPKOBbI Ty6ep;

cybaneHgnMManbHble y3bl;

rMraHToK/1eTOYHas acTpounTOMa,;

pabZoMuombl cepALia, MHOXECTBEHHbIe NN OANHOY-
Hble;

NMMQaHrnonenomMmomMaTos nerkux;

B MHOXeCcTBeHHble AMJI nouek.

BTopuyHble (Manbie) Npu3HaKku:

B MHOrOYUC/EeHHble yrnybaeHuns B amanu 3y60s;

®m ramMapTomaTo3Hble peKTanbHble nonunbl (Tpebyetcs
rMCTONOTNYEeCKOe NOATBEPXKAEHNE);

B KOCTHble KUCTbl (4OCTAaTOYHO PEHTIEHON0MMYECKOTO

NMOATBEPXAEHMNSA);

MUTPaLMOHHbIE TPAKThI;

(hn6pOMbI AECeH;

ramMapToMbl BHYTPEHHUX OPraHos;

axpomMaTMyeCKMnii y4acTOK CeT4aTon 060104KN rnasa;

NATHA «KOH(ETTU» Ha KOXE;

MHOXECTBEHHbIE KUCTbI Noyek (TpebyeTca rmcrono-

rMyeckoe NoaTBepXaeHMe).

HecoMHeHHbI gnarHo3 Ty6epo3Horo ckneposa ycra-

HaB/MBAETCA Ha OCHOBAHUM HanU4mMsa 2 MepBUYHbLIX

NPU3HaKoB UNN 1 MepBUYHOIO U 2 BTOPUYHbBIX NMPU3HA-

KOB, BO3MOXHbIA [MarHO3 — Ha OCHOBAHUM HanMuus

1 nepBMYHOro U 1 BTOPUYHOIO MPU3HAKOB, NMPeAnoso-

XWUTENbHbIA [MAarHO3 — Ha OCHOBaHWW Hanuuua uau

1 nepBMYHOrO NpusHaka, unu 2 (1 60nbLle) BTOPUYHBIX

NpPW3HaKoB.

KpuTepun gmarHosa, Ha6nofeHmne 3a 60MbHbIMU, 3NUAEMUONOTUS

Mpu BbISBNEHUMN Yy NaLMeHTa Ty6epo3HOro ckneposa
peKoMeHAyeTCA NPOBOAUTL ONpefesieHHble AnarHoctmye-
CKWe npouefypbl 418 MOMHOTO NpeAcTaBieHns 0 CTENeHN
BblpaXeHHOCTKN 3aboneBaHns. B 0643aTenbHbIl NepeyeHb
Takux npoueayp nNpv BbiABNEHWM MPU3HAKOB Tyb6epos-
HOro CKneposa BKAOYEHO MPT-uccnegosaHue ronoBHO-
ro mosra. dnekTpoaHuedanorpadpusa (33N ob6s3aTenbHO
NpoBOAUTCA MPU HaNUyYUKU 3NUNENTUYECKUX cygopor
y naymeHTa MauM nNpu BbIABNEHWW pabfoOMUOMbI CepAaLa
npeHatanbHO, N Y HOBOPOXKAEHHbLIX C LieNblo He Mpo-
nycTUTb NOSBNEHWE 3INUNENTUYECKON aKTUBHOCTU. Y3U
OpraHoB 6GPIOLWHOK NONOCTU W MOYEK MPOBOAUTCA BCEM
nauymMeHTam C BMepBble ANArHOCTUPOBAHHbIM Tyb6epos-
HbIM CK/Iepo30oM. HapylueHusa puTma cepgua mMoryT npu-
CYyTCTBOBAaTb NPU POXAEHUN WU MOABNATLHCSA B TeYEHUE
XW3HU 1N3-3a Hanuuna pabgomMmuom cepgua. K- n IxoKr-
nccnefoBaHns 06a3aTebHO MPOBOAATCA NPU MEPBUYHOM
obcnepgoBaHumn. MoONHbBIA OCMOTP KOXHbIX MOKPOBOB He-
06X04MM NPU NEPBUYHOM 06CNef0BaHUMN N1 BbISBIEHUA
KOXHbIX MPU3HAKOB 3a60neBaHNA U fanbHeilero fuHa-
MUYecKoro HabnwpaeHus 3a HUMWU. lMocne nofTeepxae-
HUA guarHo3a Ty6epo3HOro ck/iepo3a BeTCKOM BO3pacTe
0643aTeneH NOCTOAHHbI KOHTPO/b 3a HEPONCUXONOTN-
YeCKUM W YMCTBEHHbIM pa3BuTuemMm pebeHka. MeHeTuye-
CKOe TeCTUpOBaHMe N03BONAET ONPefeINTb KOHKPETHYIO
MyTaLuio, KoTopas npueena K passuTuio 60/1e3HU, 4TO
noMOraeT onpefennTb NPOrHO3 Te4eHN 60Ne3HN N PUCK
pa3BUTNA BO3MOXHbIX OCNOXHEHUA Ty6epo3HOro ckie-
posa. AHK-uccnegoBaHne noaTBepXaaeT gMarHos Tybe-
pPO3HOTO0 CKflepo3a y nauueHTa v NO3BONSET ONPeaennTb
cnopagnyecknin MM HacneLCTBEHHbI XapakTep 3abone-
BaHWA. pu cnopagnmyeckom Ty6epo3HOM CK/iepo3e pUckK
NOBTOPHOr0 POXAeHUs 60nbHOro pebeHka cocTaBnseT
2%, npun HacneAgcTBeHHOM — 50 %. B cnyyasax NoOBTOPHbIX
6epeMeHHOCTE Y XKeHLNH B CEMbSAX, rae 60neH pebeHOK
AN OAWH N3 POAUTENEN, PEKOMEHAYeTCA NPOBOAUTL Npe-
HaTanbHbI AHK-aHanms.

MaymneHTbl ¢ TY6EPO3HbIM CKIEPO30M JOMKHbBI Hax0-
AVNTbCS NOA NOCTOAHHBIM AUCMAHCEPHBIM HAGNIO AeHNEM.



Ty6epo3Hblil CKepos

AMIJI noyek, rMraHTOKNETOYHbIe acTPOLUTOMbI, OCNOX-
HEHWA CO CTOPOHbBI JIETKUX U CepALa MOryT NPpUBOAUTL K
TAXENbIM MOCNEACTBUAM W T6enn 60/bHbIX.

CornacHo M.R. Gomez [3], B pa3iM4yHbIX BO3PACTHbIX
rpynnax K cMept 60MbHbIX NPUBOAAT pa3finyHble OC-
NOXHeHUA 60/1e3HN: B paHHEM [IleTCKOM BO3pacTe 1 B ne-
puoje HOBOPOX/AeHHOe™ — OCNOXHEHUA CO CTOPOHbI
cepAeyHo-cocyamncToi cuctembl (pabgommombl cepaua,
Hapyllawline KpoBOTOK, paspblB aHEBPWU3Mbl TPYLHON
aopThbl); B Bo3pacTe 10 neT u cTapwe — OCA0XHEHUS CO
CTOPOHBbI NOYeK (MoYeyHas HeJOCTATOYHOCTb, KPOBOTe-
yeHusa ns AM/, kapynmHoma noyku) n LHC (ruraHtokne-
TOYHaa acTpouuTOMa, MOBbIWEHNE BHYTPUYEPENHOTO
[aBNeHNA, OCNOXHEHNA HEPOXUPYPTrUYECKOTo BMeLla-
TenbCTBa, ANMNENTUYECKNIA cTaTyc); B Bo3pacTe 40 net u
cTapluie —OC/MOXHEHUSA CO CTOPOHbI nerkux (JTJAM, bl xa-
TeNbHaf HeJ0CTaTOYHOCTb, PELMANBUPYIOLWLNIA MHEBMO-
TOopakc, 6POHXONHEBMOHMS Y 6ONbHBIX C BblpaXeHHO
CTeMneHbl YMCTBEHHON OTCTANOCTK).

P. Curatolo [1] pekomeHayeT npoBoAauTs MPT ronos-
HOro M03ra BCeM nayueHTam B BO3pacTe A0 2/1€T 1 janee
eXerogHo npu Hanuumm cy6aneHAMManbHOro y3na uam
TMraHTOKNETOYHOI acTpOLMUTOMbI y OTBEpCTUS MOHpO.
Mpu oTCYyTCTBMWU HeWpopagMmonornyeckmx MNpPU3HaAKOB
pUCKa pasBUTUS TMTaHTOKNETOYHOW acTpounTomMbl MPT
ro/lIOBHOr0 MO3ra PeKoMeHfyeTCs NPOBOAUTHL Kaxfible
2-3 ropa fo 20 net, T.K. B 60fiee cTapLliem Bo3pacTe noss-
fleHNe TUTaHTOK/METOUYHbIX acTPOLUTOM MasoBEepPOATHO.
Y3/ noyek peKOMeHAYeTCA NPOBOAUTL Kaxable 1-3 roga.
MPT n KT no4yek npoBOAATCA NPU pa3BUTUM OCNIOXKHE-
HWIA CO CTOPOHbLI NoYeK (KpOBOTEYEHMe, NOAO3PEHMNE Ha
Manuruusauuo onyxoneit). Mocne 4 net 3xoKl npoBo-
AWNTCA TONBKO NO KNIMHNYECKUM NOKa3aHUaM, T. K. pabfo-
MWUOMBI CEpALLa UMEIOT TEHEHLUIO K perpeccy B Te4eHue
nepsbiX 3-4 net xu3Hu. KT nerkux nposogmTca B3pocC-
NIbIM XXEHLW MHAM NP HapyLWweHU QYHKLUMN NErKnX.

YacToTaTybepo3HOro ckfeposa, cornacHoJ.P.Osborne
n coaBT. [6], cocTaBnseT 1:30 OO0 HaceneHms. A. Hunt u
R.H. Lindenbaum [7] npoBenn nonynfunoHHOe uccne-

KpuTtepun guarHosa, HabneHve 3a 601bHBbIMU, 3NVAEMUONOTNA

posaHue B Okchopae u ero okpectHocTax (Benmko6pu-
TaHUsA) M NPULWAN K BbIBOAY, YTO yacToTa Ty6epo3HOro
CKneposa BapuabenbHa U 3aBUCUT OT BO3pacTa 60/bHbIX.
ABTOpbI NOKa3anu, YyTo BBO3PACcTHOW KaTeropuu o 65 net
yacToTa Ty6epo3HOro ckaeposa coctasnser 1:29 OOOHa-
ceneHus, B Bo3pacTHoi rpynne go 30 netr — 1:20 000
HaceneHus n B BO3pacTHOM rpynne go 5 net — 1:15 000
HaceneHusa. YactoTa Ty6epo3HOro ck/iepo3a Npu poxae-
Hun coctanset 1:10 000 HOBOPOXKAEHHBLIX. DTN faHHble
Hawnn nofTeepxaeHne B pa6oTtax J.R. Sampson u coasT.
[8],J.P. Osborne n coaBT. [6] n F.J.K. O'Callaghan n coasT [9].
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MOJNEKYNMAPHAA TEHETUKA
O.A. MepeseseHues, B.C. CyxopyKoB

3
rnaBa

[TeHeTNnYeCcKne N3MeHeHnsa

Ty6epo3HbIl CKNEPO3 — reHeTUYeCKN reTeporeHHoe
3aboneBaHune. [0CTaTOMHO MPOLO/KUTENbHbBIA Mepuog
fuarHocTuka Ty6epo3HOro ckfiepo3a OCHOBbIBanach uUc-
KN YNTENbHO HA KIMHUYECKUX KPUTEPUAX, TaK Ha3blBa-
eMbIX 60bWMNX M ManblX Npu3Hakax [1,2,3]. 3To cBA3aHO
C TeM, YTO M3Yy4YeHWe MONEKYNAPHOW FeHeTUKN JaHHOI
naTton0rMn HayaTo CpaBHUTENbHO HeAaBHO [4, 5], a Tak-
Xe C Ype3BblYaiiHO BbICOKUM MYTALMOHHbLIM MOAUMOP-
hn3MOM reHoB Ty6epo3HOro ckneposa. Hambonbuwmx
[OCTUXEHUI B uccnefoBaHnax 6Monormm Ty6epo3Horo
CcKNepo3a yaanocb 4o6umtbca B 1993-1997 rr., korga 6binu
KNOHMpoBaHbl reHbl TSC1 n TSC2. 'eH TSC2 KNOHUpO-
BaH B 1993 r; oH nmeeT 41 3k30H u 55 kb TpaHckpunTt
PHK n nokanusyetca Ha 16pl13-3- eH TSCl knoHupoBaH
nosxe —B 1997 r., OH MMeeT 23 3K30Ha: 21 KoAUpYO LW KA
39K30H U 2 3K30Ha, NpegcTaBnastowme coboin 8,6 kb TpaHc-
kpunTt PHK, cogepxawnin mansiidi 5’ n 6onbwoin (4 kb)
3-Heperynupyemble y4acTKu, n nokanusyertcs Ha 9934 [6].

leH TSCl kogupyeT 6enok ramapTvH pasmepom
1164 amuHokucnoTbl 130 kDa, KOTOpbI/i B KOMMEKCe C
Ty6epnHom perynupyeT mTOR-S6K-nyrb curHanbHoi
TPaHCAYKLWWN M KNEeTOYHYI0 afre3nto yepes B3aumopen-
cTBMe c33puHOM 1 Rho. MyTauun BreHe TSCL npu cemeli-
HOM BapuaHTe Ty6epO3HOro CKfiepo3a onpefenstTca y
1530 % nayuneHTOB, cCnopaguyeckne myTauuu cocTas-
naoT o1 10 go 15 % eH TSC2 kogupyet 6enoK Ty6epuH
pasmepom 1807 amumHokmncnoT 180 kDa, KOMnnekc ramap-
TUH-Ty6epuH perynupyet mTOR-S6K-nyTh curHanbHoi
TpaHcayKuuu u GAP-aKTUBHOCTb, a TAKXXe UrpaeT posb B
KIeTOYHOM LUKNe (NPesnonoXnTeNbHO, BAMAeT Ha pop-
MUpOBaHMe aKTUHOBOTO UuTockeneta) [5].A4nsa reHa TSC2

MonekynsapHas reHeTuka

onucaHo 6onee 100 repMuUHanbHbIX MyTaLunii, cnopagu-
yeckue myTaumnm TSC2 coctanaT 75-80 %

CTOYKM 3peHNSA MONEKYNSAPHOW reHeTUKKN reHbl TSCL
N TSC2 foCTAaTO4HO NPOTAXeHHble. [eH TSC1 nmeet Anum-
Hy TpaHcnupyemoii yactn 3,4 kb n coctouT u3 23 3k3o-
HOB (2-11 9K30H NOABEPXKEH aNbTEePHATUBHOMY CNAaWCUH-
ry), TSC2 xe nmeeT gnuHy 45 kb (TpaHcnupyemas yacTb
5,4 kb) n cocTonT 13 41 3k30Ha, npuuem 25, 26 n 31-ii 3K-
30Hbl MNOABEPXEHbl TaKXe anbTepHAaTUBHOMY CNAaiCUH-
ry [7, 8]. CpefHee cOOTHOWeEHWE MyTalmnii B reHe TSC2 u
B reHe TSC1 cocTtaBnset 3,4:1, T. e. MyTauuu B reHe Tybe-
pWHa BCTpevalTCA MPMMEPHO B 3 pasa yaule, Yem B reHe
ramapTuHa [7], npuyemM, KaK yxe 6bl10 OTMEYEHO BblLLUeE,
B nofasnatolem 60nbWNHCTBE ClyYaeB MyTaLumum cnopa-
anyeckne. Kpome myTtauunini B reHax Ty6epo3HOro ckne-
po3a onucaHbl 4acTo BCTpeyvalLlWwmnecs NnoaMMophusmbl,
npuyeM NPoMuabL 3TUX MONMMOPHN3MOB, KaK NoKa3sblBa-
10T nocnefHne nccnefoBaHus, KOppenmpyeT ¢ XxapakTe-
pPOM BO3HMKAOWMNX NPU TY6EepO3HOM CKAepo3e MyTaLuii
(ceMeiiHbIil HacnegyeMblil U CNOHTAHHbIW B rameTore-
He3e), YTO NO3BONAET UCNONB30BATL 3TOT PaKT 414 MOe-
KYNAPHO-TeHeTUYeCKOW AnarHocTuku. PacnpegeneHue
no TMNy MyTauuit B reHax Ty6epo3HOro ckaeposa npeg-
cTaBneHo BTabn. 3.1.

M3 Tabn. 3-1 BUAHO, 4TO B reHe TSC2 Hambonee 4acto
BCTPeYalTCA TOUEUYHble MUCCCEHC- Y HOHCEHC-MYyTaLunu,
KOTOpble BO3HWKAIOT y OAHOT0 M3 poauTeneil npobaH-
fa de novo B rameToreHese MaM B BMAE COMaTM4YECKON
MyTaumu y camoro npobaHpa, B reHe xe TSC2 Hanbonee
4acTo BCTPeYalTCA MPOTAXKEHHble [eNeumnn, KoTopblie
OTBETCTBEHHbI 3a 60NbWMWHCTBO CEMEHbIX CNy4yaeB 3a-
6onesaHns [8]. MoaTomy o6HapyXeHue y npobaHpa c
KNWHUYECKN AOKa3aHHbIM cny4yaeM Ty6epo3HOro ckne-
posa geneuunun B redHe TSCL cny>XuT nokasaHuem AN UC-
cnefjoBaHnsA ero poACTBEHHWKOB, T. K. B 3TOM Ccllyyae
Hambonee BepoATeH CeMeliHblii xapakTep 3aboneBaHus,
BK/OYAA ciyyamn, Korga npu Hanuymu myTaLum aKkcnpec-
CMBHOCTb ee HaCTO/IbKO HN3Ka, YTO MOXeT TpaKToBaThCA
KaK HyneBas nmeHeTpaHTHOCTb [8, 9]. PacnpefeneHue my-
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Tabnunuya 3.1
PacnpepeneHvie no Buay MmyTaluii B reHax Ty6ep0o3HOTo CKnepo-
3a TSC1 nTSC2 [8]

BcTpeuae- BcTpeuae-
MOCTb MOCTb
B reHe TSC1, B reHe TSC2,
XapakTep myTayum % %
ToueuHble MUCCEHC-
M HOHCEHC-MyTauumm,
CBSI3aHHble C 3aMeHOiA
HyKneoTnaa 36,3 49,4
ToueyHble UHcepL MK 37 4,7
MpoTaxXeHHble AeneLunu 43,8 34,5
MpoTAXeHHbIE Aynankauum 15,4 104
CouyeTaHHble
neneumun/nnacepunn 0,8 1

Tauuii no gnuHe reHos TSC1 n TSC2 focTaTo4yHO HepaBs-
HOMepHO. B nogasnftowWweM 60/bLWMNHCTBE Cly4YaeB OHU
NI0OKaNM30BaHbl BTPAHCANPYEMON 4aCTW FeHOB (3K30HaX)
[8]. NHTPOHHbIE MyTaLMmn reHoB ramapTuHa n TybepuHa
4ype3BblYaliHO PeAKM 1N COCTaBNAT He 6onee 1%0T BCcex
MYTaLUOHHbIX MOBPEXAEHUN. «lopsyas Touka» reHa
TSC1 — 15-/ 3K30H (MMEHHO B HEM BO3HMKaT Hanbonee
yacTble MyTauum), reHa TSC2 — 33-39-i 3K30HbI, KOAU-
pytowmne F'Tda3-akTUBHYIO YacTb Tyb6epuHa [8].
Haunbonee yacTtble 4na reHa TSC2 MyTauum MUCCEHC
B KOfJOHax 611 n 1675 n geneunsd B pamke 18-bp ak3oHa
40; 0jHAKO 3TN MyTaLumn COCTaBNAT MeHee 5 %BCex My-
Tayuii B TSC2. B 20 %cnyyaeB Habnt0far0TCA MUCCEHC- 1
HOHCeHC-MyTauuu TSC2. Ans TSC1, HanpoTus, 6onee xa-
paKTEePHbl HOHCEHC-MYTauuUuU ¥ MyTauuun pamKy CUUTHI-
BaHNS, NPUBOAALLNE K MPEXAEBPEMEHHOMY «YCEUEHUIO»
6enka [7]. Aeneyun coctaBnawT 85-90 % BCEX MYyTaLWiA.
K HacTofieMy BpeMeHU He 6blN0 BbIABAEHO 3HAYMMON
KOppensuun mexay reHeTUHeCKUMMN W3MEHEHUAMU U
DEeHOTUNUYECKUMU NPOABNEHNAMMW; U3BECTHO UL b, HTO
MyTauuu B reHe ramaptuHa TSCLl okasblBalOT MeHblUee
B/INSAHNE Ha CEPbEe3HOCTb TeYeHNA 3ab60neBaHnA, HeXenn

MonekynspHasa reHetTuka

MyTaumun BreHe Ty6epnHa TSC2. O4HO M3 NOCAELHUX UC-
cnepfoBaHuUii B 3TON 06nacTu mokasano, UToy NaLuMeHTOB
C MyTaumamm B reHe TSCL yalye BCTpeYaeTCa NEroYHblIi
numpaHrnoneinommomartos (JIAM, OMIM 606690), npu-
YeM Yy KeHLW MH B 34-39 %CcnyyaeB OH CNYXNT €UHCTBEH-
HbIM CUMNTOMOM 3a60/eBaHNA (Tak Ha3blBaeMblii acCUM-
nToOMaTU4ecknin Ty6eposHblin cknepos) [10].

[ns reHoB Ty6epo3HOro ckiepo3a xapakTepHa npak-
Tuyeckyn 100%-A neHeTpaHTHOCTb, HO BapuabenbHas
aKcnpeccuMBHOCTb [11]. OcCo6eHHO 3TO NposABASETCA NpU
ceMeliHbIX cnyy4asax Ty6epo3HOro ckneposa, Korgay pog-
CTBEHHMWKOB C OHOM M TOW K& CEMENHOW JOMUHAHTHOW
mMyTaumneii MOXeT pasnuyaTbCs TAXeCTb 3aboneBaHus.
Mo ofHOM M3 runoTe3 BapuabenbHas aKcnpeccmsa re-
HOB TSC1 n TSC2 moxeT 6bITb CBAA3aHa C Pa3NNUYHbIMK
ranfoTunamMyv NOoNUMOP(HU3IMOB B flaHHbIX FeHax, KO-
Topble B pamMKax OA4HOW W TOW e ceMelHOW mMyTauuu
MOTYT BANATb Ha TAXECTb KNAMHWYECKUX MPOABAEHUN
[11]. FeHeTnYECKMN TyBepOo3HbIli CKNEep03 MOXEeT 6bITb Kak
CeMeliHbIM, TaK 1 cnopagnyeckum. Mo faHHbIM pasHbiX
MCTOYHNKOB, OT 15 80 30 % cemeliHbIX cny4yaeB 3abone-
BaHWsA 06ycnoBneHbl myTauusamu B redHe TSCL. YTo Kaca-
eTcs cnopagmyeckux cnyyaes 6onesHu, 7o ot 1040 15 %
TaKuWx cnyvaeB 06ycnoBneHbl MmyTauuamm B reHe TSC1, a
70-80 % cnyyaes — myTauuamum B reHe TSC2. NMpumep-
HO y 15-20 % nayuneHTOB C flaHHbIM 3ab60n1eBaHNEM MY-
Tauumn Bredax TSC1 n TSC2 He fleTeKTUPYIOTCA. Y TaKUX
60NbHbIX faHHOe 3aboneBaHue, BEPOATHO, CBA3aHO C
MO3auLU3MOM KNEeTOUYHbIX KNOHOB MO MyTaluun B reHax
Ty6epo3Horo ckneposa [4, 5]

B HacToslwee BpemMs Ty6epo3HblIii CKepo3 AensaT Ha
20CHOBHble (hopMbl. Mpnbnn3nTensHo ot 1080 30 %cny-
YyaeB Ty6epo3HOro cksieposa 06yCnoBAEHO MyTauuamu
B reHe TSC1 (OMIM 605284) (Ty6epo3Hblii ckiepo3 1-ro
Tna, OMIM *191K00), noKanM30BaHHOIo0 Ha 9-ii Xpomo-
come B paiioHe 9934 u KoaupyrLwero 6eN10K raMapTuH.
OcTanbHble cny4yan 60ne3HM, yacToTa KOTOPbIX, COOT-
BETCTBEHHO, Bbllle, 00YCNOBAEHbl MyTauUAMU B TFeHe
TSC2 (OMIM 19H092) (Ty6epo3Hblii CKnepo3 2-ro Tuna,
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OMIM #613254), nokann3oBaHHOro Ha 16-ii xpomocome B
palioHe 16p13 1 KoaupytoLEero 6eN0K Ty6epuH.

[Ons  knuHnyeckoik MaHupecTauum Ty6epo3HOTo
CK/N1ep0o3a B COOTBETCTBUYU C MOJle/Ibl0 OHKOTeHe3a «/iBOii-
Horo ypapa» KHyacoHa (Knudsons two-hit model of
oncogenesis, 1971) and reHoB-CynpeccopoB ONYX01eBOro
pocTta (puc. 3-1) HeobxogMMma, KaK MUHUMYM, NHaKTUBa-
uma oboux anneneit reHoB TSCL mn/nnn TSC2. «BTopbiM
YAApOM» MOTYT CAYXWTb feneyun ¢ noTepeil npunexa-
L MX IOKYCOB. DTN MyTaL UM ONncaHbl KaK NOTepPA reTepo-
3UroTHOCTKW. M0 3TON MOAENN BTOPbIM TeHETUYECKMUM CO-
6bITMEM MOXET 6bITb COMaTUUeckas myTauuns TSC1/TSC2,
BblfiBNSieMas NPW aHanuM3e MOTepU reTepo3UroTHOCTH,
KOTOpas MOXeT 0Ka3blBaTb feliCTBME, CUHEPTUYHOE CU-
CTEMHOMY BAMAHUIO MyTauuint B TSC1/TSC2,uT0 Bpe3ynb-
TaTe NPUBOAUT K MoTepe PYHKLUN 3TUX reHoB. MoTepa
reteposurotHoctn TSC1/TSC2 onucaHa npu pabgomu-
omax cepaua, AMJ1 noyek n JIAM nerkux, Ho He onuca-
Ha C MOCTOAHCTBOM NPWU KOPTUKanbHbIX Tyb6epax mo3ra

Puc. 3.1. Mopgenb OHKOreHesa «[BOWHOro yaapa» KHygAcoHa
(Knudson’s two-hit model of oncogenesis). [ onyxonesoii
TpaHchopmauum Heob6XoAUMMO [ABa FEeHeTUYECKUX COObITUSA.
Mpu HacneAcTBeHHOI opmMe 3a60/1eBaHUSA CNOpaAMYecKas My-
Tauus HanpsaMyl MpUBOAWUT K (hOPMUPOBAHMIO OMYyXONEBOr0
theHoTMMa. Mpun cnopagnyeckom 3a60/1eBaHUN 419 OMYXONEBOWA
TpaHcopmMaLmm Heo6X0AUMbI Ba FTEHETUYECKUX COBbITHSA, MO
0[JHOMY B K&X/10/i KONUu reHoB

MonekynspHas reHeTuka

[5, 12,13]. Y0gHUX 1 TeX Xe MaLMeHTOB BacTpoLunTomMax
rofioBHoro mosra u AMJ1 noyek onpefenstoTca pasnunya-
o recs Mapkepbl NOTEPU reTepo3nroTHOCTH, YTO MOA-
TBEpXfaeT MynbTU(OKaNbHbI XapaKTep COMaTUYeCKNX
MyTauuit «BTOpPOro ygapa.

BnpoTvBOMONOXHOCTL 3TOMY Y MaLMeHTOB CO cCnopa-
anyveckumu popmamum AM u TAM onpefenstoTca UaeH-
TUYHbIE cOMaTMYecKue myTayuun. 3ToT peHOMEH MOXeT
6bITb 0OBACHEH TMMOTE30 «A0OPOKAYECTBEHHOTO MeTa-
CTasnpoBaHUA», KOTAa N3MEHEHHbIE KNeTKN — HOCUTENN
MyTauuin B reHax TSC1/TSC2 nz AMJ1 noyek nonagatwT B
nerkve. na onpoBepXeHWs WNU NOATBEPXAEHUS 3TOW
rmnoTesbl TpebyeTcs fanbHelwee n3yyeHue ponu 6en-
KOBbIX NPOAYKTOB reHoB TSC1/TSC2 ramapTuHa u Tybe-
pWHa BMUTpaLuu v afre3nn KNeTok.

MamapTuH n Ty6epuH

benkn —npoayKTbl reHoB TSC1 n TSC2 ramapTuH u
Ty6epWH COOTBETCTBEHHO B3aMMOAecTBYIOT ¢ o6pa-
30BaHMeEM reTepofuMmepa W 3KCMPecCMpoBaHbl B CXO-
XWX KNeTKax B pas/MyHbiX OpraHax, BKAOYas MOYKH,
rOMI0OBHOW MO3F, lerkne v MOXKeNnyAouHyto xenesy [14].
[lo HacTofLero BpeMeHn He yCcTaHOB/IeHa TOYHaA BHY-
TPUKNeTOYHaa J0Kanusauwa ramaptuHa u TybepuHa.
B 60N1bWMHCTBE UCCNELOBaHNI ONpeaensanoch gudagys-
HOe pacrnpefgefieHne ramapTuHa u TybepuHa B uMTonnas-
Me, TakXe ramapTuH 1 TybepuH onpegensanuchb B anna-
pate Fonbokm n agpe [15 16]. OcTaeTca HEACHbIM, Kak
nofobHoe pacnpefeneHue CBA3aHO C TUMOM KNeTOK UK
(ha3oi KNeToyHoro yukna. CTpykTypa 6e1K0B —NpofyK-
ToB reHoB TSC1/TSC2 ramapTuHa u TybepuHa npeacTas-
NieHa Ha puc. 3-2.

B3aumogeiicTBue ramaptuHa u TybepuHa KpUTUY-
HO ANS pasnuuHbiX cTagwii passutua LIHC, Bkntovas
mopdoreHes, aaresnio 1 MUrpaLmnio KneTok, ux npego-
npefeneHHoe AeTepMWHUpoBaHue. MyTauum B reHax
Ty6epo3HOro Cknepo3a 0Ka3blBalOT BAMAHUE Ha NpejLe-
CTBEHHWKOB HEPBHOW cucTemMbl B nepnog 7-20 Hef. BHY-
TPUYTPOGHOTO pPasBUTUA, YTO MOXET BbipaXKaTbCs B Npe-
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(CDK1)

$357/8390 S584 T1047
(GSK3P) (CDK1) (CDK1)
LI I 1
aramaptui 1 )
BsaumopeiicTBue
cTy6epuHom
BsaumogeiicTene T1227 S1345 GAP
(AMPKWAMPK) pomeH
cramapTMHom
bTy6epuH
5664 $939 §1210 T1462 §1798
(ERK2)  (AKT) (MK2)  (ATK) (RSK1)

Puc. 3.2. CTpyKTypa 6enKoB — npofAyKToB reHos TSCL/TSC2
ramaptTuHa n TybepuHa: a — ramapTuH (KOAWPOBaH reHOM
TSC1) —6enok ¢ MmonekynspHoii maccoit 130 kDa, cogepixalLnii
1164 aMMHOKMCNOTLI. B3anmogeicTyeT ¢ Ty6eprHOM, aMUHO-
kucnotamu 302-430, U 33pUH-PaJUKCUH-MO33MHOM, aMUHO-
kucnotamu 881-1084. MNoasepraetcs (hOCHOPUINPOBAHUIO LU-
K/MH3aBMCMMas KnHasa 1/unmknuH Bl no octatkam T417, S584 n
T1047 n GSK3P no octatkam T357 1 T390; 6 —Ty6epuH (Koau-
poBaH reHom TSC2) —6enok ¢ MonekynspHoi maccoii 200 kDa,
cofiep>awinin 1807 amuHoKucnoT. B3aumopgeiicTByeT ¢ ramap-
TUHOM, amnHokucnoTamm 1-418. JomeH GAP (GTPase activating
protein) cneunduyeH K Rheb. AgantuposaHo no [6].

KpaleHnn pasfeneHns KNeTok, aHoManbHOW KNeTOYHO
AN epeHUUPOBKe, HapyLWeHUM KOHTpONs pasmepa
KNeTOK M aHOMaNnbHOW MuUrpaLum knetok [17].

Ponb curHanbHbix nyTeit PIBK/Akt/mTOR n ERK
BraToreHese Ty6epo3HOro cKseposa

MepBble 3KCNepMMeEHTaNbHble UCCNeA0BaHNA (YHK-
LMun ramaptuHa n Tyb6epuHa 6binn NpoBefeHbl Ha MyXax-
Apo3odunax. Buoxummnyeckue nccnefosaHna nokasanm,
4yTo TybepuH nopsepraetca npsamMomy gochopunnposa-
HUIO NpoTeMHKUHason B (PKB), unn AKT, no ocTtaTkam
S939 n T1462. Komnnekc ramapTuUH-Ty6epuH paboTaeT
Bbllle MULIEHW panaMuuuHa mnekonuTawwmx mTOR,
CEepPUH-TPEOHWHOBOW KWHa3bl, yCcunuBawLleldi pocT u
nponngepaumnto KaeTok nytem QochopunnpoBaHms
OBYX ath(heKTOpHbIX 6enkoB p70S6K n 4E-BP1.

MonekynsipHasa reHeTuka

MuweHb panamuymnHa maekonutarowmux mTOR —ce-
PUH-TPEOHWHOBAsA KWHa3a, OTBETCTBEHHAA 3a MHULMA-
uuto TpaHcnauum MPHK n cuHTes 6enkos B pubocomax,
HeobXxoAnMbIX ANA nponudepaLnmn KneTok, perynayum
K/NIeTOYHOrO LWKNa U KNeTouHoro metabonusma. B ka-
4yecTBEe CUTHANOB, PEryInpyoWmnX akTUBHOCTb KWHa3bl
MTOR, BbICTYNaOT pasnuyHble BHEWHNE CTUMY/IbI: MUTa-
TenbHble BewecTBa, PakKTopbl pocTa U T. 4. B kneTke 6e-
nok-appekTop mTOR p70S6K oTBeuvaeT 3a 6MOreHe3 Bpu-
6ocomax 4yepe3 ochopunupoBaHue pubocomanbHOro
6enka S6. benok 4E-BP1 cBssbiBaeTcs ¢ elF4E n nogasnseTt
5’cap-3aBucumyto TpaHcnayuo MPHK [30]. B 2003 r. 6bin
naeHTudmumposaH Rheb kak MUWeHb aKTUBUPYEMOTO
FTdasoh GAP-6enkoBOro gomeHa reHa TybepmnHa TSC2
(GAP-GTPase activating protein). Rheb oTHocuTCs K ce-
mMelcTBY 6enKOB Ras 1 B KNieTKe UrpaeT ABOAKYHO PO/b: akK-
TusBmpyet nytb MTOR n nurnbupyet B-Raf.

Mo3sxe 6blnM onucaHbl MyTaumu GAP-gomeHa, npu-
BOAAWME K CHUXeHU GAP-akTuBHOCTM [18], uTO cny-
XUT nofTeepxaeHnem GAP-akTMBHOCTM TybepuHa Kak
ero OCHOBHOW hu3nonornyeckoi pyHkumnm. bonee Toro,
BbiiBNAEMble MpPU Ty6epo3HOM CKfiepo3e MyTauuu B
TSC2 moryT npuBOAUTL K HapyLeHUo CBA3bIBAHUA ra-
MapTuHa Cc Ty6epuHOM, B pesy/nbTaTe Yero CHuUXXaeTcs
GAP-aKTUBHOCTb TybepuHa, 4TO TakXe MOATBepXAaeT
HEeob6Xx04MMOCTb CBA3bIBAHUA C raMapTUHOM AN PYHK-
LMOHMpOBaHMA TybepuHa B kKauyecTBe GAP [19]. 3Tu gaH-
Hble XOPOLWO COrNnacylTca CoO CXOACTBOM KAUHUYECKON
KapTuHbl npu TSC1- nnu T5C2-accoumnpoBaHHOM 3a60-
neeaHuu.

B ctumynaunum mTOR y4yacTBYOT MHCYNMHONOA06-
HbIA (haKTOp pocTa U ero peLenTopbl, CEMEACTBO peLen-
TOPOB 3NufepManbHOro haktopa pocTa U UX NUraHAabl,
peuenTopbl )aKTOPOB pocTa 3HAOTENUA W UX NUTAHAbI,
3CTpPOreHbl U peLenTopbl acTporeHos, 6enkn RAS, ABL,
AMPK, KOTOpble 3anyCcKalT peakuynumn ¢ yyactTuem KuHas
PI3K n AKT (PKB) n 6enkos Raf/Ras.

M36bITOK NUTaTeNbHbIX BewWecTB M (akToOpoB pPo-
cTa NPUBOAMT K aKTUBaLWMW nepeday cuUrHana B Kacka-



Ty6epo3Hblii cknepos

ne PIBK/AKt/mTOR n B pe3ynbTate CTUMYAMPYET pocCT
n nponudepaynto knetok. Kackag PIBK/Akt/mTOR —
BaXKHbI perynaTtop pocta u BbDKMBaHMA KNeTok. Hecmo-
TpA Ha pa3Hoo6pa3ne MUTOTEHHbIX CUTHANbHbIX MYTeN,
B KNeTKax CUrHanbHblii nyTb PI3K/Akt/mTOR wurpaeTt
ponb eANHOr0 YHUBEPCaNbHOr0 MexaHu3ma nepegauvu
nponudepaTMBHOro CUrHana Ha annapaT TpaHcnauuu,
OTBETCTBEHHOr0 B KNeTKax 3a MHTerpauuio nponude-
paTUBHbIX CTUMYNOB W OLHOBPEMEHHYI aKTWBaUuio
TpaHcnauun. Aktusauna mTOR NpUBOANT K YCUIEHUIO
CuHTe3a 6enka yepe3 ¢ochopunuposaHme p70S6K un
4E-BP1. Mop AeiiCTBMEM WMHCYNMHA U ApYrux ¢akKTo-
poB pocTa HeKOoTopble KMHa3bl, B ToM 4yucne AKT/PKB,
hocthopunumpytoT Ty6epuH (TSC2), yTo NpUBOAUT K MO-
fasneHunto ero GAP-akTMBHOCTM U akTueauum mTOR.
dochopunuposaHue ramaptuHa (TSC1l) CDK1 Tak-
Xe ABNAeTCA HeraTUBHbLIM PerynsTopoM aKTUBHOCTMW
KOMMaeKkca ramapTuH-Ty6epuH. WHakTmBayms B-Raf
npoucxoauTt Heszasucumo oT mMTOR: Rheb Hanpamyio
CBA3bIBAET M NOAAaBNAeT aKkTUBHOCTb KMHa3bl B-Raf [20];
NoCTOAAHHAA UNN BpeMeHHas aKcrnpeccus TybepuHa no-
BbllaeT pochopunmpoBaHue y4yacTkoB p42/44 muto-
reH-akKTMBUPOBaHHOW NpoTenHKkMHasbl MAPK. B Hopme
3TW ABa MPOTUBOMNONOXHbIX 3h(heKTa ypaBHOBELL MBA-
10T fpyr Apyra, TakuMm obpasom, TMMUTUPYA CNOCOO-
HoCTb Rheb mHAyuMpoBaTh ONyX0NeBbli POCT B KeT-
Kax, akcnpeccupyrowmx B-Raf, 1 06bAcHAN TOT (akT,
4uTO 60NbWWNHCTBO ONYX0Ne Npu Ty6epoO3HOM CKepo-
3efjobpokayecTBeHHbIe. MHrM6uTOopsl MTOR —romonor
thocaTasbl u TeH3nHa PTEN, 6enku — NpoAyKThbl re-
HOB TSC1/TSC2 Ty6epuH 1 ramapTuH. NHrnéupytouee
feiicTBMe ramapTuHa Ha KuHady mTOR onocpefoBaHo
npoTeuHknHasoh B (AKT), pocthopunupyroein atoT
6enok. Ewe oauH nHrubutop mTOR — 6enok LKB1 —
OCYLecTBNAET 3Heprosasucumyt perynauuio TSC
[5, 21]. Ponb komnnekca ramapTUH-TYy6epuUH KaK LEeH-
TPanbHOTO PErynaTopa nyTu CUTHANbHOW TPaHCAYKLNUN
PIBK/AKT/mTOR npu Ty6ep03HOM CKNepo3e npegcraB-
NieHa Ha puc. 3-3-
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M36biTouHas akTuBauuma mTOR wurpaet Ka4veByto
po/fib B MaToreHese pas/IMYHbIX 3/10Ka4eCTBEHHbIX HOBO-
o6pa3oBaHuii. MeHbl TSCL/TSC2 B HOpMeE DYHKLUMNOHUPY-
10T KaK K/laCCMYeCKUe reHbl-Cynpeccopbl 0Nyxonesoro
pocTa; notepa PYHKLUN 3TUX TFeHOB NEXUT B OCHOBE
pasBuTua Tyb6epo3HOro ckneposa, a Takxe noBblllaeT
PUCK pasBMTMA pafa 3/10Ka4eCTBEHHbIX OMyX0Nei, B TOM
ynucne NoYeYHOKNETOYHOTrO paka, paka MOYEBOro My3bl-
ps, paka NoaXenyAao4yHON Xenesbl; C NOTepei GyHKLMUK
reHos TSC1/TSC2 noBbllaeTcs CNOCO6GHOCTbL OMYX0/en K
NMporpeccUpoOBaHNIO N METacTasMpoBaHUIO.

HekoTopble nccnegosatenu BoigBuAn runepdochopu-
NMpPOBaHWe BHEKNETOUYHOW KMHa3bl, perynnpyemoi BHeww -
HUMU PpakTopamun —ERK, BKNETOUYHbIX TMHUAX HeoNNasM
Ty6epo3Horo ckneposa: CIrA, cyb6aneHanManbHbIX Y308,
AMJ, NAM, HOTTeBbIX PMOPOM, a TaKXKe B MbILLIUHbIX cap-
KoMax. AKTuBMpoBaHHasd ERKMOXeT nrpatb BaXXHYH po/ib
B mporpeccun onyxonei. B akcnepumeHTe Hethochopu-
nuposaHHas ERK nogaBnsna TYMOpPOreHHbI noTeHunan
KNEeTOYHbIX TMHUI N POCT ONYXO0/Neld, aCCOLMMPOBAHHbIX
CMYyTUpOBaHHbIM cTaTycom TSC. Knaccuyeckum npeacra-
BuUTenem rpynnbel ERK CAyXUT MUTOTeH-aKTUBMUPOBaAHHAaA
npoTenHknHasza MAP2K; BAOKNNHNYECKUX NCCNE[0BaHN-
AX NMoKaszaHo, 4To MHrnéuposaHne ERK npun C3rA Hocut
MAPK-He3aBUCUMbI/ XapaKTep; B ONYyX0NsiX UHTMbGUpo-
BaTb ERK MOXeT MHIMéuTop LMKANH3ABUCUMOW KUHa3bI
2A. AkTuBauus ERK npu oTCyTCTBUM TeTepoO3UroTHOCTM
npu Ty6epo3HOM CKepo3e MOXeT ObiTb CNefCTBMEM aK-
TUBALMN TUPO3MHOBBLIX KWHA3 peLentopos (akTopos
pocTa, BTOM yucne brc-abl-TuposmHkuHasbl (ABL), Tupo-
3MHKNHa3bl Tpom6oumTapHoro akTopa pocTa p. Hako-
MAeHHble AaHHble NO3BONAIOT NpejrnonaraTb, YTO rUNep-
akTuBauuns ERK moxeT 6bITb Tpurrepom obpasoBaHus
acCcouMMpoBaHHbIX C Ty6epo3HbIM CK1epo30M OnyXo-
neii [22). Tem He MeHee o6pa3oBaHMNe ONyXoneil —MHOTO0-
CTyneHyYaTblii npouecc, KOTOPbI He MOXeT OblTb 06bAC-
HeH TONIbKO OAHUM MeXaHW3MOM; ByayLine nccnefoBaHus
no3BONAT 6vKe NOJONTM K MOHMMaHUIO naTtoreHesa Ty-
6epo3HOro ckneposa.
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6uorenes B pubocomax, TpPaHCNALNA, KNETOUHbIA pocT

Puc. 3.3. Komnnekc raMmapTUH-TY6EpUH 1 ero pofib Kak LieH-
TpanbHOro perynatopanyTu CUTHanbHOM TpaHcay Ky P13K/
AKT/mTOR npu Ty6epo3Hom cknepose. Mocne Bo3aeicTBns

Koppensunm Mexay reHoTunom m peHoTunom

Ty6epo3Hblil CKAepo3 pa3BMBaeTCs B pe3ynbraTe My-
Tauuit BreHax Ty6epo3Horo ckneposa TSC1 (xpomocoma
9g34) n TSC2 (xpomocoma 16p13.3). OnucaHo 393 an-
nenbHbIX BapuaHTa gna TSC1 n 1118 — ana TSC2 [7, 23].
«HoBbIe» MyTaLumn BbIABASOTCA NPUOGAN3NTENBHO B 75 %
cny4yaeB Ty6epO3HOro cCkneposa; B monynauum cnopa-
andeckne myTtaumm TSC2 n TSCL1 BcTpeyaroTca B COOT-
HowWweHnN 5:1, Torga Kak B «Ty6epo3HbIX CeMbAX» — B CO-
oTHoweHnn L1 MonekynspHo-6Monornyeckme mMeTogbl
No3BONAKT YCTaHOBUTL AMarHo3 y 75-85 % nayuneHTos,
OCTa/ibHble CAy4an COCTaBAAKT NauueHTbl C Ty6epos-

MoneKkynsipHaa reHeTnka

(haKTOpOB pocTa KOMMNAEKC raMapTUH-TYbepuH noasepraeT-
¢ pochopuINpoBaHUNIO; aKTUBHOCTb 6enka GAP, akTMBUpY-
towero IMMdasy, cHmxaeTcs. Iof BO3AeACTBUEM CTUMYNUPY-
0L WX CUTHANOoB (TUMOKCUA, CHUXEHWe 3anaca NuTaTe/bHbIX
BeLecTB 1 3Heprun) GAP-aKTUBHOCTb BO3pacTaeT, KOMMeKC
akTuupyeT Rheb, akTusmpytowunii, B CBOIO 04epefb, KMHa3y
mMTOR, KOTOpas UrpaeT KYeBYIO Po/b B TpaHcAALUN 6en-
KOB, TaKMX Kak c-Myc n opHuTMHAeKapbokcmunasa, 1 y4acTsy-
eT B KOHTpO/ie KNeTo4yHoro uukna. mTOR o6pasyeT cBA3M
mexgay cybbegmHuuein mTORCI (Raptor) n GpL, uepes addek-
TopHble 6enkn S6K 1 4E-BP1 nHnyuupyeT TpaHeaauuo benka
N KOHTPONMpPYeT 6uoreHes s pubocomax. MutartesibHble Belle-
CTBa MOTYT NOAAepXunBaTb TpaHcaumMio yepes KuHasy PI3KIII
1 npoTtenHknHasy B (PISBK/AKT), uto npusoanT K pochopu-
nuposaHnio MTOR u akTUBaLuu TpaHcaauuu n uoreHesa.
eHbl TSCL/TSC2 MOryT TakXe B3aMMOAeiCTBOBaTL C 6enkamm
ERa, kanbmogynuHom, p27, SMAD2, 14-3-3, PAM. AjanTupoBa-
HO no [5]

4E-BP1 — 6enok 1, cBA3bIBAIOWMIA (haKTOp MHULMALMN TpaHC-
nauun aykapuot 4E; AKT —npoTtenHkunHasa B; AMPK —npore-
WHKWHa3a, akTuBuposaHHas AM®; CDK1 — LuKvH3aBMcumas
KunHa3a 1, ERK —BHeKneTouyHas npoTenHKnHasa, perynmpyemas
BHELUHUMM curHanamm; GpL — p-cybbeamHuua G-nogo6Horo
6enka; GSK3b — kuHasa 3P cuHTesa rankoreHa; PAM — 6enok,
accouumpoBaHHsbIii ¢ Myc; PI3KIII — docthaTuannmnHosnTon-3-
KWHa3a; REDD1 —O0TBeT Ha perynsuuio passmuTua 1 noBpexxaeHus
[HK; RHEB —romonor RAS, onpefiensieMbiil B 60/bLLOM KONMYe-
CTBE B rofoBHOM Mo3re; RSK1 — pubocomansHas S6 kMHasza 1
S6K1 —KunHa3a, akTMBupytoLlas b6-cy6beanHuLy B pubocomax.

HbIM CKnepo3om 6e3 myTauuit B reHax TSC1/TSC2 [24].
B ronoBHoM mMo3re 6e1ku —nNpoAyKTbl reHoB TSC1/TSC2
o6HapyXuBarlTCA B KOpe, TMNMNOKaMne, MO3Xe4Ke, CTBO-
Ne rofloBHOr0 M0O3ra, XopuounanbHOM CNeTeEHUN, CNUH-
HOM Mo3re [25]. MyTauuu B reHax TSC1/TSC2 yepes Huc-
xopaawmne ahheKTopbl HEWPOHANbHbLIX M CUHANTUYECKUX
CTPYKTYpP M HEMPOHHON nepefayn MOryT NPUBOAUTL K
anbTepaunam B HEPBHOW CMCTEME, YTO NPOSABAAETCA AUC-
6anaHcoM mMexay npoueccaMmu BO36YXK/JEHNA N TOPMOXKeE-
HUS, BeAeT K 3NUNencun, yMCcTBEHHOW OTCTanocTu u ay-
TU3My. KiMHun4yeckne nccnegosaHna nokasanun, 4to npu
MyTauunsx B TSC2 yalie oTMeYarTCs cayyan yMCTBEHHOW
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I KOppenauma Mexxay reHotTunomMm n heHoTunom [24]

deHoTUN
YMCTBEHHasA OTCTaNIOCTb, CYAO0POXKHbIE MPUCTYMbI, RHOMAIMKN FOIOBHOTO MO3ra,
rTMNONUrMeHTHbIE NATHA

JyHKv B 3mManu 3y60B, aHrMOMUBPOMbI ML B COMETAHUN C 3NKNencueli U yMCTBEHHOI
OTCTANOCTHIO

KopTukanbHble Ty6epsbl, Cy63neHanManbHble y3nbl, CAFA, cepbesHble CyJ0POXHbIe
NPUCTYMbI, BKIOYas MH(DAHTUbHbIE CNa3Mbl, CUHAPOM JIeHHoKca— acTo,
KOFHUTUBHbIE HapyLLIEHMUs

CepbesHble (heHOTUMNMYECKME N3MEHEHMSA, BK/KOYas CMHAPOM BecTa, pabgoMuomy
cepaua, KopTuKasbHble Tybepbl, Cy6aneHanManbHbIe Y3/bl

FunonnrMeHTHbIe NATHA, (hOKaNbHbIE CYAOPOXKHbIE MPUCTYbI NETrKOW CTENEHN
BbIPOXEHHOCTW, MPOXOAALLNE CIOHTAHHO WAV NIETKO MoAJatoLLMecs Tepanum

AnunenTUYecKme NPUCTYMbl, aHOManuM 6en0ro BeLlecTsa rofIoBHOr0 Mo3ra

AnunenTnyecKre NpUCTYMbI, aHOManuM 6en0ro BeLlecTBa roIOBHOr0 Mo3ra

YMCTBEHHas 0TCTaN0CTb € 3NWUNENTUYECKUMI NPUCTYNaMK, aHOMasIMK FONOBHOMO MO3ra,
rMNOMUrMEHTHbIE NATHA

Cy63neHaMMabHbIE Y3/bl

CepbesHble Helpon3nonormyeckune §a6oneBaHMﬂ, BK/104as ayTu3m, pacCcTpoincTsa
HacTPOeHUs, TPEBOXHbIE PacCTPOoiicTBa

MposBneHns Ty6epo3HOro Cknepo3sa Ierkoi cTeneHn
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Ty6epo3Hblii cknepos

MoTepsa thyHKUUN KOMNnekca ramapTuH/Ty6epuH

AkTuBaums kackaga PI3K/Akt/mTOR

Puc. 3.4. Cxema NpefnonoXunTensHON NaToreHeTUYecKon ponu
noTepn (yHKLUMM 6€1KOBOr0 KOMMMEKCa raMapTUH-TYBepuH.
(ApanTtupoBaHo no [24])

Ha puc. 3.4 npefcraBneHa cxema npegnofioXuTenb-
HOli MaToreHeTU4ecKkoi ponnm notepum PyHKLUU 6enKo-
BOr0 KOMMNAeKca raMmapTUH-Ty6epuH.

Y 15—20 % 601bHbIX C KTUHUYECKMN MOATBEPXKAEHHbBIM
Ty6epo3HbIM CKIEpPO30M MyTauuu He BbisBnawTcA. Mo
OAHOW M3 rMNoTe3 B AaHHbIX CAy4Yasx MMeeT MecTo ro-
HajHbIi UAN COMATUYECKNIA MO3auLM3M HOPManbHbIX U
MYTaHTHbIX KNeTOYHbIX KNOHOB [4, 5]. Mo nuTepaTypHbIM
[LaHHbIM, NPOLEHT TaKUX MO3aUYHbIX Cy4yaeB BapbupyeT
oT 2 o 10 [26]. Hanpumep, B uccnefoBaHUK, NPoBefeH-
HoM Verhoef n coaBT. [26], 6bI10 N3y4YeHO 6 CeMEHbIX
n 62 cnopagnMyeckmx cnydvas Ty6epo3HOro ckJeposa.
B 5 cemeliHbIX cnyyaax (Korga cuMnTombl 3a6oneBaHus
MMenuch Kak y pebeHka-npob6aHga, Tak U y 0QHOr0o M3
poauTeneii) y NopaxeHHOro poauTens 6bin ngeHTUGU-
LLMpOBaH COMaTUYeCKNil MO3anLiM3M N0 HOPMalbHOMY U
MYTaHTHOMY annensm reHa TSC1. BogHoM cny4ae B CeEMbe
C KNMHWYECKMN 340POBLIMU POAUTENSMU, HO C 3 cubcamm
C Ty6epo3HbIM CKNepo3oM (Tak HasblBaeMblil nmceBgoce-
MeWHbI cnydaid) y O4AHOTO U3 poanTeneid 6bin AeTeKTU-
poBaH roHafHbIli Mo3anumnsm [26]. Takum obpasom, npu

MoneKkynsapHasa reHeTnka

pa3paboTke MeTO40B MONEKYNAPHO-TeHETNYECKOTO aHa-
nnsa faHHoro 3abonesaHna He06X0AMMO OTAaBaTb Npef-
noyTeHne Tem cnocob6am AMarHOCTUKW, KOTOpbIe AatoT
BO3MOXHOCTb KONMYECTBEHHOrO aHanusa Ang fetekuyunu
MO3aMyHbIX CnyvyaeB 60ne3HU (MonMMepasHas LenHas
peakuuns [MLUP] B peanbHOM BpeMeHU, NUPOCEKBEHUPO-
BaHue n np.).

MpepcTaBnaeTca 3aTPYAHNTENbHBIM 06BACHUTL pas-
BUTUE KINHWUKN Ty6epo3Horo cknepo3ay 10-20 % naum-
EHTOB, He Hecylnx MyTauunu B TSCL/TSC2. B HacToAwee
Bpems HeT ybefnTeNbHbIX 40Ka3aTenbCTB CyLLeCTBOBa-
HUA reHa TSC3 mam MeTunuposaHuUa NMpoMoTopa reHa
TSC2. Cy4eTOM HaKOMMNEHHbIX faHHbIX MOXHO Npeano-
naraTb, YTO B OCHOBe natoreHesa Ty6epo3HOro ckieposa
y BaHHON rpynnbl 60MbHbIX MOXET fieXaTb M0O3auLn3m
reHoB [22]. Cxema pa3BMTMA MO3aU4YHbIX 3IMOPMOHOB
npegcraeneHa Ha puc. 3-5. MpuynHamu Toro, 4Toy naym-
E€HTOB C KIMHWNKOW Ty6ep0o3HOro Cknepo3a He BbiSIBNEHbI
MyTauun, MoryT 6biThb: 1) HefocTaTo4YHas YyBCTBUTENb-
HOCTb JMArHOCTUYECKNX METOAMNK (HanpuMep, XXUAKOCT-

Puc. 3.5. Cxema pa3BuTUS MO3aUUHbIX 3MGPMOHOB. Cnopaguye-
CKMe MyTaLuu, BO3HUKAKOLME HAa PAHHUX 3Tanax AeneHuns am-
GproHa, NPUBOAAT K HOPMMUPOBAHUIO CMELLIAHHO MonynaLmMm
reHeTUYeCcKM PasnnyaroLLnxcs KneTok. B3asncnmocTty oT pac-
npeAeneHns MyTUPOBaHHbIX KNeTOK Mexzay Tpoobnactom u
3M6pUo6nacTOM MyTaLUyM MOTYT B pa3HOl CTENEeHW BANSATL Ha
pasfnyHble opraHbl. AganTupoBaHo no [2]
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HOli XxpomaTtorpatuu UaM NPSAMOro CUKBEHCA); 2) My-
Tauyun B MHTPOHHbLIX U MPOMOTOPHbLIX Yy4acTKax reHos,
NPUBOAALLME K MPEKPALLEHUIO IKCMPECCUMN TeHOB («Mon-
YaHWo» TeHOB) M MOTepu 60NbWMHCTBA MyTaLWii npn Te-
CTUPOBAHUMN C UCMNONb30BAHMEM TPAJULMOHHBIX CKPU-
HWHTOBbIX METOAMWK; 3) TPYAHOCTW BbISABNEHNA MyTaLui
npu UCMOMb30BAHUN TPAAULMUOHHbBIX METOANK U HU3KaA
yacToTa Mo3auLmM3Ma npu mytaunsax B reHax TSC1/TSC2;
4) Hanuuue PYrux AONONHUTENbHBIX U HE OMWUCAHHbIX
paHee IOKYCOB MyTaLuii; 5) cnoxHocTu BbigeneHus AHK
13 6uonornyeckoro matepmnana [5,29].

3ak/iroyeHune

Kak y e 0TMe4yanochb Bbllle, B HACTOsLLEEe BpeMsa 0C-
HOBHbIM 3TanoM AMArHOCTUKWM Tyb6epo3HOro ckfieposa
ABNAETCA KNMHWYECKMiA. B HacTosAwwee BpemMs B CBA3N C
yheleB/ieHNEM psaga MeTOAMK B 061acTu nabopaTopHoO
reHeTuku (B yactHoctu, MUP B peanbHOM BpeMeHU u
CeKBEeHMpOBaHUA) BCe 60/bLWYI PONb NpuobpeTaeT Mo-
NeKyNAPHO-TeHEeTUYECKUI 3Tan AMArHOCTUKKU [AHHOTO
3ab6o0neBaHns C NMPUBMEYEHUEM BCEro CNeKTpa MOMeKy-
NAPHO-TEHETMYECKNX MeTodoB (knaccuueckoih TMLIP c
SSCP-aHann3om meTo4oM anekTpodopesa, NMLUP B peanb-
HOM BpeEMEHMN U cekBeHuUpoBaHua) [7, 8]. PaspaboTka HO-
BbIX METOA0B N1abopaTopHOro atana AMarHoCTUKWU AaH-
HOl NaTONOrNM Ype3BblYalHO BaXHa, T. K. BMUPE TONbKO
HebonbWoe KonuyecTBo nabopatopuii cNocobHO ocy-
WecTBNATb aHanM3 reHoB Ty6epo3HOro ckfieposa, Npu-
YyeM MPeMMyLecTBEHHO B Hay4YHO-UCCNe[0BaTeNbCKUX
uenax. B MonekynapHo-reHeTu4eckom otgene HayudHo-
nccnefoBaTeNnbCKo nabopatopuu o6uweid matonoruu
®ry MHUW negunatpun v getckoid xupyprum MuH3gpas-
coupa3Butus PP paspabaTbiBaeTCA HOBbIA anropuTm
MUP-gnarHoCTUKN Ty6epo3HOro CKneposa, 0CHOBaHHbI I
Ha KOMNAEKCHOM MCMNONMb30BaHWKU Knaccuyveckon MLUP ¢
SSCP-anekTpoopeTmyeckum wuccnegosaHuem, MLUP B
peasrbHOM BPeMeHW Ha OCHOBe TexHonoruu TagMan u
CeKBEHMPOBaHMA KNOYEBbIX 3K30HOB reHoB TSC1 un TSC2.
Bbicokas yacToTa 3aboneBaHusa y geteir, 0Co6eHHO 1-ro

MonekynspHasa reHeTnka

rofia >XU3HW, CBMAETENbCTBYET O COLMaNbHON 3HAYNMO-
CTU AaHHOro 3a6onesaHuda. NMo3TOMYy BaxHa 4eTKas W
CBOEBpPEMEHHAsA AMarHoCcTWKa faHHOW NaTonornumn, B ToMm
4Yuncne n C BOSMOXHBIM BbIXO40OM Ha NpeHaTanbHbI Ypo-
BEHb. B mepcnekTuBe BO3MOXHa pa3paboTka npeHaTanb-
HOW AMArHOCTUKM JaHHOro 3aboneBaHNs, OCHOBaHHOM
Ha MeToje CeKBEHUPOBaHWA 2-ro NOKOMEeHUA (TeXHONOo-
rua Solid), nossonsowem 6bICTPO NOoABepPratb NOAHOMY
ncecnefosaHuto redbl TSC1 n TSC2. MonekynsapHo-reHe-
Thyeckas fAuMarHoctuka Ty6epo3HOro ckjeposa BaXHa
ana guddepeHUMpPoOBaHMA CMNOHTaHHbIX W CeMeWHbIX
MyTaLumnii, cny4yaes HeO4YeBUAHOTO fMarHosa Ty6epo3Ho-
ro cKkneposa U MejMKO-reHeTU4eCcKOro KOHCY/bTUpOBa-
HWA cemeii. AHann3 reHoB Ty6epO3HOro CK/iepo3a BaXKeH
He TONbKO CTOYKMN 3peHns MarHoCTUKK 3Toro 3abonesa-
HWA, HO M pAja NaTONOT WA, TaKXKe CBA3AHHbIX C AaHHbIMU
reHamu, TaKux Kak M30NMpOBaHHbI neroyHslii JIJAM [27],
hokanbHas KopTuKanbHas gucnnasus Teiinopa, Tun VB
[28] n n3onmpoBaHHble ramapToMbl. CneayeT yunTbiBaThb,
YTO Bbllle MepeyncneHHble 3ab6onesaHna B psaje cayda-
eB MOryT MpeAcTaBNATb CTEpPTble cayvan Ty6epo3HOro
ckneposa [4, 5], 1 B cnefytolwemM NOKOJIEHUU BO3MOXHa
pa3BepHyTas KJMHWKa fJaHHOro 3abonesaHus [5], uTo
NoAYepKNBAET BaXXHOCTb CBOEBPEMEHHOTO MOJIEKYNAp-
HO-TEHETNYECKOr0 aHann3a fjaHHbIX reHOB.
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MOP®OJTOrMHYECKUE
MPOABJIEHNA

M. KO. LlopodheeBa

Ty6epo3HbIli CKNepo3 —ayTOCOMHO-A40MWHAHTHOE 3a60-
neBaHue, XxapakTepusytoueecqs o6pasoBaHnMeM ramapTom
M [O6POKAYECTBEHHbBIX HEONNACTUYECKUX UBMEHEHUI C
nopaxeHnem kak LUHC, Tak n fpyrux pasnnyHblX TKaHe.
OcHOBHble npoaBneHns B LIHC BknoyalT: KOPTUKab-
Hble ramapTombl (Ty6epbl), Cy6KOpTUKanbHbie TNOHEI-
pOHanbHble raMapTOMbl, Cy63aneHANManbHble FANanbHble
y3enku, CIrA. lMposasnenus BHe LUHC BknoyaloT: aHru-
0(hn6POMbI KOXW, LIarpeHeBble NATHA, OKONOHOITEBbIE
thnbpoMbl, pabAOMMOMBI CEPALLA, MONUNBI KULLIKK, BUCLLE-
panbHble KucTol, JAM n AMJ/1 nouek. Btabn. 4.1 npegcras-
NeHbl AaHHble 06 OCHOBHbIX NPOABAEHNAX Ty6EpO3HOTo
cKnepo3sa n ux yactorte [1].

AHrmomumonnnoma nouek (AMJ) — pobpokauye-
CTBEHHasA Me3eHXMWMalbHas OMyX0fb, COCTaB KOTOPON B
pa3NNYHbIX COOTHOWEHNAX NPeACTaBNeH XUPOBON TKa-
HbtO, BEPETEHO06Pa3HbIMU U ANUTENNONAHBIMYN TNAAKO-
MblLIEYHbIMWU KNeTKaMu, aHOManbHbIMW TOHKOCTEHHbI-
MW KPOBEHOCHbIMMK cocydamu. AMJ]1 noyek cocTaBnaloT
0K0n0 1 % Bcex yAansaembiX XWPYypruyecku onyxonew
3TOro opraHa. Y 60/bHbIX Ty6epO3HbIM CKI1EPO30M Ya-

Ta6bnunua 4.1
OCHOBHble NPOABNEHNA TY6epPO3HOro ckepo3a n nx yactota [1]

MposasneHune YacTtoTa, % 1

LHC
KopTukanbHble Ty6epbl 90-100
Cy63neHaUMabHble Y3/ibl 90-100

[aMapToMbI 1 reTepoTonuu 6eNoro BeLlecTsa 90-100
roI0BHOrO MO3ra

Mopdonoruyeckne nposBneHus

M podaBneHune
Cy63neHayManbHas rmraHToKIeTouHas
acTpouuTomMa
Ko>ka
AHrvopmbépoma nuua
MnomenaHOTUYECKNE MaKy/ibl
«LLlarpeHeBas» Koxa
MaTHa B o6nacTu nba
OKO/NOHOr TeBbIE M NOAHOTTEBbIE (HUOPOMBI
13MeHeHNA Co CTOPOHbI a3
["amapToMa ceTyaTKu
MraHTOKNeTOYHasA acCTPOLMTOMA CeTHATKM
MATHa genurMmeHTauny pagyku
Mouyku

MHOXeCTBEHHble IByCTOPOHHME
aHrMOMUONUMOMbI

MoYeYHOKNETOUHBIN pak

IonnkKncTos noyek

130111poBaHHbIE KUCTbI NOYEK
Cepaue

Pa6gommnoma cepaua
MuuieBapuTenbHas cucTema

MuKporamapTomMaTo3Hble PeKTa/ibHble
nonunebl

amapToma neyeHu
KuncTtbl neyeHn

AfeHOMaTO3Hble NOANMbI ABEHAALATUNEPCT-
HOW 1 TOHKOW KMLUKN

Nerkve
JNnmdaHrnoneiioMmomaTos
KucTbl lerkmx

MwuKpoHoaynapHas neroyHas runepnnasus
NHEBMOLMTOB 2-I0 TUNa

[Opyrve

Punbpombl feceH
TNyHku amanu 3y608
KucTbl KocTeit

AHEBpU3MbI apTepuii (BHYTpUYepenHble
apTepuu, aopTa, NoAMbILLIEYHas apTepus)

YacTtoTa, %
6-16

80-90
80-90
20-40
20-30
20-30

50
20-30
10-20

50

12
2-3
10-20

50

70-80

40-50
24
Pepnko

1-2,3
40
Penko

50-70
30
40

Penko



Ty6epo3Hblii CKepos

cToTa AMII NoYeK y MY>XXUYUH U XEHLWUH CX0oXaa, cpef-
HWIi BO3pacTyCcTaHOBNeHNA fuarHosa —25-35 net (B no-
nynayuy y xeHwunH AMJ1 B 4 pasa yalye, YHeM Y MYXUUH,
CpefHuI BO3pacT Ha MOMEHT gnarHosa —45-55 ner) [2].
3Tnonorus n natoreHes HOBoo6pa3oBaHNA A0 KOHLA He-
ACHbI, UMMYHOTUCTOXUMMUYECKUE, YNbTPaCTPYKTYpHbIe
N MONeKyNnsapHble UCCMefoBaHNa NMO3BONAOT nNpegnona-
rato passutve AMJT ©3 OAHOTO TUMa KNEeTOK. Y XXeHLWnH
B OMYXO/IAX HEPELKO ONpPefenatoTCa PeLenTopbl K Npo-
rectepoHy. 33 %Bcex cnyyaes AMJTnoyek NpUXoaUTCA Ha
60NbHbIX TY6EPO3HLIM CKAEPO30M, BTOM Ymncae 50 %Bcex
anuTennofHblx AMJ1. AMJ1 noyek onpegenstoTtca y 80 %
NaLneHTOoB C OCMIOXHEHHbBIM NN TAXENbIM TEHEHNEM TY-
6epo3HOro ckneposa [3].

M3meHeHns npu AMJ1 MOTyT BOBNeKaTb KOPKOBbIW U
MO3roBOI CMON NOYKM, a TaKXKe pacnpocTpaHATbLCA B 3a-
6ploWMHHOE NpocTpaHcTBO. MNpn Ty6epo3HOM CKaepo-
3e ONYXO0NN Yalle MHOXECTBEHHbIe, MOTYT COYeTaThbCs C
NNAM. EcTb TakXe coobuieHns 06 ofHOBPEMEHHOM pas-
BUTUY B Nnoyke AMJ1, MOYEYHOK/IETOYHOTO pakKa, OHKOL -
TOMbI, KapLMHOMbI cobupaTenbHbiX TPybOUEK, afeHOMbI
[4-7].

Ana yctaHoBneHns auarHosa AMJ1 ncnonb3ywT pa-
anorpaduyeckme metoauku, B Tom uncne Y3 un KT, B
psafe cay4vaes B NpejonepauMoHHOM Nepuoae BbiNOMHA-
IOT TOHKOWUTO/IbHY0 61Moncuto. MakpoCKONMMYeCcKN TKaHb
ONyX0Nun onpefenseTcs oOTAeNbHO OT HOPManbHOW TKaHM
MOYKM, HO HEe UMeeT CO6CTBEHHOM Kancynbl. LiBeT onyxo-
NV BapbUpyeT OT XKEeNToro 0 po30BaToro, B3aBMCMMOCTH
0T npeo6nagaHnWa TKaHeBOro KOMMOHeHTa. Onyxonwu,
npeAcTaBieHHble TPEMA TKAHEBbLIMUW KOMMOHEHTaMM, MO-
ryT NOXOAWUTb HAa NOYEYHOKNETOUYHbIN pak, c npeobnaga-
HUEeM rnagKoMbILLIEYHOTO0 KOMNOHEHTa —Ha N1eiioMUOMBbI.
Oonyxonu 60NbWOro pasmMepa MOryT MUHPUILTPUPOBATH
nepupeHanbHy Knetyatky. Pegko AMJT MoxeT npopac-
TaTb B CUCTEMY BHYTPUMOYEUYHBIX BEH, MOYEUYHYIO BEHY U
HWXHIO Nonyt BeHy. lNMpopacTtaHue Kancynbl npn AMJ1
Habnwofaetca B 25 % cny4vyaeB, MHOXeCTBEHHble AMJT —
B 33 %cnyuaes, bunatepansHole AMJT—s 15 Y@l pu AMN
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B NaToONOrMYeCcKUil NpoLecc MoryT 6biTh BOB/IEYEHbI pe-
rMoHapHble NUM{aTyecKne y3bl, ONMMCAHO TaKXe MeTa-
cTasupoBaHue B IeTKMNe U NeYeHb, a TakXe pefKkue cny-
yanm pasBuTuUA capkombl. MpumepHo y 1-2 % nauuneHToB
CTy6epOo3HbIM CK/1IEpPO30M pa3BNBaETCA MOYEUYHOKIETOY-
Hblli paK,y 45 %nayneHToB ¢ AMJ1onpeaentoTCs MHOXe-
CTBEHHbIE KNCTbI MNOYeEK.

mcTonaTonorua. Knaccuyeckoid gng AMJ1 npuHATO
cymTaTb Tpex(asHyl TUCTONOIMYECKYD CTPYKTYpy C
HannuMem >XUPOBOIM TKaAHW, TOHKOCTEHHbIX e30praHu-
30BaHHbIX KPOBEHOCHbLIX COCYAO0B W NafiKOMblLIeYHbIX
BOJIOKOH. MpaHuMLa MexAy OnyXonbto 1 HOPManbHOMN TKa-
Hbl0 06bIYHO YeTKas, B OTAENbHbIX OMYXO0NAX N0 Mepu-
thepun OTMeyaeTCcs BOBMEYEHWE MOYEUYHbIX KaHaNbLes.
nafKoMbllWeYHble KNeTKW pacnofaraloTcs paguanbHO
OTCTEHOKCOCY/ZJ0B M MOTYT PacTy 3KCMAaHCUBHO Ny4YKamm.
Hanb6onee yacTo rnafKomblleYHble KN1eTKN NMEIT Bepe-
TeHoo6GpasHyl (opMy, a Takxxe MOryT UMeTb BUA OKPY-
rNbIX ANUTENNOUAHBIX KNETOK. B 3TUX KNeTkax HeyacTo
MOFyT OTMe4YaTbCA MPU3HaKW AfEepHON atunuu (MHO-
rga —MUTOTUYECKaA aKTUBHOCTb, MHOTOALEPHOCTL), UTO
onpegenseT X cnocobHOCTb K ManurHusaumu. HekoTo-
pele AMJT pacnonaratoTcs Cy6KancyfnspHO M COCTOAT B
OCHOBHOM M3 rNMafKOMbILEYHbIX KNEeTOK («Kancynombl»),
HanomunHasa neliomnombl. Onyxonu ¢ npeobnagaHuem
TOHKOCTEHHbIX COCY0B MOX0XMW Ha NUM®{aHrnoneiomu-
OMbl. JIMNOMaTO3HbIi KOMNOHEHT AMJI npefcTaBneH 3pe-
NON XWUPOBOW TKaHbIO, HO MOXET TaKXXe CofepXaTb BaKy-
0/M3NPOBaHHbIE aANMNOLNTbI, MOX0XWe Ha TnnobnacThbl,
YTO NPW IKCTEHCUBHON ANt hepeHLMPOBKE afnMNoLUTOB
MOXET MPUBECTU KPa3BUTUIO TNNOCAPKOMDbI.

WMMYHHBIA npodunb. AMJ1 xapakTepu3yTca KO3K-
crnpeccueid mapkepoB MenaHouutos (HMB45, HMB50,
CD63, TuposuHasbl, Martl/Melan A n ¢akTopa TpaHc-
Kpunumm MukpoodpTanbmum MTF) n mMapkepoB rnag-
KOMbILWEYHON TKaHW (rnagKoMbilleYyHbIi akTUH SMA,
MycKynocneyunpuyHblii akTuH MSA, KanbnoHuH). Ony-
X0/Mb TaKXe MOXeT 6bITb Mo3uTBHA No CD68, HellpoH-
cneyngpuyeckoin eHonase, 6enky S-100, peuenTopam
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3CTPOreHoB W nporectepoHa, CD117 (c-kit), gecmuny.
anutenunanoHble Mapkepbl npu AMIJI Bcerga HeraTus-
Hbl. QKCMpeccusa Kak MenaHouuTapHblX, TaKk W rnagkKo-
MbllIeYHbIX MapkepoB npun AMJ1 noagepxusaeT uieto
YHUTApPHOW NpUpoabl ONYX0AN C BO3MOXHOCTbIO €e No-
cnegytouwein HEeHOTUNUYECKON U UMMYHOTUNUYECKOW
MOAYNALNN.

dnuTennongHole AMJT — noTeHUManbHO CNOCO6-
Hble K MaiMrHn3aummn mMeseHXmMmanbHble OMyX0Nu, Tec-
HO CBA3aHHbIE C Knaccuyeckumm TpextasHoimu AMJT un
XapakTepusylolmecs nponudepaluein annTennouns-
HbIX K/IeTOK. bonee MoMOBUHbBI CAyYvaeB 3MUTENNONAHbIX
AMJ1 perucTpupytT y 601bHbIX TYy6EpO3HbIM CKIepo-
30M. Onyxonn 06bIYHO 60NbWKNX Pa3MepoB, MOTYT ObITb
KPOBOWU3NNAHNSA, 30HbI HEKPO30B, BOB/IEYEHWE MOYEYHO
BEHbl NIN HUXKHEN NOMON BEHBI.

OcobeHHOCTM rucTonaTonorun. B nponunde-
pUpyOWNX 3NUTENNOUHBIX KNeTKax rpaHynapHas
uutonnasma opraHusosaHa B cnon. Onyxonesble Knet-
KW OKpYyr/able WAW NONUTOHaNbHble, C YBEAUYEHHBbIM
BE3UKYNIAPHLIM A4POM, 4acTo C HykKneonamu. Moryt
npucyTCcTBOBaTb MHOTFOSAAEPHbIE WM TaHTNNONOA06-
Hble KNeTKU. Hepegko B cnyyaax anutennongHoin AMJ
nepsoHayalbHO OWMOBOYHO YyCTaHaBAMBAKOT [MATHO3
BblCOKOAU(D (epeHLMpOBaAHHOTO paka. Mpu snutenuno-
naHoik AMJ1 MoryT onpeaenaTbca afeApHas aHannasuns,
MUTOTUYECKAA aKTUBHOCTb, MHBA3NA COCY/0B, HEKPO3 U
BOCManeHne OKONOMOYEYHON XXNPOBO KNeTyaTKun, He-
peAKn KpoBou3nuaHusa [2].

OuddepeHymnanbHbll fUarHo3 NpoBOAAT C NelOMU-
OMOW, NeioMnOCapKOMOW, BbiCOKOAUGD D EPEeHLMpOBaH-
HOW NMNOCapKOMOW, CapKOMaTOWAHbIM TUMOM MoYeuy-
HOKMEeTOYHOT0 paka, MalUrHU3MPOBaHHOW HUGPO3HOI
TMCTUOLUTOMON, OHKOLUTOMOIA.

KucTsbl nouyek. MeHeTuyeckne 3ab6oneBaHuns, B TOM
uyncne Tyb6epo3HbI CKNepo3, npegpacnonaralT K 06-
pasoBaHWI0 MHOXECTBEHHbIX KWUCT B MoykKax, Wiaum no-
NNKWUCTO3a MoYek. KUCTbl 3aMelialdT OCHOBHYIO 4acCTb
HOPManbHOW TKaHW MOYeK, YTO MOXeT MPUBOAUTbL K

Mopgonornyeckune NposiBNeHNs

CHUMXEHWI0 YHKLMM NOYEK N Pa3BUTUIO NOYEUYHON He-
[OCTATOYHOCTU, rMApoHedpo3a. Bnouykax monocTn KUCT
06bIYHO 3aMN0NHEHbI XXUAKOCTbHIO.

MaTonornyeckne mn3ameHenma LLHC npu TybGe-
PO3HOM CKNepo3e npefAcTtaBneHbl KOPTUKaNbHbIMU ra-
mapTomamu (Ty6epamu), CYOKOPTUKANbHbIMWU [AMO-
HelpoHaNbHbBIMM FamapTomamu, cy6aneHAMManbHbIMM
rnnanbHbIMK y3enkamu, COrA [1].

Cy6aneHfjumanbHas ruraHT OKNeTO4YHasa acTpo-
uMTomMa — gobpokKayeCcTBeHHas Mef/leHHO pacTylyas
Oonyxo0/ib, 06bIYHO pacnpocTpaHAlOLWanca No CTeHKe Na-
TepanbHbIX Xey404yKOB roO/I0BHOr0 MO3ra U cocrtofLas
M3 KPYMHbIX TaHTIMOUAHbBIX acTPOUUTOB. ¥ maynueHToB
c Ty6epo3HbIM CKNepo3oM acTpouuToma — Haubonee
4acTo BCTPeyaloLwanacsa onyxonb ro0BHOr0 Mo3ra, ee ya-
cToTa Konebnetcs oT 6 o 16 % AcTpoumToma —OAWH U3
OCHOBHbIX AWArHOCTUYECKWX KpUTepueB Ty6epo3HOro
ckneposa. C nomowbio MPT onyxonb MoXeT 6bITb gua-
rHOCTMpOBaHay nnofa HauynmHas ¢ 24 Hegenb 6epeMeHHO-
cTu. BTabn. 4.2 npeAcTaBfieHbl JaHHbIE O YacTOTe BCTpe-
yaemoctT C3FA 'y 60/1bHbIX Ty6epO3HbIM CKNEPO30M B
pasHOM BO3pacTe.

[vnarHo3 06bIYHO yCTaHaBANBAKOT NOC/E NOAB/EHUA Y
nauneHToB KNUHUKN 3NUNENCUN UNWN NMPU3HAKOB MOBbI-

Tabnuua 4.2

PacnpegeneHne Bo3pacTOB Ha MOMEHT YCTaHOBNEHUS fUATHO-
3a TMTaHTOK/IETOYHOW acTPOLUTOMbI Y 60/IbHBIX TY6EpPO3HbIM
cknepo3om (06beAMHEHHbIE AaHHble ANA NaLMeHTOB 060MX MO-

nos) [1]

Bo3pacT Ha MOMEHT YacToTa BCTpe4aemMocTun
MoCcTaHOBKM AMarHosa, netT  [AJ1s jJaHHOro Bo3pacTta, %
0-1 5
2-10 22
11-20 29
21-30 7 L

31-40 1
41-50 n [t

CrapLue 50 -



Ty6epo3Hblit CK1epo3

WeHNs BHYTPUYEPEnHOro fasneHns. OnucaHbl cnyyau
NenTOMEHWHTeanbHOW AUcCeMuUHaLUn ¢ obpasoBaHnem
mMeTacTa3oB. B onyxonn MoryT npucyTcTBOBaTh Ka/bLm-
(hUKaTbl MU NMPU3HAKU MPeSLWeCcTBYOLWEro KpOBON3NN-
AHUA. OnucaHbl cayvyan MacCWUBHbIX KPOBOU3ANAHWIA B
onyxonu. Bpsage cnyyaeBy nayneHTOB CYCTaHOBNEHHbIM
[VNarHo3oM acTpPoOLUTOMbI fpYyrue Nnpu3Hakn Ty6epo3Ho-
ro cKJepo3a nofABASTCA MO3XKE.

mcTonaTonorua. Ans actpouynTom Hambonee Twu-
NMUYHa N0Kann3auna 0Kono oTBepcTMA MOHPO, Hannuune
BHYTPUXXENYA0YKOBON OMYXOMEBOW MacCbl MOXeT mpu-
BOAUTbL K 0GCTPYKTUBHON rugpouedanvun. Ona actpo-
LWTOM XapaKTepeH MefNeHHbI/i poCT, ONyX0Nnn 06biY-
HO OKPYr/ible UK MHOTOY3N10Bble, TKaHb Cepo-po30Bas.
Onyxonun 06bIYHO OFrpaHNYeHHbIe, OKPYXaloLWne TKaHK
He BOB/ieYeHbl. YacTo BCTpeyaroTCA NpPU3HaKnW Kanblu-
thukKaumm, MoryT 6biTb KNCTO3HbIE M3MEHEHUS, COCTOAT
M3 KPYMHbIX OKPYFAbIX KNeTOK, NOJ06HbIX acTpoyuTam.
TWNMYHO pacnonoXeHne ONYyX0NeBblIX KNeTOK rpynnamMu
M Hannyue cocyfos no nepudepun rpynn. Bonyxonesbix
KNeTKax NpUCYyTCTBYET WWPOKWUIA CNeKTp acTporananb-
HbIX (DeHOTUNOB. XapaKTePHO NMPUCYTCTBUE PaA3NNYHbIX
TUMOB KNETOK: OT MOAUTOHaNbHbIX KNETOK C LWWPOKOWA
nNpo3payHoi LMTONNAa3MON (OKPYXEHHbIX FemucToLn-
TapHbIMU acTpPoLMTaMN) f,O MEHbLUIETO pa3mMepa BbITAHY-
TbIX KNETOK ¢ BapnabenbHO hUGpUAANPYIOLLLUM MATPUK-
COM. YacTo BCTpevalTCs TMraHTCKue nupamMmupanbHble
KNeTKN C NOSBNIEHNEM FaHTMO3HbIX MPU3HAKOB. Bagpax
4eTKO ONpeAensftoTCA rpaHyNApPHbIA XPOMaTUH U OTAEeNb-
Hble A4PbIWKNX. HacTo BCTpeya TCA BblpaXeHHbI agep-
Hbli NONUMOP®HU3M U MHOTOAfEPHbIE KNETKW, MOXeT
HabnoAaTbCA NOBbIWEHHAA MUTOTUYECKAA aKTUBHOCTb,
OAHAKO 3TW NpPU3HaKW He ONpeAensioT OCNO0XHEHHO-
ro TeyeHns 3abonesaHus. NMogobHO 3TOMY, OTMEYaeMble
MHOTAa 3HAOTeNnanbHas nponudepayus n HeKpo3 He
03Hayal T aHannacTuyeckoi nporpeccumn onyxonu. Mpu
peLnauBMpPOBaHUM B ONYXONMN He OTMeyaeTcs 310Kave-
CTBEHHOW TpaHchopmaunm. XapakTepHbiM ¥ NOCTOSH-
HbIM MPW3HAKOM acTPOLMTOM CAYXWUT UHOMUNbTpaLus
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mactoyntamMu un naumdounTamu  (NpPenMmMyLyecTBeHHO
T-numdoumntamm). MNponudepaTuBHbIA NHAEKC, N3MeEPS-
emblii no Ki-67 (MIB-1), 06bI14HO HU3Kuii (1,5-7,4 %), uto
TakXe CNYXUT MOATBePXAeHWeM A06pOKa4YeCTBEHHOW
npupoAabl obpasosaHuii. Mpu acTtpoymTOoMax C MOBbI-
WeHHbIM YPOBHEM mponutepaynmn, HO 6e3 NPU3HAKOB
ManurHusaunm coobwanocb 0 KpaliHe pegKnx cnydasax
KpaHMOCNUHaNbHOW fUcceMUHaLnu.

MMmmyHorucToxummna. CIarA —otnnyaroLwascsa xopo-
WKUM OTrpaHWYeHneM OT OKpYXawLWnx TKaHeh acTpo-
LLMTOMa, KOTOPYH TakXe M3-3a 4acTo BCTpevatoLierocs
CMeWaHHOro rAMOHeApoHanbHOTro (eHoTMMNa Ha3sblBa-
10T cy63aneHAnManbHON TMFaHTOKNETOYHON OMYyX0nblo.
Bonyxonu oTmevaetca BapuabenbHas peakTUBHOCTb Ha
6enkn GFAB n S-100, Takxe onpeaensoTcs 6enku Hei-
pothmnameHTa U HEWPOH-aCCOLMMPOBAHHbIA pP-Ty6ynunH
Il knacca. lMoaBneHne mMOCNeAHEro pacrnpocTpaHeHO
6onblie, 4yem N1060Oro APYroro HelpoHanbHOro anuTona.
HelipothunameHTbl 60nee OrpaHWYeHbl B MPOSIBNEHU-
AX W NOKa3blBAOT KNETOYHbIe MPOLECCHl U NPUCYTCTBUE
FaHrIN03HbIX KNEeTOK. BraHrnnosHom komnoHeHte CarA
peAKo onpefensieTca peakuuWs Ha CMHANTo(MuU3UH. Nwm-
MYHOPEakTUBHOCTb Ha HelponenTuibl BapuabenbHa.
Onyxonb MO3MTWBHA MO COMaTOCTaTUHY W MeTaHKeda-
NVMHY, peako no3utueHa no MIB (Ki-67). [aHHble Ha-
XOAKN MOATBEPXAAOT MNONOXEHUE O KNETOUYHOW NUHEN-
HOCTW C pPas/MUYHbIMN CNOCOGHOCTAMMW K AUBEPTEHL UM
(heHOTMNOB, BKAKOYAA [/MaNbHYIO, HepOHaNbHY 1
HelipO3HAOKPUHHYIO AnddhepeHLNpoBKY. MoryT onpe-
8enaTbCAYNbTPACTPYKTYPHbIE MPU3HAKN HEiPOHaNbHOIA
anddepeHLNPOBKIN, TaKMe KaK MUKPOTPY6OUKHN, MHOTfa
NAOTHblE rpaHybl, pefjKoO —CUHanNCchbI.

OvddepeHunanbHblii AMarHo3 NpoBOAAT C FeMUCTO-
LWTHO acTPOLMTOMONM, 3NEeHANMOMOI, cybaneHaMMO-
MOi1, MEHWUHTeoMOiA [1].

Opyrne nsmeHennsa LLHC BknoyaloT: LepebpanbHble
KOpTUKanbHble Ty6epbl, reTepoTonuu 6en0ro BeliecTsa,
cy6aneHAnManbHble raMmapToMaTo3Hble y3enku (60po3abl,
no BUAY HAMNOMMHAIO LWL MEe CBEYY MW KanatoLyio Bogy).
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[Ons KopTukanbHblX Tybep TUNMYHA NoKanusa-
LMa B KOpe rojI0BHOr0 M03ra, MOryT o6Hapy>XXusaTbcs
TakKXe B [pyrux oTAenax Mo3ra, BK/HOYasg MO3XKeYok,
pefKo — B NPOAONTOBAaTOM WU CMUHHOM MO3re. Pasmepbl
Ty6ep — OT HECKONIbKMX MUNANMETPOB A0 HECKONbKUX
CaHTUMETPOB, KONUYecTBO BapbupyeT oT 1o 20. Auna-
rHO3 KOPTUKaNbHbIX Ty6ep ycTaHaBIMBalOT Ha OCHOBA-
HUUW gaHHblX KT unu MPT, 3T nameHeHus manbpopma-
LMKU CTPOTO accounMupoBaHbl C pasBUTUEM 3MUNENCUN,
0CO6EHHO MH(PAHTUNIbHbBIX CNa3MOB W KJIOHWKO-TOHW-
YECKUX CYlOPOXHbBIX NPUCTYNOB. B KneTtkax Ty6ep Hapy-
WeHbl AnddepeHLMpoBKa U PYHKLMOHMPOBaHMWE, YTO,
B CBOIO OuYepefb, MPUBOAUT K HAPYLUEHWUIO CBA3EN MeXAy
pasnnyYHbIMMK yyacTkamu mo3sra. [lo KOHUa He BbISICHEH
MeXaHU3M, KaK KOpTUKanbHble Ty6epbl BAUAIOT Ha He-
BPONOTMYEeCKUI cTaTyC, NOBeAEHNE U CNOCOGHOCTb K06-
YYEHUI0, 0fHAKO 04EeBUAHO, YTO UMEIOT 3HaAYeHNe 06beM,
uncno v nokanmsaunsa Tybep. MMKPOCKONMYECKN n3Me-
HEHNA MpefcTaBieHbl TMFAaHTCKUMMW KneTkamu (aHano-
rMUYHbIMK CIMA) U AUCMOPDHBIMY HeipoHamu, HapyLle-
HWEM CNONCTOW CTPYKTYpPbI, FINOCOM, KanbLuudunkaymnei
CTEHOK KPOBEHOCHbIX COCYZ0B U/MNN NapeHXUMbl, MoTe-
peii MmnennHa. OKpyxalollee KOPKOBOe BELLECTBO 00bIY-
HO COXpaHAeT HOPMa/bHYI KNETOUYHYIO apXUTEKTYypYy.
OvcmopdHble HeWpOHbl W TUTAHTCKME KNeTKU MOryT
06HapyXnBaTbCa BO BCEX CMIOAX KOPKOBOrO BellecTsa u
nognexauiem 6enom BeuwjecTse. [lucnnacTuyeckme Hem-
pPOHbI B KOpPe MMEIOT pajuanbHy0 OpUeHTaLmnto, 4nd HUX
XapakTepHbl abeppaHTHOe [ApeBOBWAHOE pas3BeTBie-
HWe [eHPUTOB, aKKyMynupoBaHWe nepuKapuanbHbiX
hunbpunn, HapyleHHas comaTuyeckas Mopdonorns c
6oratoli 303MHOMMaMm umuTOonnasmol (6annoHHbIE
KNneTkn). HelipoHbl 3KCNpeccupyroT HelipoH-cneunpu-
yeckue 6enKu, B CBA3MN CYeM MOXHO HabnwogaTb Lutoap-
XUTEKTYPHble 0COGEHHOCTU HE3PENbIX UAN HU3KOAND-
(hepeHLNPOBaHHbIX HEPOHOB, Takne Kak yKOpoueHue
aKCOHa/IbHbIX OTPOCTKOB W MJOTHOCTb KOPewKoBs. [na
TMTAaHTCKUX KNeTOK KOPTMKaNnbHbiX Ty6ep XapakTepHa
KfieToyHad W MOJieKynapHas reTeporeHHocTs. Hanu-
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Yne UMMYHOTUCTOXUMMNYECKUX MAapKepoB rNnanbHbIX W
HelipoHanbHbIX PEHOTUMOB NOAAEPXKMNBAET MONOXKEHUE
0 CMeWaHHOM T[/IMOHEPOHAaNbHOM MPOUCXOXAEHUN.
BONbWMWHCTBO TMFaHTCKNX KNeTOK Tyb6ep akcnpeccupy-
10T M HECTUH-MPHK, 1 6enkun. BOAHUX TMFTAHTCKUX KNeT-
Kax onpegensietcs MMMyHopeakTUBHOCTb Ha GFAB (glial
fibrillary acidic protein), gpyrvue KneTku ¢ UAeHTUYHbIM
MOp(O(peHOTUNOM 3KCMPEeccupyloT HelpoHanbHble
MapKepbl, BKAKOYas KOHHEKCUHbI 26 n 32, Helipoduna-
MeHTbI, p-Ty6ynuH Il knacca, MAP-2, a-UHTEpPHEKCUH.
dopmMupoBaHME XOPOLIO Pa3IMUYNMbIX CUHANCOB MeEXAY
TUTAaHTCKUMKU KNeTKamMu U OKpY>XalLWWMU HeildpoHa-
MW —He MOCTOAHHO Habntogaemoe ABNeHME.

KopTukanbHble ramapToMbl MOP(ONOrMYECKN HEOT-
ANYNMbI OTTY6€p; OHU MOTYT NMPOABNATHLCA XPOHUYECKOA
thokanbHOU anunencuei 6e3 apyrux yb6eanTenbHbiX KNu-
HUYECKNX NPU3HAKOB CONYTCTBYlOLWEro Ty6epo3HOro
ckfiepo3a. [aToreHes TakMx cnopaguyecknx N3MeHeHunn
[0 KOHUa He BblACHEH. Cy63aneHANManbHble raMapToMbl
npeAcTaBNAlOT co60W BO3BbILWAKLNECS HACTO Kanblm-
hULUMPOBaHHbIE Y3/bl U COCTOAT U3 KNETOK, He OTINYN-
MbIX OT KOPTUKaNbHbIX Ty6ep, HO MMELWNX MEHbLINI
pasmep.

Cyb6aneHauManbHble y3abl, NOJOOHO KOpPTMKafb-
HbiM Ty6epam, BcTpeyatoTcs y 80 % naumeHToB ¢ Tybe-
PO3HbIM CKNepo3oM. [N HWX XapakTepeH pPoCT BAO/b
3MEeHAMMbl NlaTepanbHbliX Xenyf04YKoB MO3ra, pasmepbl
BapbupytoT oT 2 40 10 MM, KOnMyecTBO 06bIYHO 6onee 1
B To Bpems Kak Ty6epbl COCTOAT U3 KNeTOK C HeipoHanb-
HbIMW W FANANbHBIMKU XapakTepucTukamu, cy6aneHau-
ManbHble Y3bl COCTOAT TONbKO W3 FNNaNbHbIX KNETOK U
OTANYATCH OT CTATUYHbIX KOPTUKaNbHbIX Tybep cno-
COOHOCTbLIO KMpopacTaHuio B OKpyXatouime TkaHm [1].

Opyrvue namenenna sHe LUHC npepcraBneHbl KOX-
HbIMW aHTMO(MOPOMaMK, «LWarpeHeBoin KoXei», 0KOM0-
HOrTeBbIMM (ubpomamu, pabgommuomamm cepgua, Ku-
WeYHbIMW NONNMAaMK, BUCLLepPaibHbIMKU KUCTaMu (B TOM
yucne KMcTaMu novek, kuctamm kocteit), JAM, AM/ no-
Yek (CM. Bbllle), MI3MEHEHNAMMN CO CTOPOHbI [1a3: MHOXe-
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CTBEHHbIMU HOAYNAPHLIMU FramMapToOMaMy ceT4YaTKm rna-
33, KONl06oMaMm pagyxku rnasa [1].

dunbpombl AeceH XxapakTepn3yoTca B 60NbWINHCTBE
cnyvyaeB (hOKanbHOW (hMOPO3HON runepnnasneit, 06blY-
HO 3T0 6e3601€3HEHHOE OKPYToi Uan oBoupgHol dop-
Mbl 06pa3oBaHue guameTpom oT 140 5 mm, 60nee cBeT-
NON OKpacku, Yem OKpyxXawlmne TKaHW, NOBEPXHOCTb
MOXeT O6biTb M3bA3BNeHA. [ucTonormyeckm Gubpoma
npeactaBneHa uépobnactamm u KOANareHOBbBIM Ma-
TPUKCOM, MHOrAa MOXeT 0TMeuyaTbCA BOCManUTeNbHas
MHGuAbTpauns. AnddepeHymnanbHblii 4UarH03 NpoBo-
OAT C TUTAHTOKNETOYHOW hubpomoi, Helipohnbpomoli,
neputepnyeckoil TMraHTOKNeTOYHON rpaHynemoi, my-
KoLene, TMNOMOM, ONYX0Nblo CMIOHHbIX Xene3 [8].

M 3meHeHNA CO CTOPOHbI CeTuyaTKW rnas BcTpe-
yarTcay 87 %60NbHbIX TY6EPO3HbIM CKIEPO30M U Npea-
CTaBneHbl raMapToMaMy 1 yyacTkamu genurmentayuu [9].

FamMapToMaTO3Hble NOAUNbLI KWW KW — A06poO-
KayeCTBEHHbIe MONUMbI CAN3NCTON, Yalie o6HapyxunBa-
I0TCA BTOLWEN 1 NOAB3AOLWHON KM Kax. Fuctonatonorus
OTNNYaeTca OT afeHOMaTO3HbIX MOMWUMOB: FNafKOMbI-
WeyHble BO/IOKHA YTO/LWEHbl B LLEHTpe 06pa3oBaHunii un
TOHKMe No neputepun, KNeTKN Ha MOBEPXHOCTU KONO-
HOBUAHbIE 1 6OKANOBUAHbIE, BOCHOBAHWNU N 61NXE K Mbl-
WEeYHOMY KOMMOHEHTY — KWLWEYHbIe W 3HAOKPUHHbIE.
OvddepeHunanbHblii AUarHo3 NpoBOAAT C afeHOMaMMU,
afjeHOKapLMHOMamMmn, KAPLUHOUAHbIMU ONYX0NAMMU.

Pa6bgomunombl cepaua. MepBUYHbIe ONyX0nun cepaua
BCTpeyalTCcA KpaliHe pegKo, MX 4actoTa BMonynsaymMu Ko-
ne6netca B npegenax 0,001-0,28 % B 75 %cny4aeB onyxo-
nn pobpokayecTBeHHble. B rpynne fo6poKayecTBEHHbIX
onyxonei cepgua Hanbonee 4acTo BCcTpeyalTCca pabao-
MUOMbI; B 6ONMbLWIWHCTBE C/lyyaeB pabaoMuOMbI cepaua
BbISBNAKTCA Y AAeTeli B BO3pacTe A0 roga. Y feteli c Ty6e-
PO3HbLIM CK1EP0O30M pabaoMuoMbl BCTpeyvatoTca B47—67 %
HabNLeHNI A N MOTYT NPUBOAMNTbL K Pa3BUTULIO CEPAEYHOMN
HefoCTaTOYHOCTU. PabaoMuomel cepaua B 60MbWNHCTBE
cnyyaeB accouMmMpoBaHbl C TY6EPO3HbIM CK/EpO30OM; Ha
aytoncum ux obHapyxuaiT B 30 % cnydyaeB; 4yacTtoTa,
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oueHeHHas no AxoKI, kone6netca B 6onee WUPOKUX Npe-
penax —oT 40 go 86 % Pabgomnoma cepaua MOXeT ObITb
BbISiB/IeHa NpeHaTanbHO HaynHasa ¢ 21-i Hefenn 6epemMeH-
HOCTW, B TaKuUX cnyvyasax Haubonee BepOATHO ABNSAETCA
MaHUMECTHbIM NPU3HAKOM Ty6epo3HOro ckieposa. Pab6-
gomuoma ceppua — onyxofib, CNoco6Has K CNOHTaHHOM
perpeccuun, NO3TOMY /i1 yCTaHOBNEHUA AnarHo3a He BCer-
fla onpaBfiaHO NMpPoBeJeHNe MHOTOKpPaTHbIX acnupaLmnoH-
HbIX 6uoncuin. Mopdonornyeckoe NOATBEPXKAeHME Ana-
rHO3a He TpebyeTCcsA Y HOBOPOXXAEHHbIX U jeTeill paHHero
BO3pacTa C MHOXECTBEHHbIMU HeKanbLWPULMPOBAHHbI-
MU 06pas3oBaHMAMMK, OCOGEHHO B COYETaHUN C ApPYrUumu
KNVNHWYECKMMMN nNpu3Hakamu Ty6epo3HOro CcKieposa.
OvddepeHynanbHblii fUarHo3 NpoBOAAT C MOPaXeHWeM
MUoKapza npu KosiiareHosax, onyxosnsamu BoNOKOH [Myp-
KWHbe, ramaptTomMamu. Makpockonuuyeckn pabgomuoma
cepaua npefctaBnseT coboii XOpoOWO OTrpaHUYeHHble
OT OKpyXatouell TKaHW eAUHWYHbIE UIN MHOXECTBEH-
Hble y3/bl [0NbY4aTON CTPYKTypbl 6e3 Kancynbl, pasme-
pamu oT 1 MM fo 3-4 cm, cpeaHuin gnametp — 5-15 mm,
TKaHb y3/10B 6enas Unu XentosaTo-ceposaTas, TUNNYHA
nokKanusauns B CTEHKe /IEBOTO XenyAouka u Mexokeny-
[OYKOBO Neperopofike, MOXET Takxe pacnonaratbcs
npumepHo B 30 % cnyvaeB B CTEHKE NMPaBOro Xenyfouka
N npefcepanax. Y 60nbHbIX Ty6epO3HbIM CKNEpPO30OM B
90 % HabnogeHnii pabfoMNOMBbI cepALa MHOXECTBEH-
Hble (cnopagnyeckme — B 50 % OANMHOYHBIE Y3bl), MOTYT
6bITb MpefCcTaB/ieHbl MHOXECTBEHHbIMWU AUCCEMUHUPO-
BaHHbLIMU MUANAPHbIMY Y3enKamMu 4o 1 MM B juamMeTpe —
pabgomnomaTtos. KnuHuuyeckue u remMofuHamMuyeckue
CUMNTOMbI 3aBUCAT OT YuUC/na, pa3MepoB U nokKanusauuu
y310B. Y30bl He60bLWNX pa3mepos (40 1cM B fuameTpe),
KaK NpaBuio, He BAUAIOT CEPbE3HO Ha YHKLMIO cepaua.
KpynHble y3/ibl MOTYT Bbi3biBaTb HapyLI€HWe MOABUXHO-
CTW KNanaHoB 1 U3MeHeHNe 06bema NonocTeii cepaua.
FucTonaTonorua. Ysnol pabAoOMUOMbI YETKO OT-
rpaHuyeHbl OT OKpYXatlolein TKaHW M npeAcTaBfeHbl
YBENNYEHHbBIMU KapAMOMUOLMTAMMN C NPOCBETAEHHONA
LMTONNa3MONi. B HeKOTOpPbIX KNeTKaX 303MHOPUNbHASA
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uuTonnasmMa pacrnosiaraetca B HampaBNeHUU OT LEeH-
TPpanbHO PacnofioXXeHHOro afpa K mMembpaHe KneTkw,
npuaaBas KneTkam 3Be3guaTblii BUA («3Be3fyarbie» KneT-
Kn). B6ONbWMHCTBE KNeTOK HabtoaaeTca Bakyonunsayus
N pegkne «pasbpocaHHble» MUoOpUIamMeHTbl. B kneTkax
O0TMeyYaeTCd TaKXe HaKomnjeHuwe ranKoreHa. «3Besfua-
Tble» KNEeTKN OKPYXXeHbl HOPMa/lbHbIMU KapanomMuoLuu-
Tamu.

MWMMYHHbI npodhunb. KneTkn akcnpeccupyrT map-
Kepbl MbILEYHON TKaHW: MWUOTrNO6UH, [eCMWUH, aKTWH,
BUMEHTUH. B KieTkax He onpefenserca 3kKcnpeccus
MapKepoB KneTouHoi nponudepaymnn Ki-67 n PCNA, uT0
onpefenseT NX CX0XeCTb C ramaptomamm [10-12].

Niumg aHrnoneiommomaTOo3 NErknux — pacnpo-
CTpaHeHHas WHOUAbTPaALUA He3peNbiMU KOPOTKUMM
BepeTeHOO6pasHbIMW  KNeTKaMu, HanoOMUHAWUMm
rnajKoMblLleYHble KNeTKN, 06bI4YHO accoLMnpoBaHHas ¢
KNCTO3HBIMU U3MEHEHUAMMN U Habnogaemas B Nofasnsa-
toueM 60NbWNHCTBE CYYaEB Y XXEHLWUH PENPOaYyKTUB-
HOoro Bo3pacTta. MHMunbTpaumna pacnpocTpaHaeTca no
X0y KPOBEHOCHbIX U TUM®{aTUUYeCKNX COCYA0B NErKnX,
no 6ponxuonam [13, 14]. 3a6onesaHue yal,e HOCUT cno-
pagnyeckuin xapakTep, a TakXxe TUNUYHO ANA XKEHLNH C
Ty6epo3HbIM CK/IEpO30M: pagnorpatuyeckme npusHaku
NIAM y HUX BbIABAAKT B 26-39 % HabnogeHwnii. Mpak-
TUYeCKMN Yy BCeX nauunmeHTok ¢ JIAM, accounmmpoBaHHbIM
C Ty6epo3HbIM CKNepo3oM, BbiABAAT AMJ1 noyek (npu
cnopagmyeckom —y 50%). flaHHOe nMaToN0rMyeckoe co-
CTOSIHME Npu Ty6epo3HOM CK/lepo3e —TpeTbs NPUYMHa
CMepTV Nocfie M3MeHEeHMNI A NOYeK N ONyXxoneli TON0BHOTO
Mo3ra. MakpoCKOMMYeCcKN N3MEHEHWUA B 3aBUCUMOCTM OT
CTeMeHW BbIPaXEHHOCTM W pacnpocTpaHeHus 3abone-
BaHWA BapbUPYOT OT eANHUNYHbBIX KUCT [0 AUBDGDY3HBIX
KNCTO3HbIX W3MEHEHUA ¢ 06enx CTOPOH OT BepXyLlek
[0 OCHOBaHWM Nerknx. KNcTo3Hble N3MeHeHNs B NerkKnx
MOTYT COMPOBOXAATbCA USMEHEHUAMMU B MOLMbILLEYHbIX
NUM@paTnyecknx ysnax ¢ GopmMupoBaHmem KUCT C XKUA-
KOCTHbIM cofepXumbim [15,16].
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fncTonaTonorud. JIAM xapakTtepusyertcsd ABymMsa OcC-
HOBHBIMW TUMaMW W3MeHeHWIi: KucTamyu u nponude-
pauvein He3penblX rNafjKoMblWeyHbIX KneTok [14]. Pas-
NNYHbIX Pa3MepoB KUCTO3HbIE MOSIOCTY pacnosarawTca
B BMUfAe NATEH WM HOAYNAPHbLIX arperaToB BepeTeHO0o-
6pasHbIX KNeToK, NOJO6HbLIX BepeTeHoo6pasHbiM KneT-
KaMm. K HUM MOryT 6biTb NpuMellaHbl 60nee OKpyrabie
ANUTENNONAHbIE KNETKW, NpefcTaBnsAlolie nepmuBacky-
NApHblIe 3NUTENUOUAHBIE KNETKU AN 3NUTENUOUAHbIE
rnafjKombileyHble Knetku. CyuiecTByeT npeAnonoxe-
Hue, 4TO NpejwecTeeHHUKamun JIAM cnyxaT UMEHHO ne-
pUBACKYNAPHbIE ANUTENNONAHbIE KNETKU. Y NauueHToB
CTy6epOo3HbIM CK/IEPO30M TaKXe MOXeT 0TMeyaTbCa Mu-
KpoHOAYynApHaa NHeBMoLUMUTapHasa runepnnasusa. B 3asu-
CUMOCTM OT nMpeobnafaHuns onpefeeHHOro TUuna KNeTok
BbIEeNAIT (OPMbl C HE6ONLWNMMN BepeTeHOO6pas3HbIMK
KNeTKaMm1 N KPYMHbIMU 3NUTENNONL0N0J06HBIMU KeT-
Kamun. TAXeCcTb TeyeHWA onpepenserca Mo MNPOLEHTY
3aMel eHNs HOPManbHOW NEeroyHol TKaHW Kuctamu u
y3/10BbIMU U3MeHeHuamu: | ctenedb — o 25 %, Il cTe-
neHb —25-50 %, Ill cteneHb —6onee 50 %[16,17].

VMMYHHBIN npothunb. KneTkn aKcnpeccupyroT map-
Kepbl TNafKOMbIWEYHON TKaHW: a-aKTWUH, AECMWH, BU-
MEHTUH. B 0TNnYMe OT HOPMaNbHbIX FNafKOMbILLEYHbIX
BO/IOKOH, MOXEeT Takxe Habnwogatbcs NONOXUTeNbHas
peakuns Ha MenaHoumTapHbii mMapkep HMB-45 (ero
IKCMpeccus CNyXuWT YYBCTBUTENbHLIM U BbICOKOCMELU-
unyHbIM TecTOM gna JIAM), HMSA-1, MelanA/Martl, MTF
(hakTOp TPAHCKpMNUMM MUKpoodhTanbMun). Bpage cny-
yaeB OnpepenaeTcs 3KCNpPeccus peLenTopoB 3CTPOreHoB
M nporecTepoHa, peuenTopoB hakToOpoB pocTa. Augge-
peHunanbHbll AMarHo3 NpoBOAAT C IM(U3EMON Nerkux,
rMCTUOLMNTO30M M3 KNeTok JlaHrepraHca [16,18].
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KO>XHbIE MPOABJTIEHNA
M.IO. lopocheesa

KoXHble n3MeHeHUa npu Ty6epo3HOM CKNepo3e npef-
CTaBfieHbl TMMOMNUTMEHTHbBIMU NATHaAMW, aHrnothubpo-
Mamu nuua, y4acTKaMy «LWarpeHeBoi KOXu», OKONOHOT-
TeBbIMM hubpomMamu, GMOPO3HbIMY GNAWKaMK, 6enbIMU
npagamu sonoc [1-4].

FmnonurmeHTHble naTHa (puc. 51) — ogHO wu3
Hanbonee 4acTbiX KOXHbIX MPOABAEHUA Ty6epo3HOro
ckneposa. OHKM BcTpeyatoTca B 90-98 % cnyyaeB. OHM
cny>xaT OAHUM 13 NepBbiIX MaHU(MECTHLIX MPU3HAKOB 3a-
60neBaHNs U HepeaKo OOGHAPYXMBAKTCA C POXAEHMWA.
CBo3pacToM HabnoAaeTca TEHAEHLNA KYBENNYEHNIO NX
yucna. FunonurMeHTHble NATHA Npu Ty6epo3HOM CKne-
po3e NPeumMyLecTBEHHO I0OKaNN3yTCA Ha TYyNOBULLE,
KOHEYHOCTAX U Arofuuax, pexe Ha nuue. XapaktepHas
0COBEHHOCTb — aCUMMETPUYHOCTL UX PACMONOXEHUS.
OTmeuyeHa BapuabenbHOCTb 4ucna, pasmMepa v opMmbl
3TUX MATEH. YNCNO TUMONUTMEHTHBLIX NATEH BapbupyeT
oT 3-4 go 100 n 6onee. Yawe BCero BCTPeYatoTCA NONTO-
HaNnbHble NATHA, HANOMUWHal W We oTNeYyaTKn 601bWOro
nanbua pyku, pasmepom 0,5-3 cm. Hanbonee xapakTtep-
Has opmMa NATeH — 0BajbHaA, MOX0Xasa Ha NTUCT ACEHSA,
pasmep Mx BapbupyeT oT 1 0 12 cm. Y 30 % 60MbHbIX
BCTPeYalTCA NATHA B BUAE «PacCbiNaHHOro KOHMPEeTTn»
(MHOXeCTBO CrpynnNMPOBaHHbIX MENKUX NATEH pasme-
pom 1-3 MMm).

FMnonurMeHTHble NATHA, KakK NpaBWio, XOPOL O
BWAHbI HEBOOPYXEHHbIM rnasom. [ns nyywen Busya-
nn3auunM TMNONUIMEHTHbLIX NATEH MPUMeEHAETCA Nnam-
na Bypa (Wood’ lamp), KoTopas n3ny4yaeT ny4yokK cBeTa
LNUHOW BONHbI 360 HM, ceneKTUBHO abcopbupytolero-
CA MeNaHMHOBBIMU KNeTKamun Koxu. Mog cBeToM 3Tol
namnbl 3[,0p0OBas KOXa BbITMAANT TYCKNOW, a y4yacTKu
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Puc. 5.1. TMNONUTMEHTHbIE NATHA

KOXW, UMeloWw e gedULUT MenaHnHa, ApKO CBeTATCS
(puc. 5.2). MprHMMas BO BHUMaHUWE BbICOKYI fMarHo-
CTUYECKY 3HAYMMOCTb FMMNOMNUIMEHTHbIX NATEH, pe-
KOMeHAYeTcs BCEM feTAM C YMCTBEHHOW OTCTanoCTbio
M cyfoporamu, a TakXXe pOfCTBEHHWKaM MepBOW cTe-
NeHun pofCcTBa MPOBOAUTL UCCEA0BaHNE KOXMN C MOMO-
Wbt namnbl Byga.

OuddepeHymnanbHblil gnarHo3 3abonesaHuin, B Km-
HUYECKYI0O KapTWUHY KOTOPbIX BXOAAT TMNONUTMEHTHbIe
NATHa, npefcTaBneH B Tabn. 5.1. TMNONMrMeHTHbIE NATHA
noTMNY «KOHMeTTU» AN P epeHLUPYIOT CTUNONUTMEHT-
HbIMW NATHAMW MOCTBOCMANUTENbHOW, NOCTUH(EKLM-
OHHOW M MoCcTTpaBMaTM4YeCKOW NPUPOLbI, CAapKONA030M
N rpUOGKOBLIM MNopaxeHuem Koxu (mycosis fungoides).
Y B3pOCAbIX NATHA N0 TUNY «KOH(ETTU» crefyeT oTaAu-
4yaTb OT MAMONaTUYecKoro KanenbHoro (guttate) runo-
mMenaHo3a, KOTOPblii BO3HWKAET TOMIbKO Ha OTKPbITbIX
yyacTKax KoXu.

Puc. 5.2. TunonurmeHT-
HOe NATHO MpwW OCBelLle-
HUK namnoi Byga

KoxHble nposB/ieHns

Benble npsgn Bonoc, pecHul v 6poseld (nonuosuc),
KaK U TMMNOMUTMEHTHble MATHA, CNYXaT XapaKTepHbIM
npu3HakomMm Ty6epo3Horo ckneposa (puc. 5.3).

Hapagy ¢ runonurMeHTHbIMKW NATHaMu npu Tyb6e-
pO3HOM cKfiepo3e B 16 % cnyuyaeB BCTpeyaloTCA MUT-
MEHTHble NATHA UBeTa «Koghe CMONOKOM» YTO He
npeBbiwaeT CpeAHNX MOMYNALMOHHBIX 3HayeHuid. Mpn
Ty6epo3HOM CKNepo3e 3Tu MATHA 0ObIYHO eANHUYHBIE,
OBa/bHbIe UK OKPYT/ble, MIOCKKNE, ANNHON 1-5 cm.

AHrnodmnépombl nuuya (puc. 5.4) BcTpevarTcs B 47-
90 %cnyuaeBy geTeii cTapwe 5net. AHTMOPMOPOMbI AnLa

Puc. 5.4. AHrnombpoma nuua
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Tabnuua 5.1

Ty6epo3HbIil CKNepos

OvddepeHumanbHbIi guarHo3 60n1e3Hel, B KTMHUYECKY IO

3abone-
BaHUe

Ty6epo3Hbilii
CcKepo3

Butunnuro

Nevus
anemicus

BaapgeHbypra
CUHAPOM

eHeTun4yeckmne
OaHHble

AyTOCOMHO-
[OMUHAHTHbIV TUM
HacnefioBaHus. 'eH
KapTUPOBaH Ha
Xpomocomax 9934 un
16p13

MpeAnonoxuTensHo
ayTOCOMHO-
[JOMUHAHTHBIN

TWUN HacnefoBaHns

C HenosHoiA
NeHeTPaHTHOCTbIO

AyTOCOMHO-
[OMUHAHTHBbIN

TWUN HacneoBaHUs
C HemosHoiA
NeHeTPaHTHOCTbI0
1 BapbupyHoLLei
9KCMPECCUBHOCTbHO.
leH KapTUpoOBaH Ha
Xpomocome 2937

Ko>XHble
nposiBieHnA

®  [MnNonUrmMeHTHble

NATHa (aCUMMETPUYHO
pacronoXeHsl No BCEMy Teny,
MPeNMyLLECTBEHHO Ha TY/IOBULLE,
KOHEUHOCTAX W AroAmnLax)
AHrnounépombl nnua
«LLlarpeHeBas» Koxa
OKONOHOrTeBbIE (h1OPOMBbI
Cefible NpsfAmn BOOC

YeTKO OrpaHunyeHHble y4acTku
[enurmeHTauum, ycunusaioLLmecs K
nepugepumn Ha hoHe HopManbHo
KOXW, PacnonoXeHHble
CUMMETPUYHO Ha pyKax, /iniLie, Luee,
TYNOBULLE, KOXHBIX CKNaaKax
EAVHNYHBIE MM MHOXECTBEHHbIE
CrpynnupoBaHHble 6nefHble
OKpYT/ible MATHA, C YeTKUMK
rpaHuLiaMu, yalle nokanmsytoTcs
Ha CMVHe, NnLe, He KpacHeroT npu
HarpeBaHuu, He 6enetoT Ha xonoge,
He noTetoT. Mpw HagasMBaHUM
1cye3aeT rpaHuLa naTHa
m  becuBeTHas npags BoioC

Hago n6om
B Y4yacTKu filenurMeHTauum

Ha KOXe U rNasHoM AHe
m  CpocLumecs 6posun

KoxHble nposiBieHns

KapTUHY KOTOPbIX

N3meHeHnAa
CO CTOPOHBbI
HEepBHOW cnucTEMbI
M OpraHoB YyBCTB

m CyaopoxHble

NpUCTYbI

m  YMCTBeHHas
0TCTanocTb

u AyTusm

m  [loBefeHuecKue
HapyLLeHns

m  [emMUCUHAPOM

He TvnnyHb!

He TvnuyHb!

m  HelipoceHcopHas

rayxota

m  [eTepoxpomus
pagyxek

m TenekaHt
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BXOAAT TIMNOMUIMEHTHble NATHa [5]

N3meHeHUs
B COMaTU4YeCcKOM
cTaTyce M KOCTHO-
CycTaBHOW cucteme

m  Pa6aoMuombl cepaua

m  [10IMKNCTO3 U
aHrMOMMUONMMOMbI
noyek

= Onyxonu
Nerkux, neyeHu,
Cefie3eHKM, KocTei,
3HIOKPUHHbBIX Xene3

m  [amapToMmbl
pany>Hoii 060104KM
rnasa

He TunnyHb!

He TnnyHb!

L He6onblume
CKeneTHble
nedopmaymn

= [opokw cepaua

Nab6opaTopHble
" Helipopaauono-
rmyeckme meTtogabl

ncecnepoBaHnsa

ucronorus koxw:
HOpMa/ibHOe Y1cno
MenaHoLuTOB;
CHIDKeHMNe

yncna, pasmepa

1 MenaHn3aLmm
MenaHocoM B
MenaHoLmTax

MPT: cy63neH-
AManbHble
rnanbHble y3nbl,
KOPKOBbIE W
Cyb6KOpKOBbIe Ty6epbl
KTM: KanbLuHaTh!

"ncTonorva Koxu: nonHoe

OTCYTCTBME MENAaHOUNTOB

TUCTONOrNA KOXW: MONHOE

OTCYTCTBME MENNAHOLNTOB
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3abone-
BaHUe

Meroctb
(Piebaldism)

F'vnomenaHos
1o

CuHgpom
dorra—
KosHaru

Nevus depig-
mentosus

CuHapom
Nywn-bap

leHeTunyeckmne
AaHHbIe

AyTOCOMHO-
[OMUHaHTHbIV TUN
HacnefoBaHus

MpeanonaraeTcs
ayTOCOMHO-
LOMVHAHTHbIA TUN
HacnefoBaHUs

AYTOCOMHO-
peL,eccMBHbIA TUN
HacnefoBaHus. [eH
KapTMPOBaH Ha
Xxpomocome 11g22-g23

Ty6epo3Hblit cknepos

Ko>XHble
nposBneHns

Cepfiast, 4acTo TPeyrosbHO
hopMbl Npsgb BOIOC HaAo 16OM
Benoe NATHO B LiHTpe
nog6opogaka
CHKeHHas NUrMeHTauus
KOXM TynosuLLa (c nonocamu
HOPMabHO NNTMeHTaLnK Ha
3a/jHeli NOBEPXHOCTW)
Benble NATHa OT 10KTA K
3anAcTbiO M OT CepeanHbI beapa
K MKpam
rvunonurmeHTaums Koxu
TYNOBULLA, KOHEYHOCTEN 1
rosoBbl B BUAE NATEH U N0N0C
HenpasubHON (opMbI C
HepOBHbIMM rpaHnLaMu Un B
BU[E TOYEK 1 BPbI3T, PasIMyHOro
pa3mepa. Bo3MOXHbI eANHNYHbBIE
NUITMEHTHbIE NATHA LiBeTa «Kode
C MOJIOKOM»
Anoneuus, N"OMKoCTb 1
V3MeHeHMe LBeTa BOSIOC

m  Cegble Npsay Bosnoc

m  Butunuro

m Anoneuus

BriegHble NATHa NpUYyaaMBOro
PUCYHKa 11K B BUE TOHKNX NMOIOCOK

TeneaHrnakrasum
YyacTkv filenurmeHTaumm
MUrMeHTHble NATHA
Cknepogepmms

KoXHble npoasieHna

M3meHeHUs

CO CTOPOHbI
HEePBHOW CUCTEMBI
M OpraHoB YyBCTB

He TunuyHbl

m CHmxXeHue
VHTeNNeKTa

B PesnCTeHTHble

CY[OPOXHbIe

NpUCTYNbI Ha

nepBoM rogy

XN3HN

AyTnam

m  [emuruneptpodus

m  Makpouedanus

m [lucakysus

m  Mo3rosble
CUMNTOMbI

m  XpoHuueckuit
[IBYCTOPOHHWIA
yBeuT

He TUNWYHbI

ATakcus
[lpoxaHue ronosbl
1 TynoBuLa
VIHTEHLMOHHBIV
Tpemop
XopeoareTos
Huctarm
Kocornasune
[ANOTOHMA MbILL,
'vnopenekcus
[unszapTpus
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MpogonmxeHune Tabnuusl 5.1

N3meHeHUs

B COMaTU4YeCKOM
cTaTtyce N KOCTHO-
CyCTaBHOI‘/I cncrteme

He TmnnyHbl

HenocTosHHo:
KN(OCKONMO3,
rUMNOreHNTann3m,
BPOXAEHHbIE MOPOKM
cepala

He TunnyHs!

He TnuyHbl

m XpoHuyeckue
pecnupaTopHbie

NHEeKLNN
m  OrtcraBaHue BpocTe
m Puck
3/10Ka4eCTBEHHbIX
HOBOOGpa3oBaHuii

JlabopaTopHble
MHelipopagnono-
rmyeckme MetTogbl

nccnefoBaHuUsA

nucTonorus Koxu: nosHoe
OTCYTCTBME MENaHOLMTOB

m [1ICTONOrUS KOXM:
CHWDKEHO Yncno
MenaHocoM

m  Helipopagnonoru-
ueckas KapTuHa:
remumerano-
3HUethanms

uctonorns koxw:
MOIHOE OTCYTCTBUE
MeNaHoLMTOB

ructonorvs koxw:
CHWXEHO Yncno
MenaHocoMm (pasmep v
mMefnaHm3aLmsa B HOpme)
OTcyTCTBME
CbIBOPOTOUHbIX
VIMMYHOT 106y IMHOB
(IgA, pexxe —IgG u IgE)



KoxHble nposBieHns

N3meHeHNnA
CO CTOPOHbI

HEPBHOW CUCTEMBI
M OpraHoB YyBCTB

73

OKOH4YaHMe Tabnuubl 5.1

N3meHeHUs

B COMaTnU4yeCcKoMm

cTaTyce U KOCTHO-
CyCTaBHOW cucrteme

NabopaTopHbIe
n Helipopaguono-
rmyeckme MetTojbl

nccnefoBaHns

72 Ty6epo3sHblii cknepos
3ab6one- FeHeTnyeckne Ko>XHble
BaHue faHHble nposiBieHns
CuHApom X-cLuenneHHbili m  O6WupHble ceTyaTble Un
FonbTua [OMVUHAHTHBIA TN NNHEViHbIe Y4acTKu UCTOHYEeHNS
Hacrefj0BaHus ¢ KOXW C BbINAYMBaHNEM XMPOBOIA
NeTaNbHOCTLIO /1A KNeTyaTku
N10J0B MYXXCKOro W TonHoe OTCYTCTBUE KOXU Ha
nona HEKOTOPbIX yuacTKax Tena
m  [lMrMeHTHbIE NN
[enUrMeHTUPOBaHHbIE MOOCkI
m  TeneaHrnakrasmu
m  [lanunnomsl
CuHppom X-cLenneHHbIi OpuUTEeMaTo3HO-BE3NKYy1e3Has
bnoxa— [NOMUHAHTHbIV TN CbiMb, PAaCMNONOXEHHasA NMHERHO
CynbLbeprepa HacnefoBaHus ¢ Ha crubareibHbIX MOBEPXHOCTAX
(cvHapom NeTanbHOCTbIO ANiA KOHEYHOCTei 1 60KOBbIX
HeflepXaHus  MI0L0B MyXCKOro NOBEPXHOCTAX TY/IOBULLA
nUrMeHTa) nona. leH kapTuposaH ® bopofgasuartas Cbifb
Haxpomocome Xpl1 W Y4acTku aTpoum KOXm n
1 Xqg28 fenvrmeHTauyum
= Anoneuus
CwuHgpom Mpeanonaraetcs PefjKo —NUrMeHTHble NATHA UK
Onbe ayTOCOMHO- Y4acTKu1 AenurMeHTaLmum

LOMWHAHTHBbIV TN
HacnegosaHus

pa3sBuBaloTCA, Kak npasusio, nocne 2-5 net. BHellHe OHK
npescTaBnAoT co60i nanynbl 1-4 mm B AnameTpe ¢ rnag-
KOW MOBEPXHOCTbIO PO30BOr0 WAN KPacHOro LBeTa. AHIN-
o(nbpoMblI pacnonaraldTCa CUMMETPUYHO C ABYX CTOPOH
NnLa Ha LWekKax n Hocy, Ha NoA60pOAKe MO TUMY «KPbIbeB
6a6oukun». MNHorga aHrnoubpombl 06pasydoT CAWBHbIE
yuacTKu.

PaHbLue aHrMounbpomMbl LA CHUTANNCh NaTOrHOMO-
HUYHBIM NPU3HaKOM Ty6epo3HOro ckneposa. B HacTos-
Lllee BPEMS WM3BECTHO, YTO aHrMOMUOPOMBI BCTpeyalTcs
Npu MHOXECTBEHHOW 3HAOKPUHHOW Heonnasum (Tun 1)
n npu cnHapome buprta—Xorra—4to6a (MHOXECTBEHHbIE

B YMCTBEHHas B [leheKTbl CKeneTa _
oTcTanocTb ®m [lechekTbl 3y60B
® AHOMa/uu rna3 B [lopoku
cepaua, noyek v
MOYETOYHWNKOB
®  [laxosas ¥ NynoyHas
rpbiXN
B Cy[l0pOXHbIii B BpoX/AeHHbIN BbIBUX  [UCTONOMMA Koxu:
CUHAPOM 6Geapa VHTpasnuaepMaibHble
B CnacTuyeckue ®  Koconanoctb ny3blpn ¢
napanuuu B JlecheKTbl 3y60B 303UHOMUIBHBIMM
B YMCTBEHHas (KoHMYecKast (hopma)  KeTKamu
0TCTanocTb
® AHOMa/IMM 3peHns
B Hucrtarm
B Spina bifida
He TunuyHbI B ACYMMETPUYHOE Ha peHTreHorpammax
yKOpOUeHue n BbIABNAOTCA
nedopmanms OrpaHuy4eHHble
KOHeuHocTel oyaru oBasibHOro
B Peako —ONyxonu 1V Beepoo6pasHoro
KocTell ¢ NpoCBeT/IeHs B

ManmrHusasveri B
3penom Bo3pacte

MeTadm3ax AMMHHbIX
Tpy6uaTbIx KocTei

nanysnesHble N3MEHEHWNS Ha KOXE r0/I0BbI U LWen, peTuHona-
TnA, 6ynnesHas amdusema, nunombl). B obuieidi nonynsyun
pefKo BCTPEYaTCA eANHUYHbIE aHTMOPUOPOMBI NNLA.
NeyeHne aHrMotnbpom nuua pPeKOMeHAyeTcs Hauu-
HaTb BNOAPOCTKOBOM BO3pacTe MeTOA0M na3epoTepanuu.
YyacToK «warpeHeBoit Ko>Xu» (peau chagrine B
nepesofe ¢ ppaHLy3cKoro «Hegy6neHas, rpy6as, xecTkas
KOXa») NpeAcTaBNAeT C060/ COeANHNTENbHOTKAHHbIN He-
BYC, CY>XWUT 06NMNTaTHbIM NPU3HAKOM Ty6ep0o3HOro cKne-
po3au BcTpeyvaeTcay 50 %60nbHbIX (puc. 5.5). B60AbLWMH-
CTBE CAy4aeB YYaCTKM «lLarpeHeBol KOXu» NOABNAOTCA
Ha BTOPOM AeCATUNETUMN XXU3HW, MPENMYLLECTBEHHO pac-
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Puc. 5.5. YUacTOK «LLIarpeHeBoi Koxm»

nonarawTcA B MOACHWYHO-KPECTLOBOW 06nacTu, umetoT
NNOTHYI KOHCMCTEHLMIO, XXEeNTOBATO-KOPUYHEBbLIN MK
PO30BbIA LBET, YMEPEHHO BbICTYNalT HajZ MOBEPXHOCTHIO
OKpyXatouiein koxn. KonmyecTBo y4acTKOB «LlarpeHeBo
KOXW» BapnabenbHo, HO Yalle OHW 6bIBAOT AUHUYHBIMU.
Pasmep nx kone6netcsa ot 140 10cm un 6onee.

dunbposHbie 6nawkn (puc. 56, a) — 06AMraTHbIN
npu3Hak Ty6epo3HOro ckieposa, OHW BCTpevyawTCa Yy
20-40 % 60MbHbIX. ®NO6PO3HbIE GNAWKN UMEKT Gexe-
Bblii LBET, LUepOX0BaTble Ha OWYNb U HECKONbKO BbICTY-
nawT Haj OKpy>Xatol el Koxei. OHM YacTo NOABNATCA
yXe Ha NepBOM FOAY XXU3HU W CNYXaT OfHWUM U3 NepBbIX
KIMHNYEeCKMX CUMNTOMOB 3aboneBaHna. Yalye Bcero pu-
6po3Hble 6MAWKN NOKANU3YTCA Ha N6y, HO MHOTAA OHK
BCTpeYal TCA Ha BONIOCUCTONM YacTun ronossl (puc. 5.6, 6).
Pa3mep 1 4yncno 615LLEK MOXET BapbUpPOBaTh.

KoxHble nNposiBieHns

Puc. 5.7. OKonoHorTeBble GUGPOMBI

OkonoHorTesble hnbpombl (puc. 5.7), unv onyxonu
KosHeHa (J. Koenen onucan ux B 1932 r.), —o6nuraTHbl i
npu3Hak Ty6epo3HOro ckneposa, Bctpevaotcay 17-52 %
60NbHbIX (40 88 % nogaHHbIM [4]). OHU NpefCcTaBAAOT CO-
60li TyCKNble, KpacHble NGO MACHOTO LBeTa nanynbl Uaun
y3/bl, pacTyliue OT HOIFTEBOrO /i0Xa WU BOKPYr HOrTe-
BO NNaCTUHKMN. B 60NbLWNHCTBE C/ly4aeB OKONOHOTTeBbIe
hnbpOoMbl NOABNAOTCA HA BTOPOM [ECATUNETUN XU3HWU.
Yalle OHUN BCTpeYal TCA Ha Horax, 4em Ha pykax. Hannuue
OKO/MIOHOTTEBbIX hMOPOM 60n1ee XxapaKTepHO AN XKEHLNH.
Pasmep nx Bapbupyet oT 1 MM 0 1cM BAMnameTpe.

Msarkue omopombl (puc. 5.8) BcTpevatotca y 30 %
60nbHbIX. OHWM NpefcTaBNAT CO60A MHOXECTBEHHbIe
UNN efiUHNYHbIE MATKWe 06pa3oBaHUs Ha HOXKax, mMe-
WwoTyaToi hopMbl, pacTyliMe Ha Liee, TYN0BULLE U KO-

Puc. 5.8. MsArkue puépombl
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HeyHocTAX (molluscum fibrosum pendulum). [Opyroi
BapuMaHT MATKMX Gpubpom npeacraBnser co60i MHOXe-
CTBEHHbIE, HECKO/IbKO MPUNOAHATbLIE HAaZ NOBEPXHOCTbIO
KOXW (M Takoro e LBeTa) Menkue o6pasoBaHuns, pasme-
pOM MeHblie 6ynaBOYHON FONOBKW, pacrnonararwlynecs
Ha TY/IOBULLE U LWee N HANOMUHAI L NEe TYCUHYIO KOXY.
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HEVMPOBU3YANN3ALINA
O.B. Bo>kko, M.IO. [lopocheeBa

HelipoBnsyanusauma nrpaeT BaXHYl po/b B fMarHo-
cTuKe Tyb6epo3Horo ckneposa. Oyary nopaxeHus B ro-
NOBHOM MoO3re npu Ty6epo3HOM CKnepo3e BCTpeyalTcs
6onee uem y 95 % naunMeHTOB C MOMeHTa poxaeHus [1—-3].
OHu npepcTaBnAOT coboii onyxonesnfiHble o6pa3oBa-
HWA —ramapToMbl, pacrnonaratwwmnecs cybaneHgnmans-
HO Ha CTeHKax >XXenyAo4YyKOoB, CKOMMNEHUS aHOManbHbIX
HelpoOHOB U rAUKM B Kope, Cy6KOPTUKANbHO 1 B Gefom
BELeCTBE MO XO4Y MUTPaLUOHHbIX NyTeii. Kpome 3Tux
Hanbonee xapaKTepHbIX 418 AaHHOTO 3aboneBaHNA Ha-
pPYyWeHUNA y NauMeHTOB C Ty6EpO3HbIM CKNEPO30M Yalle,
4yem B NONYNALUKN, BbISBAAOTCA aHOMannnM MO30NCTO-
ro Tena, MO3Xeuyka, KOPKOBble AMCNNa3nKU, COCyf[nCTbie
ManbopMaumn, Kanbuudukatel B 60nbWIMX Nonywa-
puax n mos3xeuke. CynpaTeHTOpanbHble U MHPPATEHTO-
panbHble NOPaXeHWA FOJIOBHOTO MO3ra Npu Ty6epo3HOM
CKnepo3e NpefacTaBfieHbl BTabn. 6.1.

Ty6epbl (tuber — 6yropok), Hanbonee xapakTepHoe
nposBieHne Ty6epo3HOro ckneposa, ABNAOTCA QOKab-
HbIM MOPOKOM Pa3BMTUA KOPbI FOIOBHOTO MO3ra. Makpo-
CKOMWYECKN 3TO rnagkune, 6enecole, cnerkasblicTynatue
Y3/bl, KOTOPble BbIFNAAAT KaK YBENNYEHHbIE, aTUNUYHON
hOpMbl U3BUNNHBI, TBEPAbIE HA OWYMb, 4YTO W MPUBENO K
Ha3BaHWO 60Me3HN «Ty6epO3HbIl CKepo3» (TBEPAOCT,
XapakTepHas Ans kny6Helt kaptodens). TucTonornyecku
OHW COCTOAT M3 TUTAaHTCKUX KNeTOK, NofBeprmnxcs 6an-
NOHHOW AncTpoduu, NIOTHOTO GUBPUNNAPHOTO FN03a,
TMNOMWENNHN3NPOBAHHbIX BONOKOH [4].

KopkoBblie Ty6epbl pasnumyalTca no CBOWM pas-
mepaM, noKanusaynu, KOHCUCTeHUUNU 1 dopme. Pasmep
KOPKOBbIX Ty6epoB BapbUpPyeT OT HECKONbKUX MWUANN-
MeTPOB [0 HECKONIbKMX caHTUMeTpoB. KopkoBble Ty6epbl



Tabnnua 6.1

Ty6epo3Hblli CKepo3

CynpaTeHTOpuanbHble U WH{pPaTeHTOpUaibHble MOPaXeHUs

ronoBHOro mo3ra [2]

CynpaTteHTopuasnbHble
nopaxxeHus

Tybepbl KOpKOBbIe/Cy6-
KOPTWKaNbHble
Cy6aneHuManbHble y3nbl
CybaneHanmanbHas
rMraHToKNeToYHan
acTpouuToma

JInHelHble
MUTPaLMOHHbIE TPaKTbI

1 KnCTbl 6enoro BeliecTsa
AreHesns/gucnnasm
M030/1MCTOrO Tena
KopkoBble gncnnasum
(remumeranoaHuedanus,
Lwm3eHuedanmns)
BHyTpuyepenHbie
COCYAMCTbIE aHEBPU3MbI
1 BacKynonaTusa no tuny
mMois-Moiin

WHppaTeHTOpranbHble
nopaxeHus
(< 30 % 601bHbIX)

OTNOXeHWe KanbLms

B MO3)EeUKe B BUAe NpAMoli
NN U3BUTON NUHUK

no xogy 60po3apl
KanbuuHatbl B 6en1om
BeLLeCTBe MO3XKeuKa
AreHesus/runonnasms
YepBsa UK nonyLapus
MO3XeukKa

YBennyeHne og4HOro

13 nonyLapuini Mo3xeuka
Ty6epbl cTBONMA MO3ra

1 cy63neHanManbHble y3nbl
4-10>Kenyaoyka mosra

pacnonaraloTca B BUAe BbICTYMNOB Hafj eAUHUYHON MK
npuneralowmmu 6oposgamu. OHU pacwupsaT 60po3gy
N CrNaXnBaKT rpaHb MeXAY cepbiM 1 6efbiM BeLLeCTBOM.
B95 %cnyyaeB Tyb6epbl MHOXeCTBeHHbIe [5],06bI4HO pac-
nonaraTcAa B 60NbLWIMX NONYLWapUAX, pexe B MO3KeUKe
(8—15 %). B oTanume oT Ty6epoB 60NbWIMNX NONYLIAPUNA,
uepebennapHbole Ty6epbl 06bIYHO HEINWUNENTOTEHHbIE U
He HakannuBal T KOHTpPacTHbIW npenapar [6].

Kopkosble Ty6epbl Kanbunhuuymnpytotcsa B 54 %cnyya-
eB. Uncno KanbunmumpoBaHHbIX Ty6epoB yBennunsa-
eTcsi C BO3pacToM 60/bHbIX.

CBOeBpeMeHHOe BbIfiIBIEHWE KOPKOBbIX Ty6epoB
KanbLWHATOB MO3ra OYeHb BaXXHO ANA AUATrHOCTUKU TY-
6epo3HOro ckneposa. Han6onblwyo 3HAYMMOCTb B BEPU-
hukayum Tyb6epos npn obcnefoBaHUM 60NbHLIX UMeeT
MPT. Mpn MPT gns nx BblABNEHUA UCNONb3YIOT T1- n T2-

HelipoBu3ayanu3sayus

B3BelleHHble n3obpaxeHus (T1BW, T2BW), nsobpaxe-
HUS, NONYYeHHble C NofaBneHnem MPT-curHana oT Bofbl
(FLAIR — Fluid Attennuated Inversion Recovery), xupa
(STIR —Short T1 Inversion Recovery), T1BW ¢ ncnonbso-
BaHVWeM nepeHoca HaMarHWYeHHOCTH.

Cnomouwbio MPT Ty6epbl yaaeTcs BbISBATb Y M104a Ha
20-i Hepene rectayum [4]. MPT-kapTuHa Ty6epoB 3aBu-
CWUT OT BO3pacTa nayueHTa.

M306paxeHne KOPKOBbIX Ty6epoB y aeTeit Ao 1roga,
npeMMyLLecTBeHHO [0 6 Mec., 0OTAnYaeTca oT n3obpaxe-
HNSA KOPKOBbLIX Ty6epoB AeTel cTapwe 2 neT, KOrga mue-
NnnuHn3auns 6enoro BewecTsa NpubAMXKaeTcs K B3p0Cno-
MY COCTOAHUIO. OHW MOTYT 6blITb TMNEPUHTEHCUBHBI Ha
T1BW U runonHTeHcuBHbI Ha T2BW (puc. 6.1). o 20 %no-
paxeHHbIX U3BUAUH yToNWeHbl [7]. Mpn ¥Y3Ny nayuneH-

Puc. 6.1. MarHuTtHo-peso-
HaHcHaa Tomorpaus pebeH-
Ka 7 MeC., akcuaNibHble cpesbl.
KopkoBbIii Ty6ep (cTpenka):

a — T2-B3BeweHHOe n3o06pa
XeHue; 6 — FLAIR-u3o6pa-
XeHune; B — T1-B3BelWIeHHOE
n3obpaxeHue
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Puc. 6.2. MarHuTHO-pe3oHaHCcHaa Tomorpagus. Kopkosble Ty-
6epbl:

a — T2-B3BelWeHHOe W306paxeHWe, (POHTaNbHbIA Cpes;
6 —FLAIR-1306paXeHune, akcuanbHblii cpes

TOB [0 rofia Ty6epbl onpefenstoTcs Kak CybKOpTUKaNb-
Hble TUNO3XOreHHble ovaru [6].

Mo mepe MunennHuszaumun MPT-kapTuHa Ty6epoB Me-
HAeTcA, X MPT-curHan cTaHOBUTCA M3OUHTEHCUBHbLIM
Bel,ecTBY MO3ra. ¥ B3pocabliX Ty6epbl 06bIYHO M30- UK
TMNOUHTEHCUBHbLI B LeHTpe Ha T1BU 1 TMNEPUHTEHCUB-
Hbl Ha T2BW (puc. 6.2,6.3). Hanbonee oT4eTNnBO Ty6epbl
BuU3yanusupytTcs Ha FLAIR-n306paxeHunax, rae oHn ru-
NMEPUHTEHCUBHbI MO OTHOLLEHWUIO K JIMKBOPY U BELLECTBY
mo3ra. MonyyeHne T1BW ¢ nepeHOCOM HaMarHMYeHHO-
CTU PEKOMEHAYIOT NpU nccnegoBaHuy aeTeli B Bo3pacTe
no lroga [8].

O6bi3BecTBNEHNEe Ty6epoB MOXET NPUBOAUTbL K NO-
BblWeHUto MPT-curHana Ha T1BW n3-3a ykopoyeHusa T1-
penakcauumn kpuctannamu kanoumna [9]. B page cnydaes B
Ty6epax BbIABNATCA KUCThI (puc. 6.4). HakonneHne KOH-
TpacTHOro npenaparta B Ty6epax Habnwpaaetca B 3-4 %
cnyuyaes [10].

Mpwn KT Ty6epbl BbITNAAAT KakK 30Hbl MOHWXEHHOM
NNOTHOCTU B YTO/LWEHHON n3suamHe (puc. 6.5). C Bo3-
pacToM MAOTHOCTb WX MOBbLIWAETCA U CTAHOBUTCA paB-

HelipoBusyanusauus

Puc. 6.3. MarHuTHo-pe3oHaHcHas Tomorpagus. Ty6epbl B MO3-
Xeuke:

a — T2-B3BelWeHHOe wu306paxeHne; (POHTaNbHbI cpes;
6 —FLAIR-n306paxeHune, akcmanbHblii cpes

HOW OKpy>arLeil HOpManbHOW TKaHM Mo3ra. B aTumx
cnyyvaax Tybepbl NpakTU4Yeckn He AuthepeHLUpyoT-
cA. [lONONHUTENbHYIO CNOXHOCTb ANA BU3yanusauuu
cO3/jaeT UX KOHBEKCUTaNbHOe pacnosoxeHue B6AU3N
KkocTei yepena. K 10 rogam y 50 % feTeil B Ty6epax 06-
pasytTca neTpudukaTtbl, TOr4a MX MOXHO BbISBUTbL NpK
KT [11]. Ecnu o6bl3BecTBNEHME MPOXOAUT No 6opo3je,
KT-kapTuHa cxoAHa ¢ TakoBOW npu 6one3Hu LW Typre—
Beb6epa [12].

B HacTosAlee BpemMs OTCYTCTBYHT faHHble O BNUA-
HWW KONWYeCcTBa M NONOXEHUA TY6EPOB Ha KIMHUYECKMNe
nposBneHuns 3abonesaHuns. BaxeH apyroit guarHoctunye-
KU acnekT —3nunenToreHHocTh Ty6epos. Mpu KT, MPT
HEBO3MOXHO AU (hepeHUNpPOBaTb 3MUNENTOrEHHbIE U
HeanunenToreHHble Tybepbl. [N peweHns faHHOW 3a-
flauyn MCnosb3yloT Pagnon3oTonHble MeTofbl UCCef0-
BaHWA: MO3MTPOHHYIO 3MUCCUOHHYIO TOMOrpaduio u
OAHO(MOTOHHY 3MUCCUOHHYIO KT. M03MTPOHHAsA amMuc-
CUOHHasa ToMmorpagusa c GTopLe30CUTNI0KO30M nokKasana
BbICOKY TOYHOCTb B WAEHTU(MUKALWUU 3NUNENTOreH-
HbIX Ty6epoB. ONUNENTOreHHbIMW Yalie OKas3blBakTCA
Ty6epbl CO CHUXEHHbIM MeTabonM3MOM rnOKO3bl [13].
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Puc. 6.4. MarHutHo-peso-
HaHcHas Tomorpadus, akcu-
anbHble cpesbl. Kuctbl B KOp-
KOBbIX Tybepax:

a — T2-B3BeWeEHHOe WU30-
6paxeHne; 6 — FLAIR-u3o-
6paxeHne; B — T1-B3BelleH-
Hoe nsobpaxeHune

Puc. 6.5. KomnbloTepHasa T10-
morpacgus. Kopkosble Ty6epbl

HeilipoBusyanusauus

Lpyroii nyTb BbIABNEHNA 3NNNENTOrEHHbIX TY6EpOoB Npu
NMO3UTPOHHON IMUCCUOHHOW TOMOrpamu — MCNONb30-
BaHuWe B KayecTBe pagnodapmnpenapara aHanora Tpun-
TothaHa — anba-1t0-meTun-b-TpuntogaH, KOTOpPbI
npUMepHO B 2 cny4vaeB HaKannuBaeTCA B3NUMENTOrNEH-
HbIX Ty6epax [14]. Mpu o4gHODOTOHHOM IMUCCUOHHO KT
B KauyecTBe pafjuodapmnpenapata UCNONb3ylOT npena-
paTbl n3otona TexHeuuns Tc-99m (hexamethyl-propylene
amine oxime — Tc-9917 HMPAO). Han6onee nHdopma-
TUBHO NPOBEfleHNe MUCCNef0BaHNA KaK MOXHO paHblue
0T Hayana napuuanbHOro 3NMNENTUMYECKOro npunagka
(kTanbHafA OAHOGOTOHHasA amuccmoHHaa KT). Mmnepak-
TUBaLnA HelpOHOB, PAacnolOXEeHHbIX B 3NWUIENTOreH-
HO 30He BO BpeMs POPMMUPOBAHMUA HEPOHHOTrO pas-
paga, NPUBOAUT K NOBbILLIEHUIO KPOBOTOKA B 3TOW 30He,
4yTo no3eonaeT B 90-99 %cnyyaes BbIABUTL oyar runep-
nepdysnun, cOOTBETCTBYHOLWMUA MO NOKanusauum 3nu-
nentoreHHomy ouvary [15]. MpoBegeHne 04HOMOTOHHOM
aMuccMoHHON KT B 6nmxxaiiiee BpeMsa nocne npuctyna
(nocTukTanbHas OQHOPOTOHHAA aMmuccuoHHas KT) no-
3BO/IAET BbIABUTb OYaru runepnepdysmy ronoBHOro Mo3-
ra, COOTBETCTBYIOLME NIOKANN3aLNUN 3NUNENTOTEHHOTO
oyara, Tonbko B 70-75 % cnyuyaeB [16]. B nepuog mexagy
npunagkamMmu (MHTepukTanbHas 04AHOPOTOHHAA 3IMNCCU-
OHHaf KT) MeTo4 N03BONAET BbIABUTL O4arn runonepdy-
31K, COOTBETCTBYIOLW MEe NOKann3aLnum anunenToreHHoro
ovara, nuwb B 30-40 %cnyuaes [17].

[na perncrayumm 3nNUNEnTOTeHHbIX 30H YCMNEWHO
NpUMeEHAeTCA MeTOo4 MarHuToaHuedanorpapuun. dnu-
NenTOreHHbI y4acTOK KOpbl FTOIOBHOIO MO3ra xapakTe-
pu3yeTcs NOBbILEHHbIM MPOBeAEHNEM 3NeKTPUUYECKUNX
MMNYNbCOB, BbI3bIBAIOWMNX BO3IMYLEHUA MarHUTHOrO
nona mosra. Permcrpayua 3TUX MNpoLECCOB MpuU Mmar-
HUTO3HUedanorpapun faeT BO3MOXHOCTb BbIABUTb
anunenToreHHole oyarn. ConocTaBfieHNe pe3ynbTaToB
MarHuToaHuedanorpaduyu ¢ aHaToMuyeckummn nsobpa-
XEHNAMU, NoNyYeHHbIMU Npu MPT, no3BofifseT NocTpo-
UTb NUCXOAHbIE MArHUTHblE KapTbl C TOYHON NoKanm3aym-
eli anunenToreHHbIx oyaros [18,19].
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N3peaka BCTpeyaroTCca eAUHUYHbIE Tybepbl. Mpn oT-
CYTCTBUU APYTWX MpoABNeHUN Tyb6epo3HOro ckieposa
X cnefyet AuddepeHLNpoBaTb C HEONNACTUYECKUM
npoueccom. B Takux cnyyasx nonesHo Mcnonb3oBaHue
MarHUTHO-PE30HAHCHON CNeKTPOCKONUMW. MPOTOHHBIN
cnekTp Ty6epoB cofepXunT cnabo NoBbILWEHHbIA MUK XO-
NNHA U HECKONbKO CHVKEHHbI Nuk N-aueTunacnaprara,
Torfa Kak B 60NbLUMHCTBE ONYXO0Nel y AeTeil MUK X0NnHa
3HAaYNTENbHO MOHWXeH, a N-aueTunacnaprtara — NOBbl-
weH [6].

Cy6aneHanManbHble y31bl Y 60NbHbIX TY6EPO3HbIM
CKNepo3om BcTpeyatoTcs B 95 %cnyyaeB. OHM UMEIOT BUA
OKPYI/blX Y310BbIX 06pa3oBaHunii, 06bIYHO PACNONOXEH-
HbIX BAO/Ib BEHTPUKYNAPHOW MOBEPXHOCTU XBOCTaTblX
f4ep, Yalle Ha NnacTMHKe TanamMocTpuanbHOW 60po3-
[bl HENOCPeACTBEHHO 3a 0TBepcTMEM MOHpO. Pexe OHM
pacnonaralTca Ha CTeHKaX NO6HbIX, BUCOYHbIX POroB,
TPeTbero u 4eTBepTOro >xenypoukos. Cy6aneHgumanb-
Hble y3Nbl KpaliHe peAKo 6biBalOT eANHNYHbIMU. B 601b-
LWIMHCTBE CAy4YaeB OHM MHOXeCTBEHHble, npuieraroLine
APYT K apyry. ®opma cy63aneHAMManbHbIX y310B 06bIYHO
oKpyrnas unu BbiTAHyTasa [20]. TMCTONOrNYECKNIA aHanun3
noKa3sblBaeT, YTO cy6aneHANManbHble y3/bl COCTOAT U3 TU-
raHTCKUX KNETOK M BKNHOYAKT MHOXECTBO COCYAUCTbIX
anemeHTOoB. CyllecTByeT onpefeneHHas JMHamMmKa nsme-
HEHWi cybaneHANManbHbIX Y3108 C BO3PaCTOM 60/bHbIX.
Y HOBOPOX/fEHHbIX CybaneHAnManbHble y3bl peako Obl-
BalOT KanbUntunumpoBaHHbiMU. Mo Mepe pocTa pebeHka
HabntogaeTca nocTeneHHas Kanbuyupukayns cybaneHam-
ManbHbIX y3/10B.

CneflyeT OTMeTWUTb, YTO Ka/lbLWHaTbl B [O/0BHOM
MO3re BbIBNAIOTCA NPU MHOTUX ApYrux 3abonesaHnsax.
OCHOBHbIe 3TMONOrMYecKne akTopbl KanbUumdukaynm
npeAcTaB/ieHbl HUXE.

OCHOBHble 3THONOrNYecKne hakTopbl KanbLutnkauum
6asanbHbix ranrnnes [6]:

m MeTab0NMUecKoro M SHAO0KPUHHOTO reHesa:
* runonapatupeos;

HelipoBusyanumsayms

ncesgornnonapaTtnpeos;
ncesgoncesaormnonapaTtnpeons.

BpoxpaeHHble:
60ne3Hb dapa;
cmHapom KokkelHa;
Ty6epo3HbIii CKepos;
cnHapom KepHca—Celipa.

WNH(eKLNOHHO-BOCMANNTENbHOTO reHesa:
LUMCTNLEPKOS;
NOCTBUPYCHbIN 3HUedanuT;
TOKCOMNNasmos;
uuTomeranus;
Ty6epKynesHas rpaHynoma.

TOKCMYECKOro reHesa:
OoTpas/ieHNe OKUCbHIO YInepoaa;
nydeBas Tepanus;

CBUHLLOBaA aHUedanonaTns;
oTpaB/NeHne MeTaTPeKCcaToM.

CocyauncToro reHesa:
aHrnoma;
aHeBpu3Mma.
Onyxonn Mosra-,
3NeHAMMOMa;
rnnoma;
KpaHMotapuHrmoma;
0NNroAeHApPOrInoMa.
m dusnonornyeckne, 3aeBucAwme oT BO3pacTa (4o
60-neTHero Bo3pacta BCTpeyvato 1CA pefKo).

O6bI3BECTB/IEHHbIE Y3/bl B CTEHKAaX GOKOBbIX Xeny-
[0YKOB XOpowo Budyanusumpytotca npu KT (puc. 6.6). Ux
KONMYecTBO yBENMYMBAEGTCA C BO3PacTOM, 40 rofa OHU
pefko o6bi3BecTBAeHbl. Mpy MPT xopoLw o BbIABAAKTCA
KPYMHbIe Y3/bl, NOCKO/NIbKY OHU AePOPMUPYIOT CTEHKY
Xenypnoyka. Ha T1BU cy6aneHAMManbHble y3/1bl 06bI4YHO
M30- WA TUNEPUHTEHCUBHbLI NO OTHOWeEHMNI K 6eno-
My BellecTBy, Ha T2BWN — rmnovHTEHCUBHbI, Ha FLAIR-
M306paXKeHNAX — TMNEPUHTEHCUBHDI, a B Cayyae 06bI3-
BECTBNIEHUA — TUMNOWHTEHCUBHbLI B LeHTpe (puc. 6.7).
Mocne BHYTPWBEHHOTO BBEjEHUA KOHTPACTHOroO npe-
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Puc. 6.6. KomnbloTepHas TO-
morpagusa. Ctpenkamu 060-
3HayeHbl Kanbuynpuumpo-
BaHHble Cy63neHAWManbHble
y3Nbl B CTEHKaX GOKOBbIX Xe-
NYyAOYKOB

napata HeKoTOpble Y3/bl KOHTPAcTUPYKTCA YaCTUUYHO
MW MONHOCTbIO (CM. puc. 6.7,1). KIMHNYECKOTo 3HaAYeHNA
CMOCO6HOCTb UX K KOHTPAcTUpoOBaHuio He umeet [6,21].

Y HOBOPOXAEHHbIX Cy63aneHANManbHble Yy3Nbl BU3Y-
anusupytotca npu Y3W, ofHaKo MOTyT 6bITb TPYAHOCTK
npu g depeHLMpoBaHUM NX C remMopparueii unu rete-
poTtonueii [6].

Hanunuune cy6aneHfnManbHbIX Y3108 BaXHO 415 And-
thepeHUManbHON AMarHOCTUKM Ty6epo3HOro ckneposa.
Cuutaetca, uto ecnu npu KT unu MPT onpegensetcs 60-
nee OfHOTO Cy63neHANMaNbHOT0 y31a Unn 3TW y3nbl coYe-
TalTCA C U3MEeHeHNAMMN B 06nacTn oTBepcTMa MoHpo, TO
AMarHo3 Ty6epo3HOro CKaepo3a He Bbi3biBaeT COMHEHMWIA.
Ecnnxe Hannume cy6aneHAnManbHbIX y310B He JO0Ka3aHo,
ANarHo3 COMHUTeNNeH gaXKe Npu Hann4Ynum KOPpTUKanbHbIX
Ty6epoB, KOTOpble MOTYT MMeTb MECTO NPU MOCNEACTBUAX
LMTOMEranoBMpyCHOW MHGeKL MM nAn ToKconnasmosa [6].

C3rA BcTpeyvaetcs y 8-15 %y nauumeHToB ¢ Tyb6epos-
HbiM CKnepo3om [22-24]. OTa onyxonb 06bIYHO pac-
nonaraetca Ha CTeHKax OGOKOBbIX >XeNny[o4yKOB BO3fNe
0TBEPCTUI MOHPO, n3pefKa —BAPYTUX MECTax Mo aneH-
AWManbHOW NOBEPXHOCTU. POCT ONyX0NU HepaBHOMEp-
Hbli. OHa MOXeT A0/IT0 COXPaHATbL CBOW pa3Mepbl, 3aTeM
HayaTb pacTu B NONOCTb XeNyfouKa, 06Typupys mexoke-
NY[OYKOBOE OTBEPCTME U NPUBOAA K OKK/IHO3NOHHOW ru-

HelipoBusyanusauus

Puc. 6.7. MarHuTHo-pe3oHaHCcHas Tomorpadusa, akcuasbHble
cpesbl. CTpenkamun 0603HaveHbl Cy63neHnManbHble Y3/bl Ha
CTeHKax 60KOBbIX XKeNyJ04KOB:

a—T2-B3BewWweHHoe n3obpaxermne; 6 —FLAIR-n3o6paxeHne; B —
T1-B3BelleHHOe M306paxeHne; r — T1-B3BelleHHOe N306paxe-
HWe nocne BHyTPUBEHHOTO BBE/JIeHNA KOHTPACTHOTrO npenapara

apouedanuu. Yale BCero oHa Bu3yanmsnpyerca y naum-
eHTOoB 11-13 net. OnNyxonb pa3BuBaeTCca U3 acTPOLMUTOB
cy63aneHAnManbHOW 30HbI M NOCTPOEHA M3 KPYMHbIX Kie-
TOK C 06MIbHOW 303MHODUABHOK LMTONNA3MOM W 3KC-
LLEHTPUYECKMN PaCnONOXeHHbIM saApoMm [25].
OvdepeHympoBaHne Mexpay TUraHTOKAETOUYHON
acTpouuTomMoi U cyb6aneHAMManbHOW ramapToMoin He-
BO3MOXHO MO HelpoBu3yanusaynoHHbiM KT- n MPT-
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Puc. 6.8. KomnbloTepHas TOMO-
rpagus. TleTpuunkatel B ru-
raHTOKNETOUYHON acTpouuTome
(cTpenka), MacCMBHbI neTpudm-
KaT B 6enom BewecTse (OTKpbITas
cTpenka)

Puc. 6.9. MarHuTHoO-pe3oHaHCHasa Tomorpapus, akcuanbHble
cpe3bl. [MraHToOKNeTOUHaA acTpoumToma (CTpenka), 06Typupy-
owan 06a Mex>Kenyo4KoBbIX OTBEPCTUA:

a — T2-B3BelleHHOe n3o6paxeHue; 6 — T1-B3BelleHHOe M30-
6paxeHne; B — T1-B3BelleHHOEe N306paxXeHne nocne BHYTpU-
BEHHOI0 BBEAEHNS KOHTPACcTHOro npenapara

Puc. 6.10. MarHMTHO-pe3oHaH-
CHas Tomorpadus, T2-B3BeLleH-
HOe n306paxeHne, akCuanbHblii
cpe3. [MraHToOKNeToYHas acTpo-
LumToMa (CTpenika) B 1eBOM 60KO-
BOM XenyJouke

HelipoBusyanusauus

Puc. 6.11. MarHuTHO-pe3oHaHCHas
Tomorpagus, T2-B3BelWEHHOE W30-

6paxKeHne, akcuanbHbIi cpes. MuraH-
TOK/leTOYHasa acTtpounToma (CTpen- y -
Ka) C UHPUNLTPATUBHBIM XapaKTepom

pocTa

XapakTepuctukam. [UraHTOKIETOYHbIE acCTPOLUTOMbI
OVArHOCTMPYIOTCA MO POCTY OMYyXONW NMPU MOBTOPHBIX
nccnefosanunax. B.H. Braffman u coasT. [10] npegnoxunu
paccMaTpuBaTh Cyb63neHfUManbHble ramapToMbl, pac-
nonoXeHHble B6N3N 0TBepCTUI A MOHPO, Kak OMyxo/u,
eC/NN OHN UMeloT finameTp 6onee 10 Mm.

Mpn KT n MPT ruraHToK/feTo4YHble acTpOLUTOMbI
UMET HEeOAHOPOAHYI CTPYKTYpYy, YeTKue Oyrpucrble
KOHTYpbl, B UX CTPYKTYpe 4acTo BU3YyalM3npyoTca Ku-
CThbl, NeTpumkatsol (puc. 6.8-6.10). KoHTpacTupoBaHue
ONyXo0neBO TKaHW HepaBHOMepHOe. OBbIYHO OMyX0/b
MMeeT TEHAEHLMWIO K POCTY B MOJIOCTb XeNyAouka, of-
HaKO MHOrga OHa WHPUALTPUPYET NapeHXumy Mosra.
Batux cnyvaax npu MPT Ha T2BW BbisiBnseTca auggys-
Hoe nosbilweHe MPT-curHana B npunexatyem el ecTse
mosra (puc. 6.11).

PefKo rmraHToKneTouyHas acTpouuTOMa MOXET BO3-
HWKHYTb MPU OTCYTCTBUMN APYTUX NPOABNEHNA Ty6epo3-
HOro ckneposa. AutdepeHymnanbHblilii gUarHo3 B Takux
caydvasx cnefyeT NpoBOAWUTb C XOPUOWANANWANOMON,
acTpouMTOMOI NPO3payHOli Neperopofku, repMUHO-
MO, cy63aneHaMMOMON, HelipounTomoli [26].

YunTbiBaf TOT (hakT, YTO Npn Ty6epO3HOM CKnepose
TMTaHTOKMEeTOYHblEe acTpouMTOMbl HabnwopgalTcs OT-
HOCUTENbHO YacTo, 60NbHbLIM [JeTAM PeKOMEeHAyeTca AU-
HaMW4yecKoe NPOBefeHNe Helipopafnonornyecknx uc-
cnepfoBaHuit He pexxe 1pasa B 2-3 roga. B Tex cnyvasx,
KOrfa noaBAATCA TPEBOXHbIE KNVHUYECKNE CUMTMTOMbl
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(ronoBHble 601K, pBOTa,
YXYALWeHNe 3peHuns), Heoob-
XOANMO 3KCTPEHHOe Npo-

BefleHne Helipopagunono-

rMYyecKnXx nccnefoBaHuii.

Mopa>keHne 6enoro

Bel ecTBa roNoBHOTO

mMo3ra npu Ty6epo3HOM
cknepose  npepgcrtasnser

co6oil oyarn ckKonneHui

KNeToK 6e3 4eTKON hopMmbl,
Puc. 6.12. KomnbloTepHas To- pacrnonarallwmuxcs BAOMb
Morpagus. TUMNOMHTECUBHBIE  fyuypii, COEAVHSIO L MX
ovaru B 6enom BelLecTBe AMEHANMY CTEHOK Keny-
[OYKOB U Tybepbl. ATH Nn-
HWW COOTBETCTBYKT HOP-

ManbHbIM MWUTPaLUOHHbBIM
nyTam cnoHrno6nacTos
BO Bpems a3mbpuoreHesa.
TakK Xe KakK W KOpKOBble
Ty6epbl, OHU BKAKOYAKT
rMraHTCKWe aHoManbHble
HeWpoHbl U gucnnactuye-
CKWe TAnanbHble KNeTKu,

TMNOMWENVNHN3NPOBAH-
Hble BONOKHa [27]. Mo cBo-
Puc. 6.13. MarHuTHo-peso- €# GOPMe MUTPaLUOHHbIE
HaHcHas Tomorpagus, FLAIR-  TpakKTbl MOTyT 6biTb Mps-
n3obpaxeHne, akcuanbHbil  MonnHeliHbIMY, KpUBOMU-
(cTpenkm) HbIMW. B MO3Xeuyke OHU
UMeT BWUA pagnanbHbiX
nonoc. Oyarn B 6eN10M BellecTBe BbIABNATCA Y NalMeH-

TOB C TY6EpO3HbIM CKNEPO30M C MOMEHTA POXAEHMNSA.

HelipoBusyannsaynoHHas KapTWHa MUTPaLMOHHbIX
TpakToB nogo6Ha Ty6epam. Mpu KT oyarm umeroT NoHU-
XEHHYI0 MNOTHOCTb, YeTKNEe KOHTYpPbI, HE HaKananBawT
KOHTpacTHbIA npenapat (puc. 6.12). C BO3pacToM OHMU
MOTyT 06bI3BeCTBNATLCA. HacCTUUHO 06bI3BECTBAEHHbIE

HelipoBu3syanusayus

Puc. 6.14. MarHMTHo-pe3oHaHcHasa Tomorpagua. MeTpuunkars
B 6eNnoM BeLecTBe (CTPeNnKm):

a — T2-B3BelWeHHOe Wu306paxeHue; (pPOHTanbHbIA cpes;
6 — T2-B3BELIEHHOE M306paxXeHUe, carnTTanbHblii cpes; B —
T1-B3BeWeEHHOe M306paxkeHWe, poHTaNbHbIA cpe3; I — T1-
B3BeLEHHOe N306paXeHune, carnTTanbHbIii cpes

y3/bl UMEKT CMeLaHHYy MA0THOCTL. Mpu MPT oyaru
B 6eNOM BelecTBe WMEKT TaKue Xe XapaKTepucTuku
MPT-curHana, Kak n Ty6epbl. Y 60nee B3pOCAbIX MaLueH-
TOB OHM He BCerga Busyanusupytotcsd Ha T1BW. Ha T2BU,
FLAIR OHMW BbITNSAAT KaK 06/1acTU BbICOKOW MHTEHCUB-
HoCcTK curHana (puc. 6.13). MPT-curHan o6bi3BeCTB/EH-
HbIX Y3/10B MOXeT ObITb MOHMXEH NV NOBbIWEH Ha T1BU,
YTO 3aBUCUT OT XapaKTepUCTUK KPUCTanM0B KanbLma
(puc. 6.14). Y HOBOPOXXAEHHbIX O4arn B 6e/0M BELLECTBE,
TakK e Kak W KOpTuKanbHble Ty6epbl, UMeOT KOPOTKOe
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Puc. 6.15. MarHMTHO-pe3oHaHCHasa ToMorpadus, akcuanbHble
cpesbl. [MNepUHTEHCMBHBIE 04arn BAOAb MUTPaLMOHHbIX TPaK-
TOB (CTpenKu)

T1-n T2-Bpema penakcaummn. BHeKOTOpbIX 04arax MoxeT
HaKannMBaTbCA KOHTPACTHbIN Npenapart.

O6bl4HO B 6enom BeuiecTBe Ha T2BW y nayueHToB C
Ty6epo3HbIM CKMEPO30M MOXHO YBUAETb TMNEPUHTEH-
CWBHbIE TNHENHbIE 04arn, PacnoNoXXeHHble MeX Ay aNeH-
LUMOW Xenyfo4yKoB 1 KOPKOBbIMUW Tybepamu (puc. 6.15).
[laHHble TMHUYN COOTBETCTBYHOT HOPMaNibHbIM MUTpaLm-

Puc. 6.16. MarHMTHO-pe3oHaHCHas ToMorpadus, akcuanbHble
cpe3bl. KNCTbI BNEPUBEHTPUKYNAPHOM 6e/10M BellecTBe (CTpen-
Kv):

a —T2-B3BeLLeHHOe u3obpaxeHune; 6 —FLAIR-n3o6paxeHue

HeiipoBuayanumsauus

OHHbIM NYTAM CNOHIMO6M1acTOB BO BpeMs ambpuoreHesa
W NpepcTaBNAlOT CO60M CKOMMEHUS AMCNNACTUYECKNX
KNeTOK, He 3aBepLUBLINX HOPManbHYy0 Murpauuio [28].
Y pafja naumeHToB B 6€/10M BeLLeCTBE BbIABAATCA
MefKue NMKBOPHbIE KUCThI, Yalle OHN NPUCYTCTBYIOT Ne-
PUBEHTPUKYNAPHO, HO MOTYT ObITb NPaKTUYECKWN Be3fe.
VX KNMHNYeCcKoe 3HaYeHune HesicHO (puc. 6.16).
WcecnefoBaHna nayneHToB € Ty6€PO3HbIM CKIEPO3OM
meToAgoM Anddy3MOHHO-B3BeWweHHON MPT nokasanm
CTPYKTYPHYIO flesopraHusayuto 6enoro sewjectea. 3ToT
MeTOf, YyBCTBUTENbHbIA K MUKPOCKOMMNYECKOMY fiBUXE-
HUIO MOJIEKY/ BOAbl B TKAHAX, faeT MH(POPMaLMIO, KOTO-
pas He NPUCYTCTBYeT Ha aHaToMuyeckux T1BU n T2BWU.
OvddysnonHo-B3BeweHHas MPT no3sonsetr Konuye-
CTBEHHO OLEHUTb PMU3NONOTUYECKNEe U3IMEHEHUS AND-
(hy3nn BOAbI, MPONCXOAALLNE BCEACTBNE CTPYKTYPHbBIX
U3MEHEHWIA 1 He onpeAenseMble Ha aHATOMUYECKNX M30-
6paxeHusax. BuccnegosaHuun PG. Garciun coasT. [29] noka-
3aHO CTATUCTUYECKMN 3HAYMMOE MOBbIWEHNE COOCTBEH-
HOro KoaguuneHTa A dy3nmn B cynpaTteHTopasbHOM
6enom BelwecTBe BHe oyaroB. PS. Chandra n coasT. [13]
onpeAensnn CHUXeHUe KoappuumneHta ppakyuoHHON
aHu3oTponumn B 6en0M BelecTBe BO3Ne 04aros, 4To, no-
BUANMOMY, 6bIN10 CNEACTBUEM TMNOMUENNHN3ALNN.
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OCOBEHHOCTW TEYHEHUA
N NEYEHWNE SNMUJIENCUIA

M.FO. lopocheesa

MopaxeHUs HEePBHOW CUCTEMbl LOMUHWPYKT B KNU-
HMYeCKON KapTuHe Ty6epo3HOro ckneposa. Haubonee
XapaKTepHbl CY[OPOXHbIE MNapoOKCU3Mbl, HapyLIeHUs
06y4yeHns, HapyleHUs NoBeAeHNa — ayTu3M, runepak-
TUBHOCTb, arPECCUBHOCTb; HapyLWeHns CHa.

Cy[OpOXHble NapoOKCU3Mbl —OAWNH U3 Hanbonee 3Ha-
YUMbIX CUMNTOMOB Ty6epo3HOro ckneposa, Habnwopga-
IoTCA Yy 75-92 % 60NbHLIX. NUNENTUYECKUEe NPUCTYNbI
MOTyT MaHudecTupoBaTb B I060M BO3pacTe, HO B 60/b-
WMHCTBE Cly4aeB fe60T NPUCTYNOB NPUXOAUTCA HA BO3-
pacT fo 1rofa. Yauie Bcero anunenTuyeckue npucTynsol
BO3HWKAKT B Bo3pacTe oT 3 40 11 mec. UH(aHTUNbHbIE
cnasmbl — OfMH W3 Hanbonee pacnpocTpaHeHHbIX Ba-
pUaHTOB CY[OPOXHbIX NapoOKCM3MOB NpW TyBepo3HOM
CK/iepo3e Ha MepBOM FOAY XW3HW (BCcTpevatoTca y 20-
30 % petein). NMuk ge6roTa MHGAHTUNBHBIX CNAa3MOB NPU-
xoAuTcs Ha Bo3pacT 4-5 mec. [1-3].

B 60MbWKNHCTBE Cny4YaeB WH(PaHTUAbHbIE CMasMmbl
TpaHCHOPMUPYIOTCA B CMMNTOMATUYECKME napumanb-
Hble 3aMUAENcumn, pexe MMeeT MecTo «MPOMeXyTouHas»
TpaHcopmauma B cuHApoMm JleHHokca—acTto u fa-
nee — B napumanbHble Gopmbl anunencuit. Mapynans-
Hble NapoOKCU3Mbl MHOTa NOABNAIOTCA C NEPBLIX MECALEB
XW3HW. Y geTeil c Ty6epo3HbIM CKNepO30M NapunanbHbie
NMapoKCM3Mbl NPeALlecTBYOT, COYETAOTCA UMW 3BOJIO LLMN-
OHUPYIOT BUHGMAHTUIbHbIE CNA3Mbl.

3dnunenTuyeckne nNapokCUamMbl MNpu  TyBepo3HOM
CKNepo3e HepeAKO Pe3NCTEHTHbLI KMPOTUBOCYAOPOXHOW
Tepanuu. P.Curatolo [1,4, 5] oTMeueHO, YTO cpeau hakTo-
poB, onpeAensoWwmnX pe3suMcTeHTHOCTb K NPOTUBOCYAO-
POXHOW Tepanuu, Hanbonbllee 3Ha4YeHNEe UMEIDT cneay-
lowme: feboT B BO3pacTe A0 1rofa, Hannume HeCKONbKNX

OC06eHHOCTU TeYEHNA M leveHne aNuencum

TUNOB MPUCTYNOB, BbiCOKas YacToTa MPUCTYNOB, Hanu-
Yne HeCKONbKMX 04aroB M/WAW MOAB/IEHNE HOBbIX OYa-
roB aNMNenTUYeCKON aKTUBHOCTM U BTOPUYHOI Gunate-
panbHOW CMHXPOHM3aLum npu 3r.

Mo mHeHuto P. Curatolo, nmetoTca n onpegeneHHble
npefAuKTOpPbl 61aronpMATHOrO0 MPOrHO3a 3nuaenTuue-
CKMX napokcusmos. K HUM oTHocaTca: Ae6loT cygopor
nocne 2-neTHero so3pacTta, 0OTCYTCTBMe noaumopdusma
M HU3Kad YacToTa NPUCTYNOB, CAMMETPUYHbIE N30NUPO-
BaHHble MH(AHTUNbHbIE CNasMbl, XOpollas peakums Ha
Tepanuioo. PUCK 1 cTeneHb YMCTBEHHOIW OTCTanocT me-
Hee BblpaXeHbl, eCNn anunencua febroTupyeT ¢ MHMaH-
TUNbHBIX CNa3MoOB, OTCYTCTBYIOT aTUNUYHbIE CNas3Mbl K
(hoKaNbHble NPUCTYNbl, HET MyNbTU(POKANBLHOR anunen-
TUGHOPMHOW aKTUBHOCTK Ha 3. PaHHUIA 1 NOMHBIA OT-
BET Ha NleYeHne N KopoTKas NPOAOMXKNTENbHOCTb FUMc-
apuTMUM cnyXaT MPOrHOCTUYECKN 6naronpuATHbIMU
XapaKTePUCTUKAMMN TeYyeHUs anunencumn npu tybepos-
HOM cknepo3se [6].

Y 45 % peTeil ¢ aHaMHe30M MH(AHTUNbHbLIX Cnas-
MOB passuBaeTca ayTu3m. 30 % 60/bHbIX TY6EPO3HbIM
CKNEepo3oM MMeT rny6oKyt YMCTBEHHYIO OTCTaNoCTb.
KoapuumeHT MHTENNEKTYaNnbHOCTU OCTanbHbIX 70 %
WHAMBULAYYMOB C Ty6epO3HbIM CK/Iepo30M Konebnetcs B
npegenax 40-130 eguHuy. CpefHUN YpOBEHb NHTENNEK-
Ta cooTBeTcTBYeT 93 [7]. HN3KNII MHTEeNNEKT oTMeYyaeT-
€Sl TONBKO Y MaLMeHTOB C anunencuein. Y scex 60bHbIX
C rny6oKoih cTemeHbld YMCTBEHHON OTCTanOCTU WH-
(haHTWNbHbIE cna3mbl Ae60TUPOBaNy B Nepsble MeCALbl
XW3HW 1 MI0X0 pearnposann Ha MPOTUBOCYAOPOXHYIO
Tepanuio [8-10]. MHOrMmun aBTOpamMu OTMeYaeTcs, 4YTO
paHHee Hayano NeyvYeHNa anuaencun NpUBOANUT K 6onee
61aronpUATHOMY TeYyeHW0 60ME3HN W NYYLIEMY UHTeN-
NeKTyanbHOMY pa3suTuio [11—16].

Pabgomuomsl cepaua M KOPKOBble Tybepbl cryxar
nepBbIMKW CUMNTOMamMun Ty6epo3HOro Ckneposa, KoTopble
MOTYT 6bITb BbiSIBNEHbI faxe npeHaTanbHo [5]. BeegeHue
B NOBCeAHEBHYI NpakTuKy IxoKI nnofa n 4OCTYMNHOCTb
nposegeHnsa MPT nnofa y XeHWMWH, B CEMbAX KOTOPbIX
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nmeroTca cnyvyan Ty6epo3Horo ckneposa (pabgomuombl
cepAua BbifABnATCA ¢ 20- Hefenu rectauumn, KOPKoBble
Ty6epbl —c 26-ii Heenn), N03BONAOT PaHO ANArHOCTUPO-
BaTb 3a60neBaHne W BeCTU HabatojeHne 3a 3TUMU AeTbMU.

MpoBeaeHne fuHamunyeckux 33 -nccnefoBaHNin no-
3BO/IAOT BOBPEMSA BbIABAATb INUNENTUYECKYIO aKTUB-
HOCTb M HAYNHATb MPEBEHTUBHY NPOTUBOCYAOPOXHY O
Tepanuio [0 Ae60Ta CyA0POr, HTO NPUBOAUT KCHUXKEHUIO
pycKa pasBUTUA aNMNENCUN NYMCTBEHHON OTCTAaNoCTN y
3aTUX fleTeil. PekomeHayeTca NpoAoMKaTh HabnogeHue 3a
[eTbMUW U MPOBOAUTL MPOTUBOCYAOPOXHYIO Tepanuio Ao
BO3pacTa He MeHee yem 24 mec. MHorue nccnefosarenu
YKa3blBAlOT HATOT (hakT, YTO YeM fONbLUE ANATCA anuaen-
TUYeCKNe MPUCTYNbl C MOMEHTa UX BO3HUKHOBEHUSA, TEM
BblLLE PUCK YMCTBEHHO oTcTanoctu [7,10]. Z.R. Primec n
c0aBT. [17] oTMeyvaloT, YTO Hanuume runcapuTMum Ha 3
BTeyeHue 3 Hef. yBeNMUYMBaeT PUCK Pa3BUTUA YMCTBEH-
HOli 0TCTanocTu y aeteit ¢ anunencueir. H. Philippi n co-
aBT. [18] B peTpOCNeKTUBHOM WCCNeAOBaHWUM MOKasanu,
4TO NOSBMEHWNIO TMNCAPUTMUN NPESLIECTBYeT MOCTENeH-
HOoe yxygweHue 33 B TeyeHne 3-6 Hed. DTOT MOMEHT,
KOrja NosBNseTcs «NpefrnncapuTMnYeckniin heHomeH,
OHW Ha3BaNu «TOYKO HeBO3BpaTa». Y BCeX AeTei, KOTO-
pble, AOCTUTHYB 3TON TOYKW, HE NOAYYanu NPOTUBOCY0-
POXHY Tepanuio, B fla/ibHeiillemM pa3BnuBanci CUHAPOM
Becta nm ymMCcTBEHHAA 0TCTanoCcTb. ABTOPbl OTMeYarT, 4To
[e60T MHDaHTUbHBIX CNA3MOB CNefyeT 3a MOABNEHNEM
runcapuTmMmum Ha A3 MakCMMyM Yepes 26 gHell. U3 3Toro
cneayeT, 4To flaxe ecnu NPOTMBOCYAOPOXHAsA Tepanus
HayumHaeTCA B [eHb Ae6l0Ta MHPAHTUAbHLIX CNa3MoB,
OT «TOYKM HeBO3BpaTa», C MOMeHTa KOTOPO Ha4yuHaeT-
C NPOLECC CHMKEHNA UHTeNneKTa, NnpoxoanT 3-10 Heg.
JP. Osborne n FJK O’Callaghan [19], S.Jozwiak n coasT.
[10] nokasann B CBOUX UCCNeA0BaHNAX, UTO NPEBEHTUB-
HOe Hayano NpPOTUBOCYLOPOXHOW Tepanuu CHUXaeT
PUCK pa3BUTMA Pe3UCTEHTHOCTW K mpenapatam u cno-
co6CTBYeT COXpaHEeHWI0 NHTeNNeKTay feTei.

Mpun Ty6epo3HOM ckfiepo3e NpPUCTynbl UMeT (o-
Ka/fibHOe AN MYyNbTUGHOKaNbHOE NPOUCXOXAEHNE U TO-

OC06eHHOCTY TeYeHMA 1 NeveHne anunencumn

norpauuyecky css3aHbl C 3NUNENTUGHOPMHBIMU OYa-
raMm Ha 371eKTposHLuedanorpamMmme u CTPYKTYPHbIMU
M3MEHEHUAMWU TONOBHOrO MO3ra, BbIBJIEHHBIMU MNpU
nposefeHnn MPT,4To AeMOHCTPUpYyeT Npeobnagaolyyto
pO/ib KOPTUKaNbHbIX TY6EpOB KaK 3NnUIeNTOreHHbIX oYa-
ro. KopkoBsble Tybepbl xapakTepusytTca nponudgepa-
Lunel rmanbHbIX U HEAPOHaNbHbIX KNETOK N OTCYTCTBM-
eM LeCTUCNOWHON CTPYKTYpPbl KOPbl, NPUCYTCTBYHO L e
B HOpMe. IMMYHHOTUCTOXUMUYECKNE U MONEKYIAPHbIE
nccneaoBaHWA NOKas3blBalOT, YTO HEWPOHHbIE MOMyns-
LMUN KOPTUKaNbHbIX TybepoB MrpawT CYLLeCTBEHHYIO
po/ib B 3NMUNENTOreHe3e U y4yacTBYIOT B reHepaLumn nap-
LManbHbIX MPUCTYNOB Yepe3 BbICBOOOXAeHMNEe B pacno-
NOXEHHY PAAOM TKaHb MO3ra HelipomeamaTopoB MWW
HeMpomMoAyNATOPOB.

MHOrMMN aBTOpamMn YKa3blBaeTca Ha HanboNbL Ui
NPOTUBOCYAOPOXHbLIA 3 (eKT NMpu NPUMEHEHUMN BU-
rabatpuHa y geteil ¢ CUMNTOMATUYECKOW 3nunencue,
BbI3BAHHOW KOPTUKanbHOW Aucnnasveid n Ty6epo3HbIM
ckneposom [11, 20-25]. Bbicokas apheKTUBHOCTb BUTa-
6aTpuHa Nnpu Ty6epo3HOM CKNiepo3e NOATBEPXAaeT, HTO
3anunenToreHes npu gaHHoM 3abofneBaHWK CBA3aH C NO-
BpexaeHnem FTAMK-3pruyeckoil nepegayun. OfHako me-
XaHW3M, nexauwinii B 0CHOBe 3TOro npotecca, ocraercs
no 6onbLei 4acTu HeN3BeCTHbIM [25—29)].

BurabaTtpuH (ramma-suHun-rAMK) —cTpyKTypHbI i
aHanor TOPMO3HOro Helipomefguatopa ramma-aMuHO-
macnaHoi kucnotbl (TAMK). Bura6atpuH obecneymBa-
eT CBOe MPOTMBOCY/OPOXHOE ieiICTBME HEOBPATUMbIM
TOpMOXeHueM ¢pepmeHTa MTAMK-amuHoTpaHcdepassl,
pasnaratowero FAMK. Ha ¢poHe npumeHeHns Buraba-
TPUHA B TKAHAX MO3ra U CNIWHHOMO3rOBOW XNAKOCTK
nosblilwaeTca KoHUueHTpauna FAMK, 4To Bbl3blBaeT TOP-
Mo3HOoN 3atdekT. KoHueHTpauua FAMK noBbiwaetcs
yepes 2 4 nocne BBefeHNa BurabarpuHa n focturaet
MakKCMMyMa yepe3 6-8 4y B mepefHUX OTAeNax roq0BHO-
ro mosra (KOHUeHTpauns 3HaYNTeNbHO Bbllle B CeTYya-
Toi 060N0YKe rnasa, Yem B LPYrnx oTAenax ronoBHOro
Mo3ra).
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B03MOXHble HexenaTeslbHble ABNEHUS NpU npueme
BUrabatpuHa Bo3HukawT y 13 % peteli. O6bIYHO HeXe-
natesibHble ABMEHUA UMEIOT NIerKYt0 CTeMeHb BblpaXeH-
HOCTM M NOCTENEeHHO UCYe3alT B TeyeHue Hedenu. bec-
MoKoWcTBO, BO36YXAeHMe M 6GecCOHHMLA BO3HMKAKT
BHayane npuema BurabatpuHa y 5-10 % nauueHToB
npuBOAAT K OTMeHe npenaparta Tonbko y 0,1 % petei.
KpaliHe pefKo BCTpeyawTCA Nerkuii Tpemop KOHeuy-
HOCTei, NOBbIWEHHAA COHAUBOCTb U 60Nee MPOJOSIKN-
TeNbHbIA COH, Nerkas 3aTOPMOXEHHOCTb, 3aTpyfHeHue
rnoTaHusa u 3anopbl. Mpn NOABNEHUN HeXenaTeNbHbIX
ABNEHUA PEKOMEHAYeTCA CHWXXeHWe HayalbHOW [03bl
BurabatpuHa c nocnegfytowmm 6onee MefeHHbIM yBeNu-
YyeHuem fo3sbl [16, 30,31-

Puck pasBnTusa e eKToB NoNeil 3peHns y aeTeil nep-
BOr0O rofa Xu3Hu HU3KWA. KOHLEHTpUYeckoe CyxeHue
nonei 3peHWsa, HapylweHue nepudpepnyeckoro 3peHuns
oTMeyvanucby 3 %peTeii B Bo3pacTe f0 2 neT. [ethekT 3pe-
HWA pa3BuMBanca Npu AAMTeNbHOCTU Mpuema npenapara
cBbilWe 6 Mec. ¥ 25-100 % nayneHTOB NMOC/Ae OTMEHbI Npe-
napata 3peHue BoccTaHaBnmBanocb [6, 32]. OTMeueHoO,
4UTO BOCCTAHOBNEHWE (PYHKLWUUW 3peHus y geTeil 6onee
nosHoe, 4eM yB3pocnbiX [33-36]. N5 0TCNeXnUBaHUA BO3-
MOXHbIX OCNOXHEHWI BO BpeMsa npuema BurabaTpuHa
pekomeHfyeTca 1pa3 B 6 MeC. NPOBOANTbL KOHTPOJIbHbIE
nccnefoBaHNA: 3NeKTpopeTuHorpahuio, aNeKTpooKyno-
rpaulo Uam MynbTU(OKaNbHYI 3M1eKTPOpeTUHOrpa-
thuio [6, 22, 35, 36].

BurabatpuH —npoTUBOCYAOPOXHbIW npenapaTt ¢ A0-
Ka3aHHOW 3aP(heKTUBHOCTLIO B NeYEHUN UH(DAHTUNbHbBIX
CnasmMoB 1 (hoKanbHbIX aNunencuii y fetein. OH aBnseTcs
npenapaTtom Bbli6opa ANA NEPBOA NNHWUK Tepanum MHMaH-
TUNbHBIX CNa3MOB Npu Ty6epo3HOM cKiepose. JleueHune
MHGAHTUNbHbIX CNa3MOB BUrabaTpuHOM 3P(PEKTUBHO Y
95 % peTel ¢ Ty6epO3HbIM CK/IEPO30M. PaHHAA Tepanus
napunanbHblX NPUCTYNOB U NATONOTNYECKNX N3MEHEHWNA
Ha I3l (hoKanbHble N3MEHEHUA UAN TUMMYHaA/aTUNNY-
Has runcaputMus) surabatpuHom npefoTepaliaeT pas-
BUTME UH(AHTUNbHBIX CNa3MoBy feTel [6,16, 30].

OC06eHHOCTWN TEYEHUS N NeYeHUe ANUIENcUmn

JP. Osborne n FJK. O’Callaghan [19] pekomeHAyHOT
cnefyrolyto cxemy Tepanuu MHOaHTUIbHBIX CMa3MOB:
B 1-ii peHb — 50 mr/kr/cyT, 2-4-i gHu — 100 mr/kr/cyT;
5-ii peHb n panee — 150 mr/kr/cyT. Bo3MOXHO NoBbILWWe-
Hue f03bl A0 200 Mr/Kr/cyT. Mpuem npenaparta Yepes Kax-
able 12 4. MUHUManbHas NPOAOMKUTENbHOCTb leYeHUs
3h(heKTUBHON f030 —4 Mec. (HenpepbIBHOE NeYeHne B
TeyeHue 1rofja He NPUBOANT K Pa3BUTUIO KOHLEHTpUYe-
CKOro Cy>eHus noneit 3peHus). Mpu oTcyTcTBUMMN 3 dek-
Ta yepes 2 Hef. PeKOMeHAyeTca MepesBoj NaLMeHTa Ha
ropMOHanbHY0 Tepanuto.

BTopas nuHWMA Tepanuu UHPAHTUAbHbIX CMa3MoB
npu Ty6epo3HOM CKepo3e MPOBOAUTCA FTOPMOHaNbHbI-
MW npenapatamm — KopTuKocTepomfjamu. Bo3smoxHblie
HexenaTeNbHble ABMEHUA 3TUX NpenapaToB: apTepnanb-
Has rmnepTeH3na (onacHoe OCNOXHEHME NPU Hanuuum
MONMKUCTO3HON 60N1€3HN NOYEK), 0CTEONOopo3, A3BeHHan
60N1e3Hb XenyaKa, CHUXKEeHNe MMMyHuUTeTa. OnNTumans-
Hbl/i PeXUM BBEEHUS KOPTUKOCTEPOUAO0B NpU UHPaH-
TUNbHBIX CNa3MaxX He yCTaHOBNEH, HO 60/bLIMHCTBOM aB-
TOPOB PEKOMEHAYeTCA Hayano Tepanuu ¢ BbICOKON [03bl:
150 en./m2cyT pna KOPTUKOTPONUHA uau 2 Mr/Kr/cyT
ONA NMpefHN30HA B TeYEHUE 2 Hef. C MOCAeAYOLWNM No-
CTeMeHHbIM CHUXXEeHUeM [03bl B TeyeHue 1-3 mec. npu
XOpoLWeM OTBETe Ha neyeHne B Ha4anbHoM nepuoge [30].
Ecnu B Ha4anbHOM Mepuofge Tepanumn OTBeTa Ha leyeHne
He 6blN0, f03a KOPTUKOCTEPOMAOB CHUXAeTCAa ObICTPO.
C. Chiron n coaBT. [37] coobwalT 0 KyNMpoOBaHUU WUH-
(haHTUNbHBIX CNa3MOB Y HEKOTOPbIX JeTeli MpU NeYeHunm
npeAHN30HOM NpW OTCYTCTBMU 3dhdekTa OT BBEAEHUS
KOPTUKOTPONWHA W HAobopOT, TaK YTO 3T npenaparsl
He AO0/MKHbl paccMaTpMBaTbCA KakK paBHO3HauyHble. Kop-
TUKOCTEPOUALI CNefyeT C 0CTOPOXHOCTbIO MPUMEHATL Y
feTel c pabgommomamm cepala M3-3a BOSMOXHOCTU pPo-
CTa 3TUX Onyxone.

Mpn HeaoCTaTOYHON 3P EKTUBHOCTN MOHOTEPANUM
MH(aHTUNbHbBIX CNa3MoB BUrabaTpMHOM, BTOPbIM Npe-
napatom MOryT BBOAUTLCA BanbmnpoaTtbl Uau Tonupamar.
BeH30AMa3ennHbl, TaKMe Kak HUTpasenam Wan KnoHase-
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nam, MoryT 6bITb 3D (heKTUBHLIMMW BCAYyYae monuTepanum
NN BBOAUTLCA BTEpanuio Kak npenapartbl «0OTHasHNA».

[lo cnx nop ocTalTCA HepaspelweHHbIMU Chefyto-
e BONPOCHI: Kak JONr0 Ne4ynTb feTeil BurabaTpuHom
WU TOPMOHaNbHbLIMW MpenapaTamu, 4ToObl M36exaTb
BO30OHOBMEHWNA NPUCTYNOB U He BbI3BaTb MNTIOKOKOPTU-
KOWAHYI AEMEHLMI0; MOXHO N1 npejyragatb passutue
fedeKTa noneli 3peHNs; KaKUM SBNAETCA JOITOCPOYHbIA
NPOrHO3 pa3BUTMA fAeTeil, NPUHUMABLLIMX BUrabaTpuH
n/vnun ropMoHanbHble npenapartsl [6].

KnnHuyeckne nccnefoBaHns, NOCBALLEHHbIE U3yye-
HWIO 3P (PeKTMBHOCTM M 6€30MacHOCTU NPOTUBOCYAO-
POXHbIX MpenapaToB ANA NeYeHns PoKaabHbIX NPUCTY-
noB Npu Ty6epo3HOM CKNepo3e, eAUHNYHbI. Tonupamar B
KayecTBe 4ONONHWUTENbHO Tepanuu NP pe3NCcTeHTHOMN
anunencuy NpumMeHsaeTca y 60/bHbIX TY6epO3HbIM CKile-
po3om B fo3e 10-60 MI/Kr/cyT v NPUBOANT K YPEXEHUIO
npucTtynos 6onee yem Ha 50 %Yy NONOBMHbBI NaLMEHTOB.
Tonupamart, 30HM3aMuny 1 aueTasonammg —aTo UHTN6K-
Topbl Kap6oaHrmgpasbl M MOTFYT arrpaBupoBaTh cylie-
CTBYWLWMNIA UHTeNNEKTYanbHbIii gedekT. OHN He NoAxo-
4AT 4NA NayMeHToB C MOMIMKUCTO3HO 60/1e3HbIO MOYEK,
T. K. pa3BuUTHE NOYEUYHOKAMEHHOI 60Ne3HN MOXEeT NpuBe-
CTW K BbIPaXXEHHOMY YXYLWEHNI0 PYHKLMUMN NOYeK.

YnayneHTOB c4acTbiMM MPUCTYNamMu NpenmMyLLecTBo
nepea NaMoOTPUAXKUHOM MMelOT oKckapbasenuH v nese-
TupaueTtam, T. K. MOFYT TUTPOBATbCA GbICTPO U UX KOH-
LLeHTpayusa B nna3mMe KPoOBM He 3aBUCUT OT APYTUX YXe
NPUMEHSEeMbIX MPOTUBOCYA0POXHbIX MPenapaTos.

MpoTUBOCYAOPOXHbLIE NpenapaTbl C CEfaTUBHbIM 3¢ -
(hekTOM, Takue Kak 6apbuTtypaTtbl n 6eH304MNa3eNnHbI, Y
60NbHbIX Ty6EpPO3HbIM CKEPO30M C HapylleHnamu oby-
YeHWA 1 NOBELEHUS JOMKHbI MPUMEHATLCA OrpaHNYeH-
HO.

Mpn Heap(heKTUBHOCTM MOHOTepanuu nayneHToB
peKoMeHfyeTCca MepeBOAUTb Ha MOAMTepanuio Mnpo-
TUBOCYAOPOXHBLIMW npenapatamyu ¢ MNOTEHLWANbHO
CMHEPTUYHBIMU MexaHW3Mamun pfeiicteus. Hanpumep,
rnoTaMaTapruyHble npenapatbl 1aMOTPUAXUH NN TO-

OC06EHHOCTY TEUYEHUS U NTeHeHne anuaencumn

nupamart MoryTt cosmeltatsca c FTAMK-apruyeckumu npe-
napatamMu —BajbnpoaTamu uan surabatpuHom [29]-

B nepcnekTuBe npefnonaraeTca NpUMeHATb 414 Ne-
yeHMa anunencuu npu Tyb6epos3Hom ckneposze mMTOR-
WHTMGMUTOpPLI. Bo36yXparownii Heilpomegmnatop rawTa-
mMaT yBeNnnunBaeT akTUBHOCTb MTOR, KOTOpbLINA, B CBOIO
oyepefb, BANAET Ha CUHTE3 peuenTopoB rawTamara u
MOP(ONOrn0 HellpoHanbHbIX AEHAPWUTOB, a TaKXe pe-
rynupyeT BONbTaX3aBUCUMbIe KanueBble KaHanbl. Bos-
MOXHO, MTOR nrpaet BaXHY po/b B YCUNEHWUU [ONTO-
BPEMEHHON CMHaANTMYECKOW nepegaym u B npoLeccax
fenpeccuun, KOTopble, B CBOKO 04Yepefb, BOBAEYEHbI BMNPO-
uecc anunenToreHesa, namat n obyuvenus [30].

26 % nayneHToOB € Ty6epo3HbIM CKNepo30M cTpaja-
10T anunencuei, pe3auCTEHTHON K MPOTUBOCYOPOXHBIM
npenapatam. Helpoxupyprmyeckoe nevyeHue, CTUMY-
naumna 6NyxatoLLero Hepea U KeToreHHas gueTta MoryT
0Ka3aTb MOMOLLb 3TUM 6ONbHBLIM B YNYYLIEHNN KayecTBa
VX XKU3HU.

B 6onblWMHCTBE CllyyaeB PE3UCTEHTHBIX K Npo-
TUBOCYAOPOXXHON Tepanuu 3anuaencuin npm Tybe-
PO3HOM CKNepo3e BbIABAAETCA HECKONbKO 04aros
3NMNEeNTNYeCKOW aKTUBHOCTMW, B OCHOBE KOTOPbIX Ha-
XOAMUTCA 3aNUNEeNnTOreHHbIi Ty6ep. Bnarofaps coBpeMeH-
HblM MeTOAaM [AWarHoCTUKW (MarHuWTo3HLuedanorpa-
hunsa, BuAe0-O3M-MOHUTOPUHT, MAarHUTHbIW Pe30HaHC u
NO3NTPOHHO-3MUCCUOHHAA Tomorpapus n gp.) ctano
BO3MOXHO BbIIBUTb «AOMWHUPYHOLWWIA» 3nunentuye-
CKWI o4yar n «0TBETCTBEHHbI» 3a Hero Ty6ep (MM 30HY
KOPKOBOW fAMcnnasnmn), KOTOPbIA MOANEXMWT yAaneHuto
[38, 39]. H.L. Weiner n coaBT. [40] coobwatoT 0 68-69 %
60NbHbIX Ty6EpO3HbIM CKNEepo30M, Y KOTOpbIX mnocne
yAaneHns «4OMUHUPYIOLWEro» 3NUNenToreHHoro Ty6e-
pa HacTynuna peMUCcCMa B TEYEHUN INUENCUN UNN Ha-
61104aN10Ch CHUXEHME YaCTOTbl NPUCTYNOB 60/ee YEM Ha
50 %. Mo gaHHbIM D. Madhavan u coasT. [41], u3 70 npo-
onepupoBaHHbIX NaLMeHTOB C Ty6epO3HbIM CKAEPO30M
n hokanbHo anunencueii y 37 (53 %) aNnnnenTMYecKnx
npucTtynos 6onblwe He Habnwganoch, y 8 (11 %) oTmeyva-
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NOCb 3HaYMTENbHOE YMEHbLUEHWE Yncna npucTynos. Uc-
X0fA U3 3TUX JaHHbIX, BCe NaLNeHTbl C Pe3NCTEHTHOW K
MeANKaMeHTO3HOW Tepanuu anunencuein npu Ty6epos-
HOM CK/Nepo3e MOryT paccmMaTpuBaTbCA KaKk MOTeHLMab-
Hble KaHAMAaTbl ONA HEAPOXUPYPTUYECKOro nevyeHus.
Mpn OTCYTCTBMM NOKasaHUN K HEAPOXUPYpruyeckomy
NneyeHuto LenecoobpasHo pewnTb BONPOC 0 BO3MOXHO-
CTW NPUMEHEHUSA CTUMY ALK 6NYyXAAKOLWEero Hepea nnm
KeTOTeHHOW fneThl.

P.Majorun EAA. Thiele [42] coo6ww,at0T 06 ypexeHuu anu-
nentuyeckux npuctynos Ha 50 %y 8 n3 16 nayneHTOB C
PE3NUCTEHTHON 3NMIeNcuein, KOTOPbIM ObIIN UMNNAHTHU-
poBaHbl CTUMYNATOPbLI GAyXAawwero Hepea. Y 5 nauu-
EHTOB OTMEYaNoch yNyylleHne NoBejeHnsa n obyyeHus.
CpefHuii BO3pacT NauneHTOB cocTaBnan 15net, cpegHuii
Bo3pacT feboTa anunencum — 1 rof, MHPaHTUNbHbIE
crnasMmbl B aHamHe3e oTMevanucb y 10 naumeHToB, y 3 na-
LMEHTOB AnMarHoctuposaH ayTusm. HabnwogeHune 3a co-
CTOAAHWEM MaLMEHTOB AINNOCH BTeYeHune 4 feT.

E.H. Kossoff n coasT. [43] Habntoganu 12 nayneHToB B
BO3pacTe 0T 8 Mec. 40 18 1eT c Ty6epo3HbIM CKNePO30M U
TAXenblM TedeHnem anunencuu (34 naumeHToB B aHaM-
He3e UMeNu MH(MaHTUbHbIE CMa3Mbl), KOTOpbIe BbINN Ha
KeTOreHHOl aneTe oT 2 Mec. 10 5neT (B cpefHeEM —2roja).
Y 11 nayneHTOB HabnOAanoCh ypeXxxeHue npucTynos 60-
nee uem Ha 50 %,y 5 geTeil 6ecnpuCTynHbIA nepuog 6bin
He MeHee 5 mec.

Mpn ANUTENbHOM NPUMEHEHWUU KEeTOreHHON AueThl
MOTYT pa3BMBaTbCA HeXenaTeNbHble fBMEHUA: MNoOfABIe-
HMe KapHUTUHOBON W CeNeHOBOW HEefOCTaTOYHOCTU, Ha-
pacTaHue yMCTBEHHOW OTCTanoCTW, NOSBNEHWNE KaMHel
B MOYKax, NOBbILIEHWE YPOBHA NUNUAOB, TMNOTNKEMUSA,
XeNyAouyHO-KNLWeYyHble CUMNTOMbI, CUMNTOM DaHKOHMU,
nepenombl KOCTel, 3afepXkKa pocTa. Tem He MeHee npu
XopoLlleld NepeHoCMMOCTN PeKoMeHAyeTcs MPOAOMXKATh
LVeTy He MeHee 2 NIeT NPU yPeXeHun npuctynos bonee
yeMm Ha 50 % CoobuiaeTcs, YTO NPU JOCTUMXKEHUN NONOXKMN-
TeNbHOTO0 ahheKTa BYMeEHbLIEHUN NPUCTYNOB 60nee Yem
Ha 90 %pfeTn ocTaBanuch Ha fneTe BTeueHue 12 net [44].

OC06eHHOCTN TEYEHUS N NeYveHne anunencum

Takum obpasom, 3anocnefHue 151eT 611U LOCTUTHY -
Tbl 3HAYNTENbHbIE YCNEXN BNeYeHUN Ty6epo3HOro ckie-
po3a. Ty6epo3Hblil CKNepo3 AANTeNbHble FOAblI CHUTANCS
NporpeccupyroWwnmM HeBpoaoOrnyeckum 3abonesaHuem,
NMpu KOTOPOM NaLMeHT He MOT HafeaTbCA Ha yny4ylleHune
CBOEro cocTofHuA. bnarofapsa NOHUMaHUIO MONEKYNAp-
HOl natousnonornmn sabonesaHns B 6nnxalilee BpeMa
6yAeT LOCTYMHO He TONbKO CUMMMNTOMATUYECKOE TeveHune
nposBneHUit Ty6epo3HOro ckneposa, HO W MaToOreHeTu-
yeckas Tepanus, KoTtopas MO3BOJIMT OCTaHOBUTb MPO-
rpeccuposaHue 601€3HU U YNYULWINTb KAYECTBO XU3HU
nayuneHToB.
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HAPYLWEHVA YMCTBEHHOIO
PA3BUTUA N TIOBEAEHNA

A. . KpanuskuH, M.FO. Jopodeesa

WHTennekTyanbHbll feduLUNT N NoBeAeHYECKNe Hapy-
WeHNs — TPeTbW MO 3HAYMMOCTU KAWHUYECKUe npo-
ABNeHNs Ty6epo3HOro ckneposa y peteil. B nepBbix
ANTepaTypHbIX OMUCaHWAX 3aboNneBaHWA, CAeNaHHbIX
D-M. Bourneville n E. Brissaud [1], oTMe4anocb, 4To K/u-
HWYEeCKUMU NpoABNEHUAMM Ty6epo3HOro CcKaeposa
CAyXaT Cy[oporu, 3afjlepXka YMCTBEHHOIO pasBUTUSA,
ABUTATENIbHbIE HAPYLEeHWS U ONYyXO0NN FO/I0BHOIO MO3ra.
JanbHeiiwmne nccnefosaHna onpegennan, YTo 3agepxka
YMCTBEHHOTO pa3BuUTUA Npn Ty6epO3HOM CKIep0o3e 4acTo
COYeTaeTca C USMEHEHNAMYW NOBefleHNs B BUAe ayTn3ma,
rMNepakTUBHOCTU, arPECCUBHOCTM U Ap. MUHUMaNbHbIe
HapyLlWeHUs KOTHUTUBHbBIX PYHKL NI HabnogaloTcay no-
NOBWHbI NaLWNEHTOB.

VHTennekTyanbHbIN gepuunt
(ymCcTBEHHas 0TCTaNoCTh)

WHTennekTyanbHblli fepuunt (yMCTBEHHas oOTCTa-
nocTb) HabnogaeTca BCpegHEM YyTb MeHee YeM y 50 %ae-
Tell, cTpagal W mnx Ty6epo3HbiM CKNepo3om [2], v Bapbupy-
eT 0T YMEepeHHOW f0 rny60KOoWi CTeneHN BblpaXXeHHOCTH.
B nccnegoBaHmsax M.R. Gomez [3] 6bi10 yCTaHOB/IEHO
CHWXKEeHNEe UHTenneKTyanbHbIX QYHKUWA y 56 % 60nb-
HbIX Ty6epo3HbIiM ckaepo3om. Nccnegosanua C. Joinson
1 coaBT. [4], npoBefeHHble B BennkobputaHum, BelaBUNU
WHTennekTyanbHble HapyweHna y 45 % o6cnefoBaHHbIX
feTei, 60NbLWNHCTBO N3 KOTOPbIX UMENN KO3PAULNEHT
1Q Huxe 20, ay 55 % nayneHToB C Ty6epO3HbIM CKIepo-
30M OTMeYanncb HOPManbHbIe MHTENEKTYalbHble MOKa-
3aTenn (Mx koaduuneHT IQ 6611 BCpeaHem paBeH 93,6).
Ho v cpefn feTeil, UMeOLWNX HOPManbHbIVi UHTENNEKT,
y 60/bWNHCTBA OTMeYanuch NpobnemMbl C peybto (CMOX-

HapyLleHns yMCTBEHHOTO Pa3sBUTHSA W NOBeEHMUS

HOCTU (opMynMpoBaHus ¢pas, HempaBUIbHOE NPON3-
HOLIEHNE OBOLWENPUHATLIX CNOB W Ap.), TPYAHOCTU B 06Y-
YeHUM, nposBnAlOLWMecs LehULUTOM KOHLEHTpauum
1 npobnemMamy B NMepekNiOYeHUN BHUMaHUA, OCBOEHUM
mMaTeMaTuM4yecKMX HaBblKOB 1 ap. [5,6].

OfiHa N3 0CHOBHbIX NPUYUH, ONpefenatoWwmnx hopmu-
poBaHWe yMCTBEHHOW OTCTanoCTW y AeTell, cTpajatowunx
Ty6epo3HbIM CK1epO30M, —3NuAenTUYecKue NPUCTyns.l,
KoTopble HabnwgatoTca y 75-92 % nauneHToB U gocTa-
TOYHO YacTo ABNAKTCA MaHW(PECTHbBIMW CUMMITOMaMMU
3aboneBaHuns. B Tabn. 8.1. npefcTaBNeHbl AaHHble nccne-
[0BaHW, CBMAETENbCTBYIOLME O B3aUMOCBA3N MeXAy
HanMymem CyJOPOXHbIX MPUCTYNOB U YMCTBEHHON OT-
CTanocTbio y 160 geTeit c TYy6epo3HbIM CK/IEPO30M.

dopmupoBaHne yMCTBEHHOW OTCTanOCTMW, a Takxe
CTeneHb ee BbIpaXeHHOCTU HENOCPeACTBEHHO CBA3aHbl
c Bo3pacToM AebioTa CyOpPOXHbIX NpucTynos. Buccne-
poBaHum MR. Gomez [3] 6bI10 YCTaHOBAEHO, YTO Npwu
BO3HWMKHOBEHWN MNPUCTYNnoB [0 2-NeTHero Bo3pacTa
npakTUYyecKn BCe JeTU WUMENnU WHTeNneKTyanbHbIl Ae-
huumnT. Hanbonee BbipaXeHHble HapYLIEHNA UHTeNNeK-
TyanbHOro pasBuTuA Habnwpganuck y geteii ¢ fe60TOM
anunencuun B BospacTe oT 1mec. o 1roga [7, 8]. Mpu ge-
610Te anunencuun B Bo3pacTe 0T 2 40 5/1eT YMCTBEHHble
HapylweHna pasBuBannucCb ToNbKO y 41 %, U MeHee yem y
TpeTu AeTell Npu BOSHUKHOBEHWUW CYAOpPOr B BO3pacTe
ctapwe 5ner [3].

Tabnuuya 8.1

B3anMOCBSi3b CYAAOPOXKHbIX MPUCTYMNOB N YMCTBEHHOI OoTCTano-
CTU y aeTeli ¢ TY6epO3HbIM CKiepo3om [3]

Ywncno naumeHTos, //

YpoBeHb
MHTeNNeKTyanbHOro Ges c
passuTuA Cyflopor  Cyfoporamu BCero
HopmManbHbIli UHTeNNeKT 19 40 59
YMCTBEHHas 0TCTasoCTb 0 89 89
[aHHble He YTOUYHEHbI 1 11 12
Bcero 20 140 160
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Takum o6pa3om, Ae6toT Cy[0por Ha NepBOM FOAY X N3-
HU CAYXWUT MAOXUM NPOTFHOCTUYECKUM (HAaKTOPOM MH-
TeNnekTyanbHOro pasBuTus. Hawnyywmm NpPorHo3om
ONS NHTEeNNeKTyanbHOro pa3BuTuA ABNAeTca akT oTCyT-
cTBMA cyfopor Ao 5-neTHero Bo3pacTta [9-

Pa3BuTne MHTennekTyanbHoro geduunta y feteil c
Ty6epo3HbIM CK/1ep030M CBA3aHO He TO/IbKO C Halnuu-
eM CyAopor n Bo3pacToM ux febloTa, HO U C Pe3NCTEHT-
HOCTbIO NPUCTYNOB K MPOTUBOCYAOPOXHON Tepanuu.
Peungueupyrowme annnentTuyeckne NpucTynbl cnoco6-
CTBYIOT NPOrpeccrpoBaHnio MHTeNNeKTyanbHOro gedu-
umTa [8,91-

HapylieHns KOFHUTUBHbIX OYHKLUNIA Y aeTe

HecMoTpsi HaTO UTO GOslee UeM NONOBUHA fieTeld, cTpa-
faloWnx Ty6epo3HbIM CKIEPO30M, MMeKT cpeaHue (Hop-
ManbHble) UHTEeNNEeKTYaNbHble NOKasaTenu, NpakTUuYecku
y BCEX OTMEYAKTCS HapYyLIeHNS KOTHUTUBHbIX PYHKLUA,
nposBAAOLWMECH CNefyOWUMK NPo6ieMamMu: TpYJHOCTH
B O6GYUYEHUN B LWIKOME, 6ONbLIMHCTBO U3 KOTOPbIX CBSA3aHbI
co creunduyeckoil 3agepxkoii hopmupoBaHus peuye-
BbIX HaBbIKOB (CNI0OXHOCTU BblCKa3blBaHWUA MbICMEN, «KOC-
HOf3blYee» 1 Ap.); CHYKEHWE NOTMYecKNX CnocobHocTel;
CHUXeHUe CMOoCOGHOCTEl K KOHLEHTpaLumn n nepeknio-
YeHW0 BHUMaHuUA [5, 6]. B 60nblIMHCTBE CAy4YaeB [eTH,
cTpajaroune TY6ePO3HbIM CKIEPO30M, UMEKT NPO6GAEMbI
C aﬁCTpaKTHbIM MblLLITEHNEM, CO3AaHNEM NOTNYECKUX L e-
noyek Npu M3yyeHUU MatemaTuku. Kak npaBuno, faHHble
HapyLWeHNA NMET YMePeHHbI i XxapakTep, KOPPUTMPYIOT-
cAl AONONHUTENbHLIMU 3aHATUAMMU YTEHWEM, MaTeMaTu-
KOV, YTO MO3BONSAET YCMNewWwHo 06yyaTbCcs No NporpaMme
06l eo0bpa3oBaTebHON LWKObI.

HapyweHuns no3HaBaTenbHbIX (QYHKUWA Yy pgeTei,
cTpajaluwmx Ty6epo3HbIM CKIepo30M, NoApasfenswoT
Ha HapyuweHua BepbanbHO-MHECTUYECKON (GYHKUWUN ©
HapyLlweHnsa BHUMMaHua (tabn. 8.2).

HapylieHuns no3HaBaTenbHO AeATeNbHOCTH, BHUMa-
HUA, MaMATU, 3MOLMOHANbHbIX peakunii, pasHble BUAbl
HapyLleHW pe4yeBOro pa3BMTUS N NOBELEHUA MOTYT ObITb

HapyLueHnsi yMCTBEHHOr0 pasBuUTUSA U MNOBeJEeHUA

Tabnuua 8.2

HapyweHna no3HaBaTeNbHbIX PYHKL U Y feTell ¢ TY6epOo3HbIM
ckneposom [2]

HapyuweHus
Bepb6asibHO-MHECTUYECKOW HapyuweHus
DyHKLUN BHUMaHUA
B CyXeHune o6bema namaTn ®  [Inoxas
B HapyLlieHne nepekno4YaeMocTb
BOCNPOW3BEAEHUSA 3ajaHHOW BHUMaHUA
nocnefoBaTensHOCTH B [IHepTHOCTb BHUMaHWUA
CTUMYNOB (CNOB, 3pUTeNibHbIX M  BHesanHo HacTynatolee
06pa3oBs) BPEMEHHOE CHVDKEHMNE
B HepgocTaTtoyHOCTb KOHLEeHTpayum
C/lyXOpeyeBoro rHosunca BHUMaHMA

B [leheKTbl PErYAsLUN 1
KOHTPOAS NamMaATu

CBfi3aHbl C N3MEHEHUEM CTPYKTYPHO-GYHKLMOHaNbHOM
opraHusauuu mosray fileteil ¢ Ty6epo3HbIM CK1epo3oM
BCNeACTBMEe 06pa3oBaHNA KOPKOBbIX Ty6epoB, KOTOPbIE
NOKaNn3yTCcs B TEMEHHOM, BUCOYHOW 1M N06GHOI fonax
rofioBHOro mo3sra [10-14]. lokanu3sauua gaHHbIX o6paso-
BaHWI onpejenseT KAMHUYECKWE NPOABNEHUNS CTOWKNX
HapyLlweHWi nnn GUCHYHKLUKM CTPYKTYp MO3ra, N3MeHe-
HWA B3aMmogdeincTeus nonywapuin. K @yHkumnam npaso-
ro monywapus oTHocutca obpaboTka M 3anoMWHaHue
CEHCOPHbIX CTUMYNIOB, KOTOpPble TPyAHO 0603Ha4YMTH
cnosamu. MNpaBoe nonywapue NepBuYHO HeBepbanbHoe,
oTBeyaeT 3a 06pa3HoOe, 3pNTeNbHOE, CEHCOPHOE, accoLm-
aTWBHOE MblllieHWe. B cTpyKTypax npaBoro nonywapus
ocyuiecTBnsetcsa o6paboTka 06pa3HOn, NPOCTPAHCTBEH-
HOW, 3pUTENbHOI M CNYXO0BON MH(pOpMaLMKn, OHO cBA3a-
HO C (hopMMpOBaHMEM accolmnalymnii Mexay npegMmeTtamu,
ABNEHNAMM, COOLITUAMM B NPOL,ECCe NO3HABaTENbHOW je-
ATeNbHOCTU. PYHKLMOHANbHYIO CNeLnanm3aLynto nNesoro
nonywapusa onpefenseT BepbanbHOe NOTMYECKOE Mbl Ll -
neHne, Koraa o6paboTka MHGOPMaLL MM MPOUCXOAUT aHa-
NUTUYeCKMn, nocnefoBaTenbHo. Bnesom nonywapum ocy-
wecTBnAtoTCA BepbanbHble M abCTpaKTHO-NOrnyeckue
onepauuu, onpegenseTca CXoACTBO MeXAy NpegmMeTamu,
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ABNEHNAMU, COObITUAMU. B egnHOM npolecce MblLle-
HUA NeBoe Monyllapue oTBeYaeT 3a QOPMUPOBaHNe No-
HATWUIA, BblfeNneHne obLw Mx cBONCTB, 0606w eHNin. Bno6-
HOV fOoNle NeBOro Moyl apus pacnonaraetca 3oHa bpoka
(MO MMeHMn y4yeHOro, BNepBble OMMNCABLLErO ee) —Yy4acToK,
npunerawWmnii K sBuraTenbHoR 30He KOpbl ¥ yNpaBnsio-
WKUIA MblWLaMu NnLa, A3blKa, YentcTeld n rnoTku. Jloka-
nnsauua Tybepos B NeBOM nonywapuu onpegenser oT-
cTaBaHue GoOpMMpOBaHMA peyeBbIX PyHKUKIA. Hanbonee
BblpaXXeHHas 3afep>XXKa NCMXNYECKOro pa3BmTuns Habnto-
faetca y fleTeil ¢ Ty6epo3HbIM CK/IEPO30M MpPU MOBPEX-
OEHUN 3afjHEBNCOYHOW UM BUCOYHO-TEMEHHO-3aTbINI0Y-
HOli 06nacTu NpaBoro NonyLwapus.

C Lenbio N3yYeHUs HapyLWeHNn KOTHUTUBHbBIX DYHK-
Unii y feTeld, cTpajalownx Ty6epo3HbIM CKNEePO30M, Ha
6asze KNMHUYECKNX nogpasgeneHninc Mockosckoro HUAN
nefnaTpun n [eTCKoi XMpyprum 6bi10 NpoBeAeHO MUC-
cnefoBaHVe NokKasaTenei NaMaT U BHUMaHUA. Bpesynb-
TaTeyBcexfeTeil (N1 =42) cTy6epO3HbIM CK1EPO30M Bblin
BbIiIBNEHbl CUMMTOMbI 3HLedanonatuu: 6onee HU3KMUe,
OTHOCUTENbHO CpefAHecTaTU4yecKWX [NS JaHHOro BO3-
pacTa, nokasaTenn akTUBHOCTW BHUMaHWA, BepbanbHOMN
N 3pUTeNbHOW NamMATU; CHUXEHMNE ABUTaTENbHOW M Ncu-
XNYeCcKO aKTUBHOCTW, 06LLero (hoHa HacTPOeHUs, Bep-
6anbHO-MHecTMYecKMe HapyweHus [15]. B rpynne geTei
[OWKONLHOTO BO3pacTa KO3 puLMeHT KOHLEeHTpaLum
BHWUMaHNA, KO3(M®MULUMEHT YCTOWYMBOCTU BHUMAHUSA
6blIN CTATUCTUYECKU AOCTOBEPHO HUXKE, YEM B KOH-
TPONbHON rpynne. Brpynne AeTei WKONbHOTO Bo3pacTa
nokasaTenn KOHLEHTpauumn, CKOpocTn Nepekntoyaemo-
CTW BHUMaHUA Takxe ObINN CTAaTUCTUUYECKN AOCTOBEPHO
HUXe, YeM y 3[0pOBbIX AeTei. [laHHble NpefcTaBneHbl B
Tabn. 8.3- CteneHb OTCTaBaHWA WHTENNEKTyalbHbIX MO-
KasaTeneil OTHOCUTENbHO CPefHECTAaTUCTUUYECKNX HOP-
MaTWMBHbIX flaHHbIX MMeNa TEHAEHLUNI0O K YMEHbLIEHUIO
C yBe/IMYEHNEM BO3pacTa nayueHTa, HO aHHAA TeHAeH-
Uuusa He 6blna CTaTUCTUYECKM 3HAUYMMOI. Y naymneHTos,
cTpajalwmnx Ty6epo3HbIM CKIEPO30M, KaK 4O KONbHO-
ro, Tak 1 WWKONbHOTO BO3pacTa, 6bI10 yCTAHOBNEHO CTaTH-

HapyLLeHWst yMCTBEHHOT 0 Pa3sBUTUS 1 NOBEAEHNS

CTMYECKMN AOCTOBEPHOE CHMKEeHMe nokasaTeneil (06bem
HenocpeACTBEHHOTr0 BOCMPOW3BELEeHNA CNI0B, 0NOCpPef0-
BAHHOTO 3aNOMWHAHWA, LONTOBPEMEHHON 1 3pUTENbHOMN
namMsaTV) B CPABHEHWMW C FPYNNoOW 340POBbIX AeTel faH-
HOro Bo3pacTa.

Pe3ynbTaTbl NCUXOM0TMYECKOT0 NCCNef0BaHNA YCTaHO-
BU/W, YTO ANNTENBHOCTb TEYeHUNA 3ab0neBaHus onpegens-
eT TEHAEHUWIO K fanbHellemMy YXyALWEHNO BepbanbHOW
namaTun, ycyrybneHuio geekTos perynaynm u KOHTpons
namsaTu, yXyfLlWeHWo nokasatenein namaTm M BHUMaHUS
(p <0,01). HapylweHne BHUMaHUA C pacCTPOCTBOM Mpo-
rpaMmMupoBaHns yuebHOW AeATeNbHOCTU U KOHTPONA Hafj
npoTeKaHWeM NPOM3BONbHON AeATENbHOCTH, KaK Mpasu-
N0, NPUBOAUT K3HAYNTEeNbHO fe3afanTalmm B LLKONeE.

MpobneMbl MeX/IUYHOCTHOrO 06 EHUA OTMeyalT-
cay 87 % peTeil ¢ Ty6epo3HbIM CKiepo3oM. lNepef Bbl-
nonHeHnem TpeboBaHuUii AeTAM yacTo Heo6XoAMMO Mo-
BTOPUTb WHCTPYKLWUKN, OHAKO OHW He COOTHOCAT UX C
NONYYEHHbIMWU paHee ycTaHOBKamMu; npu o6 eHun uc-
NbITbIBAIOT CNOXHOCTW C MOHWMaHMeM O6paweHHbIX K
HUM abCTPaKTHbIX, METad OPNYUYHBIX BblpaXeHWii. Baanb-
HellweMm y pebeHka hopmMupyeTca coymnanbHas gesagan-
Taumsa, BO3HWKaT Npo6aemMbl BO B3aMMOOTHOLL EHUAX CO
CBEPCTHUKAMU, POAUTENAMU N YUHUTENAMN.

HapylieHusa noBefeHus y AeTeil

HapyweHuns nHtennekTa npu Ty6epo3HOM CKnepose
coyeTarTCA C UIBMEHEHNAMMN NOBeeHNA B BUAE ayTuU3ma,
rMnepakTUBHOCTM, arpeccuBHoOCTHK [16]. Hanbonee yacto
BCTpeyal TCA CneAytolye HapyLleHNa NOBeAeHUS:

B ayTU3M;

arpeccuBHbIe TEHAEHLNN;

3MOLMOHaNbHas NabunbHOCTb;

MCTePOPOPMHbBIE MPOABNEHUS;

acouynanbHble NOCTYNKW;

MOBblWEHHAaA TPEBOXHOCTb, [enpecCuBHble pac-
cTpoicTBa.

AYyTUNU3M UK ayTU4YHbIE YepThbl oTMeyvaloTca y 50 %
feTelt ¢ Ty6epo3HbiM cknepo3om [17-19]- YcTaHoBAEHO,
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HapymeHMﬂ YMCTBEHHOI0 pasBnuTnUA U nNoBegeHnA

4TO Cpedun BCEX MPUYUH ayTu3Ma Ha Ao/t Ty6epo3Horo
ckneposa npuxoantca 5 % [20]. BepoATHOCTb BO3HUKHO-
BEHMWSA ayTuaMa y feTeil C TY6epOo3HbIM CKNEpPO30M, UMe-
I0WnX myTaunto B rede 16pl3 (TSC2), Bbiwe, Yem y nawu-
eHTOB ¢ myTauueii 9q34 (TSC1) [21]. B page nyb6nunkauuii
noKa3aHo, YTO YMCNO KOPKOBbIX Ty6epoB y 60MNbHbLIX C
Ty6epOo3HbIM CK/1epo30M KOppenupyeT C HapylWweHnaMu
06yyeHNa N NpoABAEeHUAMY ayTuima [22,23].

AyTn3m npu Tyb6epo3HOM CcKnepose, kak npaBuno,
BO3HWKAET B paHHEM fleTCKOM BO3pacTe, MPOABAAACH Ha-
PYWEeHNAMMN COLMaNbHOrO B3aWUMOAEWCTBUS U OrpaHu-
YeHWEeM UM OTCYTCTBMEM KOHTaKTa C BHELIHeR peanbHO-
CTblo. TeM He MeHee NepBble NPU3HaKN ayTU3Ma HepefKo
He (MKCupyloTCA Bpayamu, MNOCKONbKY BO3HMKAKT Ha
(hoHe 3aJep>XKN HEepPBHO-MCUXNYECKOro pa3BuTua. PaH-
HUM NpPU3HAKOM ayTu3ma y fleTeil NepBOro roja XusHu
CNYXWUT «6e3pa3NuyHOe OTHOWEHNE K COCTOAHNIO KOM-
thopTa» [24]. PebeHOK paBHOAYLWEH K poauTensM, BANO
pearnpyeT Ha rojaoc matepu, KOpMmaeHue rpyabto. B Bo3-
pacTte 12-15 mec. ayTn3m NposiBAAETCA TeM, UTO pebeHOoK
0TKa3blBaeTCAa OT TAKTUAbHOTO KOHTaKTa C POAUTENSAMMU,
He X04YeT CMOTPeTb UM B rnasa, NpeAnoymnTaeTt 6biTb 04WNH
[25]. YcTaHOBUTb 3pUTeNbHbIN KOHTaKT GblBaeT CMOXHO,
pe6eHOK CMOTPUT Kak 6y4TO CKBO3b, MUMO YeN0BEKa, ero
B3rNAA4 NbIBYLWMWIA, OTPELWEHHbIN, B TO Xe BPeMsA MOXeT
NPOM3BOANTbL BNevaT/ieHne 04eHb YMHOI0, OCMbIC/IEHHO-
ro. OH NpakTUYeCcKN HUKOrAa He ynblbaeTcs, anaTuyeH,
He NpoABNAeT MHTepeca K UrpyLKam, NpakTUYeckn He
pearvpyeTt Ha obpaleHHY K HeMy peub [17]. XapakTep
o6lieHna pebeHKa C 6GAM3KUMU NOALMU O0YEHb 4acTo
MMeeT 0CO6EHHOCTU, AeTW NO3AHO HauYMHaT BbIJeNATb
mMaTb Wn BOOGLE ee He BblAEeNAT, OHWN NNOX0 NEepPeHo-
CAT TeNECHbI KOHTAKT U cTapatoTcs usberatb ero. Mose-
feHne pebeHka MOXeT ObITb HeAOCTATOYHO afileKBATHbIM,
€ro XecTbl «CTPaHHbIe» U CKOPee HePBHbIE, YEM Bbipaxa-
toume 4To-nn60. OrpaHNYeHHOe, NOBTOPAlOLLEECA U CTe-
peoTUNHOe NOBefeHWe, NHTepecbl U aKTUBHOCTb 06Ha-
PYy>XUBAKOTCA C paHHEro sBo3pacTa. Pe6eHOK ncnbiToiBaeT
60nblY NOTPEOHOCTb B COXPaHEHUMN CTabUNbHOCTU U
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HEW3MEHHOCTW ero NPMUBbLIYHOTO OKPYXXeHns. OH Noxo
NepeHoCcUT U3MEHEHUS B CBOEW XMU3HWN: HOBOE NUTaHue,
pexum, ofexaa, Konacka, BaHHa MOTYT Bbl3blBaTb MaHWKY.
YacToypebeHka BO3HNKaOT HEOObIYHbIE peaKLumn Haro-
noc, 3anax, BKyc, NPUKOCHOBEHME.

HapyweHns B o6wWeHNn y geTeii ¢ TYy6epo3HbIM CKe-
pO30M CBA3aHbl BO MHOFOM C 0COGEHHOCTAMM peyeBoro
pasBuMTUA BCNEACTBME aHATOMWYECKUX MOBPEXAEHUN
CTPYKTYP NOBGHbIX, BUCOYHbIX, TEMEHHbIX A0NEA ronos-
HOro mo3sra, amurgansl [26]. B rpygHoM Bo3pacTe pebe-
HOK 4aCTO He pearnpyeT Ha ob6palleHHY peyb, He OT-
3blBaeTCA Ha CBOe WMA. B ganbHeliwem, B 3aBUCMMOCTM
OT COXPAHHOCTU WHTENNeKTyaNbHOro noTeHuunana,
MOHWMaHNe peyn MOXeT OblTb JOCTATOYHO XOPOLIWM.
«CyneHne» 1 neneT y feTeil, cTpajaroWwnx Ty6epo3HbIM
CK/N1epo30M, NOABAATCA MO3XKe WAN OTCYTCTBYIOT, Ne-
net He obpaweH K B3pocnomy, pebeHOK He MOBTOpseT
yCAbllWaHHbIe 3BYKW, CNOBa. ¥ MHOTUX fieTell peyb BO-
o6Lie He pa3BMBaeTCcs NN pebeHOK BbipabaTbiBaeT CBOI
CO6CTBEHHbIA, «NTUUYNIA», NOHATHLIN TONbKO EMY A3bIK.
Peub MoXeT 6bITb MOHOTOHHOW, Kak 6yATO noBTOpseT
3ayYeHHbI TEKCT, OTCYTCTBYET MENOANYHOCTb. HacTbIM
NPOSABNEHNEM peyYeBbiX HapyLeHW, conyTCTBYIOLWNX
ayTM3My, ABAfeTCA «3xonanua» (NOBTOPEHWE CNOB W
fJaxe LenblX NPefnoXeHUN HenocpefCTBEHHO nocne
MPON3HECEHUA UX APYTUMU NHOLBMU UM Yepe3 HeKo-
Topoe BpeMs). [naBHas e npobaema 3aKa04aeTcad BOT-
CYTCTBMW UM BblpaXeHHOW HEAOCTAaTOYHOCTU KOMMY-
HUKATUBHOW PYHKLUN peun pebeHKa.

BUrpoBoi f,eATeNbHOCTM Tak)Xe UMeeTCs CKNOHHOCTb
KcTepeoTunuam. BmnageHuyectse pe6eHOK ObiBaeT 3aB0-
POXEeH co3epuaHneM APKNX NpefMeTOB, UX BUXKEHUEM,
MOCTOAHHO BbI3blBA€T OLHOTUMHbIE 3pUTENbHbIE OLLY-
LweHnsa. XapakTepeH MHTepec K He(YHKLUOHAaNbHbIM
JafNeMeHTam NpegMeToB, TaKMM Kak 3anax, LBeT, onpeje-
NeHHble KayecTBa NOBEPXHOCTU. YacTo y pebeHKa ecTb
no6MMbIe BeLL W, C KOTOPbIMUW OH He paccTaeTCcsA: BEPEBOY-
KW, Nanoykun, —OH AePXUT NX BCeraa B pykax, KpyTuT, co-
BepllaeT C HUMW Jpyrue geiicTeua. MepecTtaHoBKa Mebe-

HapyLUueHWsi yMCTBEHHOI0 PasBUTUS 1 NOBEAEHNS

NN, U3MEHEHWE MPUBBLIYHOTO MapLIpyTa MOTYT NPUBECTY
pe6eHKa B COCTOAHME TPEBOTMY W THeBa.

B cTapwem Bo3pacTe BefyLW UMW NpU3HaKamm ayTns-
Ma CTaHOBATCA HapyWeHWS KOMMYHWUKaLUn W «pUTUL-
HOCTb» NoBefeHNA. KOMMYHUKaLWOHHble Npobiembl 3a-
K0YalTCA B NEPBYO o4Yepefb B TPYLHOCTAX PEYEBOro
obuieHns. OTMEYEHO, YTOY MHOTUX AeTell C TY6epo3HbIM
CK/N1epo3oM peyb 1160 OTCYTCTBYET, NN6O HabnwogaeTcs
Cyl,ecTBEHHan 3ajepxka ee pa3ssuTua. [laxe npu Hanu-
4Yun yA0BNETBOPUTENLHOTO 3anaca CnoB AeTW Mano ero
ncnonb3yT. MHorve pasbl CTPOATCA NPU 3TOM rpam-
MaTuyecku HeBepHO. [lnanor ¢ feTbMMW 3aTPYyAHEH U He-
peAKo NpOTeKaeT N0 TUNY «BONPOC-0TBET» [26].

«PUrngHoCTb MnoBeAeHUA» MNposBAAeTCA B NaTofo-
rMyeckol (ukcauum Ha KakoM-nu6o ofHOM Buie Aes-
TeNbHOCTU (HaBA3YWBOE CTPeM/eHue cnefoBaTb Kako-
My-n1n60 OAHOMY MapLIpyTy, 6ecefjoBaTb Ha OfHY TEMY).
XapaKTepHbl TaKXKe CBOe06pasHble «CeleKTUBHbIE» CTpa-
XW (Hanpumep, cTpax Npu rpoMKom nae cobak). B 1o xe
BpEMSA peanbHble CUTyaLun, yrpoxar e Xn3Hu, 4acto
HeAOOLEeHNBAOTCA NayeHTaMu.

PaHHUIA fe6loT anunencuyM v pesancTeHTHbIW K Npo-
TUBO3NMNENTNYECKON Tepanuu xapakTep Cy[OPOXHbIX
NPUCTYNOB Yy AeTell ¢ Ty6epO3HbIM CKIEPO30M CBA3aHbI
C aHaTOMWYECKMMU NOBPEXAEHUAMMN CTPYKTYpP BMUCOY-
HblX AONEA FONOBHOrO MO3ra, 4TO NPOABAAETCHA ayTm3-
Mom [21, 27].

[lpyroe yacTo BCTpeyaeMoe HapyLeHNe NOBEeHNA Y
feTeil c TY6EpO3HbIM CKIEPO30M — CUHAPOM gedhnunTa
BHWUMAaHUA U TMNnepakTUBHOCTW. [laHHbIA CUHAPOM MO-
XeT OblTb KaK N30N1MPOBaHHbBIM, TaK N COYeTaTbCH C 3MK-
nencueil unu aytusmom [28,29]. Mo mMeHbLUel Mepe TpeTb
feTei c Ty6epOo3HbIM CKIEPO30M, UMEO W NX TPYAHOCTH B
06y4YeHnW, rMnepakTUBHbI, a8y YeTBepTN —Habnoganacs
rMnNepakTUBHOCTb B COYETAHWM C WMMNYNbCUBHOCTBHIO.
Jednunt BHUMaAHNA MOXeT BO3HUKaTb BTOPUYHO nocne
NosSBNEHNS CYyA0POXHbIX npucTynos [30, 31]-

Kak 13BecTHO, CUHAPOM fedununTa BHUMAHUA U TU-
nepakTUBHOCTW BCTpeyaeTcs y 3-5 % fgeTell WKOMbHO-
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ro Bospacta B 06l el NONynAuumM, HO Npu Ty6epo3HOM
CK/lepo3e OH OTMevaeTcs 3HauYmTenbHO vauwe (y 25-50 %
feTeil) n xapakTepusyeTcs CnegylwmumMy cumntToMamu
[32, 33].
m [ednunT BHUMaHUA:
e Hecnoco6HOCTb NOAAEPXNBATb BHUMAHWE;
* Hecnocob6HOCTb COCpPeAOTauYMBaTbCA Ha AeTansx,
COBeplUeHne oW N60K N3-32 HEBHUMATENLHOCTH;
e HecrnocobHOCTb BCAYLIUBATLCS B 06paleHHYH
peysb;
e HecnocobHOCTb JOBOAWTH 3afiaHUA L0 KOHLa;
* HW3KMe OpraHn3aTopckme cnocobHOCTH;
e OTpuuUaTenbHoe OTHOLEHWE K
Tpeby LM YMCTBEHHOTO HaNPsHXXEHNS;
e noTeps NpesMeTOB, HEO6XOAUMbIX AN15 BbINMONHEHUS
3afjaHus;
* 4acTOe OTB/IEYEHWE HA MOCTOPOHHME pasfpaxure-
nm;
¢ 3a0bIBYNBOCTD.
M3 nepeyncneHHbIX Bbille NPU3HAKOB XOTA Obl WeCTb
[OMKHbBI COXPaHATLCS He MeHee 6 Mec.

® [MNepakKTUBHOCTb U UMMYNbCUBHOCTb:

e CYeT/INBOCTb, HEBO3MOXHOCTb YCUAETb Ha OfHOM
MecTe;

e BCKaKMBaeT c MecTa 6e3 paspeLleHus;

e 6ecuenbHo GeraeT, ep3aeT, KPYyTUTCA Ha OAHOM
MecTe;

e He MOXET Urpatb BTUXMNE UTPbI, OTAbIXATb;

* BbIKpUKWBAET OTBET, HE [0C/YyLLIaB BOMPOC;

* He MOXEeT CMOKOWHO LOXMNAATLCA CBOEM 0Uepean.

3afaHnaM,

N3 nepeyncneHHbIX Bblle MPU3HAKOB XOTA Obl YeThbl-
pe AO/KHBI COXPaHATLCA HEe MeHee 6 Mec.

A. Hunt u coaBT. [2], nccnepgoBaBlimne feTeil WKO/b-
HOro BoO3pacTa, 60/ibHbIX TY6epO3HbIM CK/IEpO30M,
OTMeyawT cneyndpuyeckme 0COH6EHHOCTU npoTeka-
HUA BbICWINX NCUXNYECKUX NPOLLECCOB Y AeTell C faH-
HbiM 3ab6onesaHneM. Tak, BHUMaHWe XapaKTepusyeTcs
NAOX0W NepeknOYaeMoCTblo U 3aCTpeBaHWeM Ha npe-
abigyuiem cnocobe OCywecTBNeHUA [eATeNbHOCTH
UNW «COCKanb3blBaHEM» Ha BTOPOCTEMeHHble feTanu.

HapymeHMﬂ YMCTBEHHOI0 PpasBUTnUA U NnoBeaeHNA

[leTn ¢ Tpyaom oTpbiBalOTCA OT OAHOW AeATENbHOCTU
M NepexofaT K Apyroi. [laxe Korga oHuW yxxe nepewnu
K HOBOI paboTe, OHW BCe el,e He MOTYT 3abbiTh Mpex-
Heli N cTpeMATCcA ONSATb K Heil Bo3BpaTuThbea [20]. Ans
feTell ¢ TY6epo3HbIM CKIEPO30M XapaKTepHbl BHe3an-
HOe BPEMEHHOE CHUXXEHNE YCTOWYNBOCTU BHUMAHUSA U
nnoxas nepekntovyaemMocTb BHUMaHua [16]. B pe3ynbTa-
Te uccnepoBaHuii, npoBefeHHbIX B MockoBckoMm HUW
nefgnaTpuun n feTCKol xupypruun, 6bina BbifBNAeHa [0-
CTOBEpPHas KOppenaymsa Mexjy 4acToTOlW BCTpevyaemo-
CTV NOBEAEHYECKNX HAPYLIEHWNA N TAXKECTbIO TeYeHNA
3aboneBaHus. TAXeCTb TeueHMn 3ab60neBaHUA OLEHU-
BasiaCb N0 Ha/MYMIO 3MUMENCUMN, HACTOTE U XapaKTepy
CY[LOPOXHbIX MPUCTYNOB, PE3UCTEHTHOCTN UX K aHTU-
KOHBY/bCAHTHON Tepanuu.

Y peteil c TY6epo3HbIM CKIEPO30M HYacTbl HAPYLLEHUSA
3MOLMOHa/LHOM ctepbl-, 6ecnOKOMCTBO OTMEYanocs y
45 % nauneHTOB, YTHETEHNE HACTPOEHUA —Y 29 %, CHU-
XEeHNe ypoBHA camooLeHKk —y 18 % Y HeKoTOpbIX feTel
oTMeYyanuch rannoumnHaymnm [28,29].

C.M.C. Kopp v coaBT. [34] B cBOMX MccnefoBaHNAaX oT-
mMeyalT, uTo 50 Y%poanTeneit feTeil c Ty6epo3HbIM CKe-
pPO30M MCNbITbIBAOT MOCTOAHHbIA BbIpaXeHHbIA CTpecc,
CBAA3aHHbIN CINNNENTUYECKMMU NPUCTyNnamMun nx peben-
Ka, ero NCUXNYECKUMMN HapylweHNAMN, HU3KUM UHTEN-
NIEKTOM ¥ MOBeAeHYeCKUMU npobnemMamu.

HouHOIn cCOH HapyuweH y 60 % feTeil ¢ TY6epO3HbIM
CKNnepo3om, a cCOMHamM6ynm3M oTMmeyaeTca B 62 % cnyva-
eB [35]. ¥ 2, 60/1bHbIX Ty6EpO3HbIM CK/IEPO30M MAajlle
15 net, ob6cnegoBaHHbiX A, Hunt n G. Stores [36], 6binn
BbIfBNEHbI KaKue-nmbo HapyLeHus cHa: y 60/bLlWNHCTBA
6binn NPO6/IEMBI € 3aCbliNaHWeM,paHHNUM NPOBYy>KAeHVEM
1 COMHamMOynn3M. BnocnegHue rogbl 4N yayuweHns cHa
NPUMEHSETCA MENaTOHUH, KOTOPbI fOoCTaTOYHO 3 ek~
TUBEH, 6e3onaceH, XopoLwWoO NEPEHOCUTCHA U He BCTynaeT
BO B3aWMOfeiCcTBME C APYTMMK npenapaTamu. PeKoMeH-
fyemas HayanbHas fjo3a npenapara 1,5-3 mr3a 14 o cHa.
[na naunmeHToB € Ty6epO3HbIM CKNEPO30M PEKOMEHAY-
toTcs 60M1ee BbICOKME A03bl —A0 12 Mr. MenaTtoHuH 6onee
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ahheKTUBEH ANA YNYULIEHUS NpoLecca 3acbinaHnsa, yem
4NS NOAAEPXMBAHUA KaueCTBEHHOTro cHa. KnuHunueckuii
3 eKT 06bIUHO BUAEH Yepe3 HECKObKO HEA C MOMEH-
Ta Hayana npuema npenaparta. MenaToOHUH MOXEeT Npu-
MEHATHLCA B TeYEeHWe ANUTENbHOT0 BPEMEHU, HO UHOrAa
TpebyeTca KOppeKTUPOBKa A03bl. Ha BbICOKMX f03aX MO-
ryT NOABNATLCA BO3MOXHbIE HEeXefaTe/lbHble ABMEHUA,
Takne KakK CMeHa HaCTpOeHWUs, [HEeBHas COHJINBOCTb U
HOUYHble KoWwMapsbl [37, 38].

B HacToAlee BpeMA CYLWECTBYIOT pas/inyHble Teo-
pun opmMUpOBaHUSA 3afepPXKN YMCTBEHHOIO pasBuTmA
M HapyweHWii NoBefeHWa y feTeid, cTpajarowmx Ty6e-
pPO3HbIM CKNepo3oM. CoOBpeMeHHble [MarHOCTUYECKUE
BO3MOXHOCTU, AOCTUXEHUS B 06/1acTW reHeTU4YecKnX
nccnefoBaHWii NO3BONAT ONpPefenUTb POab CTPYKTYp-
HbIX W FeHeTUYeCcKnx AeeKTOB B NaTOreHese pa3BuTunA
MCUXOHEBPONOTUYECKUX KTMHNYECKUX NPOSABNEHWNI 3a-
6onesanuns. B uccnegosanunax JJ. Garcia-Penas [39] y fe-
Teli ¢ TYy6epo3HbIM CKNEpO30M U ayTU3MOM Onpejensncs
BbICOKWIi YPOBEHb NakTaTa, CHUXXeHNEe YPOBHA MUTOXOH-
ApUanbHbIX GEepMEHTOB, YTO YKa3blBaeT Ha HapyLlleHune
6nosHepreTnyeckoro Mmetabonunsma.

MccneposaHunsa, nposefeHHble CyxopykosbiM B.C. u
coaBT. [40], o n3yyeHunto 6MONTATOB CKENETHON MbILLLbI
y OT[e/IbHbIX NauneHToB C Ty6epo3HbIM CKN1EePO30M Bbl-
ABUAN Y HUX NPU3HAKN MUTOXOHAPMANbHOW HefocTa-
TOYyHoCTYK [40-42]. AN YyTOYHEHUA 3aBUCUMOCTH YPOBHA
NCUXNYECKOTO pasBuTnA feTell ¢ Ty6epo3HbIM CKaepo-
30M W BbIPaXEHHOCTU MUTOXOHAPUANbHbBIX HapyLLEeHW
6b111 CONOCTaBNeHbl GUOXUMUYECKUE N LUTOXUMUYE-
CKMe nokasaTesim CO CTeNneHblo BbIPaXXEHHOCTU MCUXU-
YeCKUX HapyleHwuii. B cBA3KM € 3TuM ANna onpejeneHus
xapaktepa M r1y6uHbl MUTOXOHAPWANbHOW ANCHYHK-
umn npu Ty6epo3HoM cknepose y 45 feTeli nposefeH
LUTOXUMUYECKNA aHaNN3 aKTUBHOCTMN KNHOYEBbIX MUTO-
XOHAPUanbHbIX (hepMeHTOB (CyKuMHaTAernaporeHass,
a-rnuuepodocharaernaporerassl, rnytamargerngpore-
Hasbl, nakTatfernaporeHasbl) B nuMmounTax nepude-
pPUYECKON KpoBK.

HapyLUeHnsi yMCTBEHHOT0 PasBUTWS 1 NOBEAEHNS

B pesynbTate nccnefoBaHns 6bi10 YCTAHOBEHO, YTO
noKasaTesim YPOBHS MOJTOYHO KUCNOThbI 1 COOTHOLLEHMA
MOMNOYHOW U MUPOBUHOTPAAHON KUCNOT MMeNu 3Hauve-
HWS HECKO/bKO Bbllle Y eTel C Ty6epO3HbIM CK/IEPO30M
B rpynne ¢ rpy6oii 3afep>XKoi NCUXM4Yeckoro pasBuTus,
Yem B rpynmne ¢ HOPMaJbHbIM YPOBHEM MCUXUYECKOTO
pasBUTUSA U NErKoi CTEeNeHb 3afepXKU NCUXUYECKOTO
pasBuTuS.

Mpu uccnefoBaHUM MNEPEKMCHOTO OKWCNEHWUS Nun-
nMAoB NokasaTeNn YpPoOBHA MallOHOBOTO AManbaerupja
W rngponepeknceil UMenn 3Ha4YeHWS HECKONbKO Bbllle
y feTeil ¢ Ty6epO3HbIM CKIEPO30M B rpynmne c rpyboi
3af€epXKOW MCUXMYECKOro pasBuMTUA, YeM B rpynne c
HOPMaNbHbIM YPOBHEM MCUXWNYECKOTO PasBUTUS W Ner-
KO CTeneHbl 3afepXKnW NCUXMUYECKOTo pa3BuTmsa. B 1o
Xe BpeMs nokasaTenn LMTOXMMUYECKUX NapamMeTpoB
MWUTOXOHAPUaNnbHbIX (EepMeHTOB uUMenu 6onee HU3-
Kune 3HaYeHWs B rpynne geTeil C HOPManbHbIM YPOBHEM
NCUXMYECKOTO Pa3sBUTUA U NErKOl CTEMEHbIO 3afepXKun
NCUXMYECKOTO pa3BuUTMA, YeM B rpynne geteli ¢ Tybe-
PO3HBIM CKNEep0o30M C rpyboii 3afepXKoil NCUXNYECKO-
ro pasBuTuA, HO pasnnynsa nokasatenei okasanuchb cTa-
TUCTNYECKN HEAOCTOBEPHBIMY.

Takum 06pasoM, KAMHuMYeckue (Hanmuume 3sHueda-
nonatumn), Guoxmmuyeckue (runepnaktar M runepnu-
pyBaTauuaeMus, HapylweHue MNpoOLECCOB MEPEKUCHOrO
OKUCMEHNS NUMUA0B B CbIBOPOTKE KPOBU), LUTOXMMUYE-
CKne (M3MEeHeHWe aKTUBHOCTMW K/KOYEBbIX MUTOXOHAPU-
anbHbIX GepMeHTOB B NUMdoLyMTax nepudepuyeckoin
KpoBW) 1 mopgonornyeckne (CTPyKTYpHble M3MeHeHUA
MbILWEYHONW TKAHW U U3MEHEHWE aKTUBHOCTU MUTOXOH-
LpuanbHblX (hepMEHTOB) U3MEHEHUS, BbIABEHHbIE Y fe-
Teil ¢ TY6EpO3HbIM CK/1IEPO30M, MO MHOTMM napameTpam
COBMajatT C aHANOMMYHbIMUW HapyLWeHU MU NPU MUTO-
XOHApUanbHbIX 3a60neBaHnsAX, YTO MO3BONSAET CAenathb
npeanonoXeHue, 4T0 MUTOXOHAPUANbHAA ANCHYHKLNA
MOXET CMY>XUTb Of4HUM U3 CYLLECTBEHHbIX 3BEHbEB B Ma-
TOreHese Ty6epo3HOro ckneposa, U HaMeTUTb HEKOTO-
pble MaToreHeTUYyeckne TepaneBTUYECKNE MOAXOAbI.
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B nuTtepaType npejcTaBneHbl HEMHOFOYUCNEHHbIE
cBefleHUa 06 9PPeKTUBHOCTU MNPUMEHEHUA 3HEpPro-
TPOMHOW Tepanumn AN KOppeKLnn HapyLWweHnin yMCTBeH-
HOTO pa3sBUTUA M NOBEJEHNA Y jeTeil N NOAPOCTKOB, CTpa-
faloWmnx Ty6epo3HbIM CK1epo3oMm.

Ha 6ase KNMHW4YeckMx nogpasgeneHnin MoCcKoBCKO-
ro HAW negmatpum n geTckoi xmpypruu 6bina paspa-
60TaHa cXxema NneyeHWs, HanpaBfeHHas Ha MOBbILWEHUE
IPPEKTUBHOCTM 6MONOTMYECKUX MPOLLECCOB TKAaHEBO-
ro AblXaHWA W OKUCNUTEeNbHOro ochopunupoBaHus
N0 BbICBOGOX/EHWNIO 3HEPTUN OPraHN4YecKUX coeAmnHe-
HWUIA 1 NPOAYKLNN afieHO3NHTpudocdata B opraHu3me.
MpegnouTeHne OTAAeTCA KOMMNAEKCHOW Tepanuu, no-
CKO/MbKY M3BECTHO, YTO COYeTaHHOE Ha3HayeHue npena-
paToB, BANAKLWMX Ha Pa3Hble YPOBHU 3HEPTreTUYeCcKoro
mMeTab60/M3Ma, 0Ka3blBaeT CUHEPTNYECKOe jefiCTBUE.

MpuHuMNbl Ne4yebGHON TaKTWKM BKAKOYAT HasHa-
YeHune npenapatoB, CNOCO6HbIX aKTUBU3NPOBATb Kak
NepeHoc 3NeKTPOHOB B fblXaTeNbHOW Lenn (KO3H3UM
Q10 B fo3e 30-60 Mr/kr, AHTABUT B f03e 10 Mr/Kr), Tak u
aKTUBaL M0 0OMeHa XUPHBIX KNCNOT (KaPHUTUH B A03€
20-30 mr/kr). BoibpaHHoe coyeTaHue npenapatos obe-
cneynBano onNTUManbHOe BO3AEACTBME Ha pasnuyHble
3BEHbA MUTOXOHAPUAaNbHOTo o6mMeHa. O6Lnii Kypc neye-
HUA cocTaBnseT 2 Mec.

Mocne npoBefeHNs Kypca a3HEProTPONHON Tepanuu y
feTeil, cTpagaloWwnx Ty6epo3HbIM CK/IEPO30M, 0TMEYanoch
ynydlleHne nokKasateneinl naMmaT, BHUMaHWUA; NOBbILLIEHNE
YPOBHS 3MOLMOHANbHON YCTONYMBOCTH, HOpManmn3aymns
6UOXMMMNYECKUX U LUTOXNMUNYECKNX NOoKa3aTeneii. Y Bcex
feTeil, NPOXOAMNBLUUX NleYeHne, 0TMeyYanocb MoBbILIEHNE
[LBUraTenbHON 1 06 el NCMXNYECKON aKTUBHOCTMN.

MonyyeHHble pe3ynbTaTbl MOTYT CBUAETENbCTBOBATH
0 NaToreHeTUYeCcKON pPONN 3Heprofed@uLUTHbIX Hapy-
WEeHNA BOOPMMPOBAHNMN HAPYLLEHWNA YMCTBEHHOTO pas-
BUTWA 1 NOBeAEHNA y fieTell, cTpajalnx Ty6epo3HbIM
CK/Iep0o30M, a Takxe AeMOHCTPUPYIT Heo6X0AMMOCTb
BK/IOYEHWNA 3HEPrOTPOMHbLIX NMpenapaToB B KOMMAeKC-
HOe NevyeHne faHHOTO 3a6oneBaHuA.

HapymeHMﬂ YMCTBEHHOIO pasBnuTnUA N NoBefeHNA
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OMNnyXoan 6OKOBbIX
XENYAOUYKOB: AUATHOCTUKA
N XNPYPITMYECKOE JIEHEHUNE

C.K lopenbiwes, J1.A. CaTaHuH, EJ1. Xyxnaesa,
A.l'. KopluyHos, B.. O3eposa, XX.b. CemeHoBa

Matonornyeckne wnsameHeHus LIHC npu Ty6epo3HOM
CKNepo3e npefcTaB/ieHbl KOPTUKANbHLIMW ramapToMamMmu
(ty6epamun), cyb6KOpPTUKanbHbIMW TFANOHERPOHaNbHbI-
MU ramaptomamu, Cy63aneHfMManbHbIMU FAKANbHBIMK
y3enkamu, cy63aneHfMManbHbIMU FTUTAHTOKNETOUYHbIMU
actpouymntomamu [1].

Ty6Gepbl NpefcTaBAsAOT cO60 aHOManuu pasBuTuUA
KOpbl U BCTpeyatoTcs 6onee yemy 88 % aeteil c Ty6epos-
HblM cknepo3om. CTpoeHune Ty6epoB xapakTepusyeTcs
noTepeil KNacCUYeCKOWN LWeCTUCNOWHON LMToapXmnTek-
Typbl KOpbl Mo3ra [2]. Ty6epbl XOpOL O BU3yanusnpyoTes
npn MPT; TMUNMYHasa KapTUHa COOTBETCTBYEeT obpa3oBa-
HUIO, TUMOUHTEHCMBHOMY B T1-(hase U TMNEPUHTEHCUB-
HOMYy B T2-thase. CunTaeTcs, 4To Tyb6epbl MOryT 6biThb
NPUYNHON 3NUNENTUYECKNUX pPaccTPOCTB Y 75 % 60/b-
HbIX TY6EepO3HbIM CKepo3om [2-4].

Cyb6aneHjManbHble TMTAHTOKIETOYHbIE aCTPOLUTO-
Mbl (COTFA) — rnnoHeipoHanbHble ONYX0auM, COCTaBA-
towmne 1,4 %Bcex onyxosieil roN0BHOr0 Mo3ray aeteit [5].
Mpwn Ty6epo3Hom cknepo3e yactoTa CIrA konebnetca B
npegenax 5-20 %, npu 3ToM UMeHHO COTCACNYXUT Heno-
CPeACTBEHHOW NpuUnMHOW cMepTy 50 %nauuneHTos [4, 5).
KnnHnyeckne nposBNeHnsa 0Nyxonesoro pocTa BblABAA-
l0oTCH Hambonee yacto nocne 10 net, a cpefHMii BO3pacT
nayneHToB cocTaBnset okono 13 net [6,7].

Y peTeii ¢ yCTaHOB/IEHHbIM AMarHO30M Ty6epo3HOro
cKNiepo3a BaXHO gudgepeHymnposatb CIFA n cybaneH-
fuMmanbHble y3enku. B nutepatype npogonxaercs Aauc-
KYCCWUA OTHOCUTENbHO CBA3W Cy63neHAMMaNbHbIX y3en-
KoB 1 C3lA. Paj aBTOPOB MoJjiaraloT, YTO acTPOLUTOMbI
pa3BMBalOTCA U3 Y3eNKOB, fipyrve BbICKa3blBalOT COMHeE-
HUA, NPUBOAS B Ka4eCTBE arpyMEHTOB TO, YTO CybaneHan-

Onyxoin 60KOBbIX XeNyA0UKOB

ManbHble Y3e1KU MOTYT N10Kann3oBaTbCa B Nl060M MecTe
B CTEHKE XXeNyfJ04YKOB, YacTO NMPOTeKatT 6eCCMMNTOMHO
N COMPSAXEHbI C MEHbLIMNM PUCKOM, Torga kak CIlrA no-
Kann3yTca nNpakTUYECKU UCKNUYNTENbHO BONN3N OT-
BepcTnA MOHPO U UMEIOT TEHEHLUIO K POCTY, 4TO MO-
XeT COMpOBOX/aTbCA HapYLEHUEM JIMKBOPOANHAMUKHN
n noasneHvem rugpouedanun [5]. Cy6aneHgnumanbHble
y3enKn — Heb6oNbliMe ramapTOMbl, KOTOpble pa3BuBa-
l0TCA B CTeHKaX 60KOBbIX XeNyfo4yKoB, pacrnosaralTcs
B6/1M3N 0TBEPCTNA MOHPO, CNOCOBHbLI K POCTY M TpaHC-
dhopmayun B CIrA. N'mnotesy o Tom, 4tTo COlA pa3BuBa-
I0TCA U3 cy6aneHAMManbHbIX Y3en1K0B, NOATBEPXAAIOT
fJaHHble CEePUIHbIX BU3Yyanu3npyrwLmMx uccnesoBaHui
M CXO0XEeCTb MOP(ONOrnn 060mnx N3MeHeHWA, 0fHaKO Ha
cerofjHa cBA3b cybaneHgnmanbHbIX y3enkos u CIrA go
KOHLa He BbliACHeHa. IHTepeceH TOT (hakT, 4To cybaneH-
OUManbHble y3enku BbigBnatoTcay 88-95 % nauneHToB €
Ty6€epo3HbIM CKepo3oM, Torga kak CalFA —B cpefHeM y
10 % (8,9). Cnyuan, onucbiBatowue CIrA c nokanusauym-
el BCcTeHKe 60KOBOIO Xeny[ouKa Uiy B BUCOYHOM pore,
CKOpee COCTaBNAKT UCK/IIOYEHNA, TaKXKe peaKn caydan
HeoHaTanbHOTro BbiABAeHMA C3rA [5 10-12]. CIrA wuc-
KMIOYNTENbHO PeAKO BCTPeyalTCA y B3POC/bIX, KpOoMe
cny4aeB, Korfa onyxosb WMenachb B [leTCKOM WUAW Noj-
pPOCTKOBOM nepuoge; HoBble COIA He AMArHOCTUPYIOTCA
B Bo3pacTe cTapwe 21 roga [13-15]. AnarHo3 CIOrA npu
NOSBMEHUN NMPU3HAKOB BHYTPUUYEPENHOW TMNepTeH3nn
He npeacTaBnseT TPYAHOCTeW W BepuduuupyeTca Ha
OCHOBaHMUKN aaHHbIX KT n MPT. KnuHuyeckne cMMnTo-
Mbl COFA He cneunmnYHbl U MOTYT BKAKOYATb MPU3HAKK
MOBbIWEHNA BHYTPUYEPEMHOro [aBNeHUA, yXy[WweHus
TEYEHUH 3NUIENCUN U N3MEHEHNA NOBefeHNdA. B pefkux
cnyvasx KnuHuyeckas maHudectauna C3rA cBAsaHa C
pasBuTMEM OCTpPOW ruapouedann AU BHYTPUXKENY-
[LOYMKOBOro KpoBoTeyeHuna [16,17].

Pagunorpaguyeckme npusHaku CIIA cnepywouime:
o6bemMHOe ob6pa3oBaHue > 5 MM B guameTpe, pacnono-
XeHHOe B HenocpejcTBeHHOW 61130CTU OT OTBEPCTUA
MOHpPO, C YaCTUYHON KanblUndukaymen, MNHTEHCUBHOCTb
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n306paxeHnsa ycunneaeTcs Npu KOHTPacTUPOBaHWH, fj0-
MONMHUTENIbHbIM 10Ka3aTeNbCTBOM CIOIA MOXET CNYXUTb
NOATBEPXAEHHbIA Ha CEpUW CHWMKOB POCT OMYyXOnM
[4, 5]. BTabn. 9.1 npeacTaBneHbl AuddepeHynanbHo-gna-
rHocTuyeckune kputepum CICA u cybaneHAUMaNbHbIX
y310B. HO B psije cny4aeB ObiBaeT CAO0XHO OTANYUTL He-
60nbwunx pasmepoB CArAso6nactn oTeepcTna MoHpo 1
TUNWYHBIN Cy63INeHANMaNbHbIV y3en, NPOrHO3MPOBaTh
TeMnbl pocTa 06pa3oBaHNs, ONpPeAennTb CTpaTernio Be-
feHna nayMeHTan NnoKasaHMa KXMpyprmyeckomy Bmella-
TenbCTBY. AnddepeHmanbHblii guarHo3 CArAcapyrumm
onyxonsMm Heob6Xo4UM B Tex cayyasax, Korga oTCyTCTBY-
10T Knaccuyeckne npu3Hakm Ty6epo3HOro ckneposa: HeT
TUNWUYHBIX NneTpudunkatos Ha KT nnam Ty6epoB Ha MPT.
Yauwe Bcero npuxoautca guddepenunposatb C3IrA c
HelipounTOMamMu, M3N6NEHHON nokanusaumed KoTo- tr
pbIX TaKXe ABNseTca 60KOBOM XenyAoueK v npo3payHas ﬁ
neperopofka. OgHako B oTnnyme ot CIlA HelipoynTo- 9
Mbl 60/bWINX PasMepoB, UCXOAHbIM MeCTOM WX pocTa E
CNYXWUT npospayHas neperopofka, TeyeHue 60Ne3HU 5
6onee 6bICTpPOE, BblpaXeHHasa ruapouetanns conposo- -
X[faeTcsd NepUBEHTPUKYNAPHBLIM OTEKOM. DMeHAUMOMbI Q&
06bIYHO NCXOAAT U3 3NEHANMblI GOKOBbIX XeNy[04KOB U 32 X
pacnonaratoTca B 60KOBbIX XeNyAouKax U npuaexatyem
MO3roBOM BELLECTBE, COAEPXKAT MHOXECTBEHHbIE KUCThI,
COMPOBOX /a0 TCH BblPaXEHHbIM NEPUTYMOpPanbHbIM OT- t
eKoM. Xopuoungnanunnomel, Kak NpaBuno, pacnonararT- *
€S B NONOCTN BOKOBOTO XenyAoyka, 0OTHET/INBO CBA3AHbI ¥
C COCYAMUCTbIM CM/IETEHNEM, PABHOMEPHO HaKanaueawT )
KOHTpacTHOe BelecTBO, 06bIYHO He UMEIOT KUCTO3HbIX (a
NMONOCTEeN 1 BCerfga CONpPOBOXAATCA Pa3BUTUEM TUAPO-
ueganuu. *
PaHHAS, A0 NOABNEHWUA KAWHUYECKUX CUMNTOMOB, £
gnarHoctuka COMA BaxHa, MOCKONbKY NO3BO/IAET Bbl-
MOMHUTbL MOMHOE YyfafeHWe OMmyxonum [0 MNOABMEHUA
NMPW3HAKOB MOBbIWEHNA BHYTPUYEPENHOTO AaBleHNsa 1
CHU3UTb MHTpPaAoOMepaLMoOHHYIO NeTanbHOCTb N YacToTy
nocneonepaumoHHbIX OCMOXHEeHUn. HeobxognmocTb
yfaneHua onyxonu npu ee CUMNTOMHOM KJIMHUYECKOM
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Ty6epo3Hbiil cKiepos

TEYEeHWMN He BbI3bIBaeT COMHeHUIi. B nocnegHue rogbl
C Y4eTOM HOBbIX flaHHbIX O naToreHese 3abonesaHua u
BO3MOXHOCTAX €ro fNeKapCTBEHHOW Tepanuun akKTUBHO
06CyX/aeTca poib HeMpoXupypra B MynbTUANCLUUNNN-
HapHOM neyeHun CICAy fieTell U MOKa3aHMA K XMPYp-
rmyecKkoMmy fieyeHuto 6eccumnTtomHblx C3rA [5]. Beugy
Mef/IEHHOr0 pocTa ONyXONu faxe 4vacTU4YHOe ypaane-
HWe rapaHTMpyeT NPOLOMKUTENbHBI 6Ge3peLnnBHbIiA
nepuog [18-20]. 15-neTHAS BbIXXWBaeMOCTb Y ONepupo-
BaHHbIX 60MbHbIX cocTaBnseT 80 % [6]. He BbiABNEHHas
CBOEBPEMEHHO BHYTpUYepenHaa TUMNEPTEH3UA, 06y-
cnosneHHas CIOrA, cnyXunT Hanbonee yacToli MPUYNHOWA
cMepTn 50 %60NbHBIX TYBEPO3HBIM CKNEPO30OM CTaplie

10 net. Pegkasa npuymMHa CMepTh — KPOBOU3NUAHUE B

onyxonb [6,16].

AprymeHtamu, no3sonAawWMUMK caenatb BblGOp B
nonb3y 60fiee paHHEro XMPYpPruyeckoro yfaneHmsa ony-
xonu, cnyxart [4, 5]:

B pOCT ONYXONW U MOABAEHWE KNMHWYECKUX CUMNTO-
MOB Moc/fie npejllecTBytow,ero 6ecCCMMNTOMHOrO Te-
yeHna CIrA BBMAY nokanusauumnm B61M3N 0TBEPCTUR
MOHpO, CONpPOBOXAAKLWNIACA pasBUTUEM OOBCTPYK-
LUnu, HapYLWEHNAMN NNKBOPOLUHAMUKN, BHYTPUXKeE-
NYA0YKOBbIM KPOBOTEUYEHUEM;

m pocT CArAMOXeTyxyfWwaTb TeYeHne annnencun, 4To,
CKOpee BCero, acCouMMpoBaHo C pasBUTUEM rujpoue-
hanuu n/mnn NPAMbIM MeXaHWYeCKUM pasfpaKeHu-
eM MeXOKeny[04KoBON Neperoposkm;

m COlA 6o0nbworo pasmepa MoryT gepopmupoBaTth 0T~
BepcTve MOHpPO, 4TO 3aTPYyAHAET yAaneHne onyxonu
M remocTas BO BpeMs onepawuy BHeNnocpesCTBEHHOMN
61130CTN JpYrux CTPYKTYp (CBOJ, KayAanbHble aapa,
NeHAMMa, BEHbl 3MEHAWMbI, MEX)XXEeNyaouKoBasa ne-
peropofgka);

m B 6ONbWMWHCTBE C/lyyaes OCNOXHEHUA B mocneonepa-
LMOHHOM nepuofe pa3BMBAlOTCA MPU BbIMOJHEHUN
onepayumn geTaM ¢ CUMNTOMHbIM TeyeHuem CIrA un
NpU3HaKamMun MOBbIWEHUA BHYTPUYEPENHOTO faBfie-
HUA UK rnapoue’danmneli 4o onepayuu.

Onyxonn 60KOBbIX XenyA04KOB

B nocneonepaynoHHOM nepuoge MoryT HabnwopAaTb-
Cs cnefylolime OCNOXHEHWUA: Npexoalunii remunapes
(10-12 %), cTOKMIA MOTOPHbLIA feduunT (6-12,5 %), Bbl-
paxeHHbIn aepuunt namatu (5 %), KpoBoTeUeHUEe UK
Komnpeccua cybfypanbHOro Konnektopa, Tpebytwwue
NOBTOPHOTO XMPYpPrMyeckoro sMewatenscTea (13-20 %),
noteps 3peHunsa (20 %), ocTpas nocneonepaymoHHas rm-
apouedanunsa (10-20 %); kpome TOro, MOTYT TakXe pas-
BMBATbCA KOTHWTWUBHbIE HapylleHUs, KOTopble 3aTpyf-
HUTENbHO AnddepeHLUpoBaTb C accoLMMPOBaHHbIMU
CTy6epo3HbIM CKN1EePO30OM KOFTHUTUBHLIMW aHOMAaNUAMM
N W3MEHEHUAMMU KOTHUTUBHOW (YHKLUWW BCneacTeue
MHTpaonepayuoHHOro noepexpgeHusa ceoga [4, 5]. Mo
JaHHbIM pasHbIX aBTOPOB, MOBTOPHbIE onepayunm Tpebo-
Ba/MCb NpPU BHYTpuUuepebpanbHblX rematomax u cybay-
panbHOM ckonneHumn xuakoctn (13-20 %), coobuiaetcs
0 neTanbHbIX UCXOAAX B PaHHEM MOCNe0nepaLMoHHOM
nepuofe BCNeACTBME Pa3BUTKUA OCTPON rugpouedannm
(10 %), KpoBOTeueHUA UM MHDekunin (20 %) [4].

COBpPEMEHHbI anropuTm cTpaTterun BeAeHWUs nauu-
eHTOoB ¢ COrAnpefcTaBneH Ha puc. 9-1.

Puc. 9.1. ANTOpUTM CTpaTernn BefieHuns NayneHToB ¢ Cy6aneH-
AMMaNbHBIMW TUTAHTOKIETOUHbIMM acTpoLMTOMaMm [21]
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C 1989 no 2010r.B HAW Helipoxupyprum um. H.H. Byp-
feHko PAMH 6bino 06cnegoBaHo M mMpoonepupoBaHo
no nosogy COPA nnu conyTcTBytoLwWwel rugpouedannm
49 nauneHTOB C BEPU(BULMPOBAHHBIM AMarHo3om Ty6e-
pO3HOTO CKeposa.

CpegHuit Bo3pacT nayneHTtoB — 164 roga (ot 4 go
47 net). feTeit 6bin0 30, nayneHTOB cTaplwe 16 net — 19.

Y BCex MmauMeHTOB AuarHo3 Ty6epo3HOro ckfeposa
OCHOBbIBA/ICA Ha MEX/YHapOAHbIX KPUTEPUAX 1 6bin B
paHre «HECOMHEHHOTO ANarHosa».

MoBogom Ans ob6palyeHns B UHCTUTYT ObIN0 pasBuTue
rMNepTeH3NOHHOro CMHAPOMA, 06YCNOBNEHHOTO 06beM-
HbiM 06pa3oBaHnem 6OKOBOTO XenyoukKa.

CpefHAS [aBHOCTb 60/1€3HN OT MOMEHTa BO3HUKHO-
BEHWUS MepBbIX NPOABNEHWIA Ty6epo3HOro ckneposa Ao
pasBMTUA TMNEPTEH3NOHHON CUMNTOMATUKKN cocTaBuna
B CpefHeM 7 neT. [1laBHOCTb FMNEPTEH3NOHHON CUMNTO-
MaTUKKW Bapbuposana oT 3 Mec. fo 11 fer.

[lemeHUMeR nanunenTUYECKUMM NapoKCU3MaMm pas-
NWYHON CTPYKTYpbI cTpaganu 19 60nbHbIX. Y 6 60/bHbIX
cMMNTOMATUYeCKas anunencms He CONPoOBOXanach Ha-
pyweHnem WHTennekta. MaHugectauma CyAopPOXHbIX
npucTynoBs npomcxonuna paHo —B Bo3pacTe oT 1,5 mec.
f0 12 net, anunencus xapaktepusoBanacb Pe3NUCTEHTHO-
CTblO K NleKapCTBeHHOW Tepanuu. KoXHble NposBNeHUs
BbIfiB/IEHbl B 27 cnyyvasx.

Y 15 60NbHbIX HEe BbIN0 HWU KOXHbIX MPOSBNAEHUNA, HY
ANUNENTUYECKNX NPUCTYNOB, HN HapyLIeHNIi NHTeNNeK-
Ta. [lnarHo3 Ty6epo3HOro ckneposa B 3TON noarpynne
naumeHTOoB 6bl1 yCTaHOBEH YXXe B IHCTUTYTe Ha OCHO-
BaHUW PEHTreHONOTNYEeCKOW KapTUHbl U NMAEHTUDUKa-
Unu onyxonn 60KOBOrO Xenyfouka.

Ha KT COrA npeactaBnsna co6oii o4yar npakTu4yeckm
HEW3MeHEeHHOW NNOTHOCTW C BKMIOYEHWAMMN KanblMHa-
TOB, MHOFAAa U C MENIKUMU O4aramm NOHWXEHHOW NnoT-
HOCTW 3a CYeT COAEepP>XaHWA KUCTO3HbIX KOMMOHEHTOB.
B 4 HabnwgeHuax KuWcTbl 6biAM 601bWIMX pasMepoB
pacnofaraaincb Mo Kpaw onyxonn. KoHTpacTHOe Belle-
CTBO HakannmMBaeTCcsA BCOMMAHON 4acTh ONYXONMN U CTEH-

Onyxonn 60KOBbIX XeyA04HKOB

Puc. 9.2. KomnbtoTepHas ToMorpadus ¢ KOHTPaCTHbIM YCUNEHU -
em:

a — cy6aneHAMManbHas TMraHTOKNeTOYHas acTpouyuToma B
o6nactn oTBepcTUs MOHPO CcneBa, BU3yann3npyeTcs ouyar He-
60/1bWNX pa3MepoB B 06/1aCcTN 0TBEPCTNA MOHPO, paBHOMEPHO
HaKannMBaloLWWNA KOHTPACT, YMEPEHO BbipaXeHHasa ruapoue-
thanms; 6 —ruraHTcKas onyxonb 60KOBOTO XenyAouka ¢ Kpyn-
HbIMU NeTputhMKaTaMu, MHOXECTBEHHbIe cy63neHAnManbHble
neTpugukathbl

Ke KUCTbl. Bo BCex cnyyaax BbISBAAANCE NeTpUPuKaThbl B
CTeHKax 60KOBbIX XeNy[04YKOB C M3N06NEHHON nokanu-
3auuei Bobnactu oteepctuit MoHpo (puc. 9-2,9-3, 8, ).

Mpn MPT B T2- n T1-pexxumax onyxonb 6bina N30UH-
TEeHCUBHa TKaHW MO3ra C MENIKUMU KUCTO3HbLIMW NOMO-
CTAMU B CTPOMeE, KPYMHbIA KNCTO3HbIA KOMMNOHEHT, Kak
n npu KT, BbifB/ieH B 4 cny4yasax. KOHTpacTHOe BELeCcTBO
paBHOMEPHO HakanaIMBanoCh B NOTHON YacTu ONyXonu,
oyepumBan ee Kpaw, npunexawinii K MO3roBbiM CTPYKTY-
pam.

MeTpuukaTel B ONYyX0NuM U cyb6aneHAMManbHble
y3e/iKu onpefensanuco, ¢ TpyA0M, B OCHOBHOM B TeX Cly-
yasax, Korfa netpudukatsl Bbibyxannm B MPOCBET Xeny-
foYKa NNy 6bINN [OCTATOUHO KPYMHbBIMUA.

MPT, no cpaBHeHuto ¢ KT, 60nee mMHpopmaTBHA B
nnaHe Bu3yanusaumuy tonorpapum onyxonu.

C3lrA'y Bcex 60/bHbIX pacnonaranacb B 061acTu oT-
BepcTus MOHPO, C OAHON UM [BYX CTOPOH. [locTuras
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Puc. 9.3. CybaneHanManbHasa ruraHToKNeTo4Has acTpounToma
B 0o6nactv oTBepcTua MOHpPO 1 NepeAHero pora npasoro 60Ko-
BOr0 XenyzAouka:

a, 6 —MarHuMTHo-pe3oHaHcHas Tomorpadgus (TI, T2) go BBege-
HWA KOHTPaCTHOrO BelyecTBa; B, [ — KOMMbloTepHas ToMorpa-
(huns 40 BBEAEHMA KOHTpacTa: U30[eHCHas ONyX0/b, BblpaXeH-
Has aCUMMeTpuyYHas rugpouedanns

60NbLWMNX pasmMepoB, OHW 3aHMManM NPakTUYECKU Becb
nepefHUn por 60KOBOrO XenyAao4ka, 3axBaTbiBann 06-
nacTb MPO3pavyHOi Meperopofky U MO30NMCTOrO Tena,
NPOHWKaNU BTPETU A M NPOTMBOMNONOXHbIi GOKOBOM Xe-

Onyxonn 60KOBbIX >XeNnyf04KOB

nyaoukn. OnNyxonb UHPUAbLTPUpPOBana CTeHKY 60KOBOro
Xenyaoyka B MecTe WCXOAHOr0 pocTa — Yy OTBEPCTUSA
MoHpo.

OnpejenieHne BbIPQXXEHHOCTU MEPUTYMOPaNbHOTO
O0TeKa W CTeneHn UHGUNbTPaLMM MO3rOBOro BellecTBa
npefcTaBnfeT CAOXKHYIO 3afauy fjaxe C UCNONb30BaHUEM
COBPEMEHHbIX HeNpoBM3yanun3alLMOHHbIX METOAO0B WUC-
cnepfoBaHusA. CunMTaeTcs, 4TO OTEK MO3FOBOr0 BelyecTBa
nmeeT MecTo, Korga COrFA nHuUAbTPUPYeET CTEHKY BOKO-
BOTO Xenyaouka.

Y Tpetun 60nbHbIX (36 %) 0nyXonu 6bIAn TMraHTCKUX
pa3mepoB (gnameTp 6onee 5cm),y 53 % anameTp onyxo-
nn coctasnan 3-5 cm; n Tobkoy 11 % 60MbHbBIX ONYX0Nb
6blna HebONMbLW X pa3mMepoB (AnameTp MeHblue 3 cm). Bbl-
ABNEHA YeTKas 3aBUCUMOCTb MeX Ay pasMmepamMu onyxonu
1N faBHOCTb 60ne3Hu (cM. Tabn. 9-1).

Imapouetanus, obycnoBneHHas o6cTpykuyuein 1 unm
2 oTBepcTuii MoHpo, 6bina BbifBAEHA B 37 cay4yasx, U3
HUX B 28 HabnwpeHuax rugpouedanusa bolna acuMmme-
TPUYHON, a B 9 — CUMMETPUYHOK. HecmoTpa Ha BbI-
paXkeHHOe paclimpeHne 6GOKOBbIX XeNyAOYKOB, Mepu-
BEHTPUKYNAPHBbIA 0TeK 6bin BbigBNEH B 20 cayyasx, 4To
CBMAETENbCTBOBANO O O6bLICTPOM MNPOrpeccupoBaHunm
npouecca. TonbKo y 2 601bHbIX pasMepbl XXenya04KOBOWA
cucTeMbl 6bIMM MpaKTUYeCcKU B Npefenax HOPMbl, XOTS
BbISIBNSNACH MX HE3HAYUTeNbHas acumMeTpusa. KnnHuue-
CKWe NpoAB/EHNA TMNEPTEH3MOHHOIO CUHAPOMA B 3TUX
2 cny4yasx 6binm 06ycnoBneHbl NPeXoasLL el OKKo3nen
oTBepcTUa MOHpo.

Y 48 nayneHTOB ObINO NPOBEAEHO MPAMOE XUPYpPru-
yeckoe yjaneHue ONyX0nuM BHYTPUXENY[OUYKOBOMN No-
Kanusayuun. B 6 cnyvasx 3ToMy npejliecTBoBanu NuK-
BOPOLWYHTMpYOWMNEe Onepayumn, BbIMOMHEHHbIE ele A0
noctynneHus B MHctuTyT. HeobxogmmocTb onepaynm
Ha TMKBOPHOW CUCTEMe LUKTOBanach TAXeNblM COCTOA-
HMWeM 60MbHbBIX B CBA3W C BbIP@XEHHOCTbIO TMNEPTEH3N-
OHHOW CUMNTOMAaTUKNA.

BoaHOM HabnogeHNn XNpyprmyeckoe nevyeHne orpa-
HWYUNOCb TONBKO WYHTUpPYLOLWeli onepayneid (y pebeH-
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Ka 6blna YMCTBEHHAA OTCTAN0OCTb CTeNeHU fe6UbHOCTK
W ANUTENbHO CYLecTBYOLWAan 3NMNencus, pesuncTeHTHas
K NeKapCTBEHHON Tepanuu).

YpaneHve onyxonu ocyLecTBAANOChL Yepe3 NepesHuii
TpaHckannesHblii (72,9 %) (puc. 9-4), TpaHCKOpPTUKab-
HbIA (21,6 %) MANM KOMOUHMPOBaHHLIA gocTtyn (5,4 Ym

M HTpaonepayMoHHO MaKpOCKOMMYECKN 06bIYHO
onyxonb MMena BUA XOpPOLWO OTFPaHWYEHHOro y3na ce-
pO-p030BOTO LiBETa, PACMOMIOXEHHOTO B 061acTh OTBEP-
cTus MOHpPO, MECTOM WMCXOAHOro pocTa 6blna 06nacTb
cTpuo-TanaMmmyeckoli 6opo3gbl. KOHCUCTEHLMS ONyXO0-
nn BapunabenbHasa: 4acTo MArkas, N03BONAKLWAA yAaNuTh
o6pa3oBaHuMe C NCNOMb30BAHMEM BaKYyMHOr0 acnmparto-

Puc. 9.4. TpaHcKannesHslii foctyn:

a —CxeMa TpaHCKannesHoro foctyna, obecneyunsatoLLero 4o-
CTyn K 060MM GOKOBbIM >Xenyfoukam; WHTpaonepayuoHHble
thoTo (BMA Yepe3 onmepaLMOHHbIA MuUKpockon); 6 — ocyuiecT-
BJIEH MEXMOYLIaPHbIA NOAXO0/, BU3yanu3upoBaHo MO30INCTO.
Teno; B — BbINOMHEHA Kanne3oTomus, B rny6nHe paHbl — Bepx-
HWUii nonoc onyxonn (cy63aneHfMManbHOR FTMraHTOKIEeTOYHOW
acTpoLMTOMbI) B TPaBOM HOKOBOM >XenyAouke; I —C UCMO/b30-
BaHWEM MUKPOXMPYPTrNYeCKOi TEXHUKN NPOBOANTCA yaaneHne
onyxonn 60K0BOr0 Xenyfouka

Onyxonu 60KOBbIX Xenyf04KOB

pa, pexxe —nioTHaa u TpygHoyjanumas. Pesekuyuns ony-
X0/ OCYLecTBAANACHL MYTeM KYCKOBaHMA. MNepBbIM 3Ta-
NOM NpaKTUYecKW BCerpa yAananu LeHTpanbHY 4acTb
onyxonu, Npon3BoAs Tak HasbiBaeMblii debulking, nocne
yero yfananu natepanbHoO pacnofioXXeHHble 0CTaTKu.

HecmoTps Ha [Jo6poKavyecTBEHHbIA xapakTep
C3OrA, B 36 cnyvyasax npunerawllime mMo3rosble CTpyK-
Typbl 6bIIN UHOUNBLTPUPOBAHbLI ONYX0Nblo. B mecTax
MHMNbTPaLWUM 3NeHANMa XenyA0uKOB He onpegens-
nach.

B cTpyKTYypy 0nyxonu 6biin BKAOYEHbI COCYyAbl pas-
HOro kKanubpa, HepefKO KpPYMHble BEHO3Hble COCYfbl.
KpoBocHabXeHne onyxonu ocywwecTBAANOCL U3 Meaun-
anbHbIX CTPMapHbIX apTepuii 6acceiiHa nepegHel M03-
roBoii apTepumn 1 60KOBLIX CTPUApPHbIX apTepuii 6acceit-
Ha cpefjHell MO3roBoW apTepuun. TN COCYAbl CO3AaBanm
pUCK 3HAYNTENbHOr0 KPOBOTEYEHUA B NpoLecce ypane-
HWA ONYXONU, T. K. OHWU BXOAUAN B OMYXO0/b CHU3Y U He
MOran 6biTb KOArynnpoBaHbl 40 yaaneHns 60nbliein ya-
CTV onyxonu.

Mpu Koarynauum n KAWNUPOBAHUWU KPYMHbIX BEH
nposensanacb 0cobas 0CTOPOXHOCTb B CBA3N C BO3MOX-
HbIM HapylleHuem KpoBoobGpaleHUs B Mpuaexatmnx
CTPYKTypax Mo3ra, B HaCTHOCTU B NOAKOPKOBbIX y3nax.
Mpn BCeX BO3MOXHbIX BapuaHTax pacnpocTpaHeHus
0OnyXxO0/n 0fjHa M3 OCHOBHbIX 3aja4 COCTONANA B 0CBOOOX-
feHun oTeepcTUs MOHPO U COXpPaHEHUN BHYTPEHHUX
BEH MO3ra u BEHO3HOTrO yra.

MocneyfaneHna onyxonu, Kak npaBnno, 06pa3oBbiBa-
nacb 60N1bWNX pa3MepoB NonocTb. Mo3r pesko 3anagan,
npo3payHas neperopofka 4yacTto 6bifia paspyLweHHO.

Mwukpockonuyecku onyxonb (C3CA) cOCTOUT U3 Kpyn-
HbIX KNeTOK C 06MAbHON 303MHOPUALHOW LMTONNa3MOM
MU 3KCLEHTPUYECKN PaCnonoXeHHbIM AAPOM, BO3MOXHa
MHOroslepHOCTb. B cy6aneHnMmManbHbIX acTpouuTomMax
nmeeTca 60/blIOE KONMYECTBO TOHKOCTEHHbIX COCYAOB
6e3 nponudepaynn sHgotennsa. ONyxonesble KNETKK
CKNOHHbI pOpMMUPOBaTb MEPUBACKYNAPHbIE CKONNEHUS.
HecmoTpsa Ha Hannune NOAMMOPPHOAAEPHBIX U TUTAHT-
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Puc. 9.5. MukpocKkonu-
yeckas KapTuHa TrUCTO-
nornyeckoro npenapara,
OKpalleHHOro remMaToKcu-
NNHOM W 303UHOM

cknx knetok, CarAgobpokayecTBeHHble. Bo Bcex cnyya-
AX ObIIN BbIABMEHbl €JUHNYHbIE PUTYPLI MUTO30B, ApY-
rMX NPpU3HakoB 6MONOTNYECKON arpeccnun He BbISBNEHO
(puc. 95).

MonyyeHHass BO BCex o6pa3uLax, OKpaleHHbIX re-
MaTOKCU/IMHOM W 303MHOM, TUCTONOTNYECKas KapTuHa
onyxonei cyLu,ecCTBEHHO He pa3nnyanach.

MpoBefeHHOE UMMYHOTUCTOXUMUYECKOE UCCNEf0-
BaHWe Nnokasano, 4yTo uHaekc mevyeHuns Ki-67 sapbupo-
Ba/ He3HauyuTenbHO B npepenax 2-3 % 3nunpoTenH
p53 Bo BCex o6pasLax OTCYyTCTBOBAaN. ANUNPOTEUNH p27
n pl4 BbIfiBNEH B NOfaBAsAOLWEM GONbWMNHCTBE ONYXO0-
neil, 4yTO CBUAETENbCTBYET O feneuynun reHa uam anu-
reHeTU4yeckoMm MHrnbuposaHumn. MpusHaku anonTosa
BbIAAB/IEHbl B €AMHUYHBIX KIeTKaX, U ero MHAeKc cocra-
Bun <0,01 %

Bce wnccnefoBaHHble o06pasubl onyxoneil okasa-
NUCb U UMMYHO(MEHOTUMUYECKN TOMOTeHHbIMKU. [nA
NPOrHo3a TeEMNOB poCTa OMYXONW W ONpefeneHUs ee
arpeccUBHOCTN HEOOXOAMMO flanbHelWee NPOBefeHNe
MOIEKY/TAPHO-TEHETUYECKUX U TEHETUYECKUX uccne-
JOBaHWIA.

Onyxonb yganeHa nonHocTbio B 44,8 % cnyyvaes, cy6-
TOTaNbHOe ypaneHue npoussegeHo B 31,6 %, yacTuu-
Hoe — 23,6 % (puc. 9-6). PagnkanbHOCTb Onepaunmy B 3Ha-
YnTeNbHOW CTENeHN onpejensnacb pasMmepamy onyxonu.
ToTanbHOe yaaneHne o6pasosBaHuii pasamepom 6onee 5¢m
yhaBanoch KpaiiHe pegko (Tabn. 9-2).

Onyxo/in 60KOBbIX Xenyf04KoB

Puc. 9.6. 'nraHTckas cy6aneHAMManbHas FUraHTOKNEeTOYHas
acTpouMTOMa NpaBoro 60KOBOr0 M TPETbEro Xenyaouka:

a —MarHWTHO-pe3oHaHCcHasa TMorpadus (T1) 6e3 KOHTpacTHO-
ro ycuneHus o onepayuu; 6 —nocne pagukanbHoOro yaaneHus
onyxonm

Y 44 60NbHbIX TUNEPTEH3WOHHbIA CUHAPOM Mocne
onepaumnun 6bICTPO perpeccuposan.

MpoBeAeHMe WYHTUPYOLWMNX onepaynit nocne ygane-
HuA onyxonu noTpeboBanoch B 4 cnyyasax. B 1Habnwoge-
HUW BBUAY HEMONIHOTO YAaNeHWs ONyxoaun coxpaHanach
OKK/t031s oTBepcTUd MoHpo. B 3 cnyvaax nocne ygane-
HUA ONYXONW W TUKBULALUMN OKK/TO3UN NUKBOPHBIX My-
Tell pasBuiach ape3opb6TMBHas coobwatouaics rugpo-
uedanma.

Tabnuua 9.2
3aBUCUMOCTb AaBHOCTWU FI/ll'IepTeH3VIOHHOVI CAMNOTOMATUKN
M pagukanbHOCTK onepalmnii oT pa3MmepoB onyxonu

Pasmepbl onyxonu

<3cm 3-5¢cm >5¢m

Konuuectso HabnogeHnin  4(10,5%) 20 (52,6%) 14 (36,8 %)
[aBHOCTb 3a601€BaHNS,

rogbl 1 15 2,7
PagunkanbHOCTb
onepauuu, n
ToTanbHas 3 12
Cyb6ToTanbHas 6

YacTnuHas 0 2 7
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[MocneonepaunoHHble OCNOXKHEHUA:

B pa3BuTue 60NbLWON aNNAYPaNnbHO reMaTombl, MoTpe-
6oBaBlLUEe peBU3NM ONepaLMoHHON paHbl U yganeHuns
rematombl (1 cnyyan);

m o6pa3oBaHue remMatoMbl B N0Xe yAaneHHON onyxonu
CO CKOMMEeHNEM KPOBM B MOIOCTH GOKOBOTO Xenypfoy-
Ka, N0 NOBOAY Yero 6biNM NMPefNPUHATH NOBTOPHbIE
XUpypruyeckune smewatenscrea (2 HabnoaeHuns);

® VH(PEeKLWOHHO-BOCNANNTENbHbIE OCNOXHEHUA
(2 60NbHbIX, OANH M3 KOTOPbIX CKOHYanNCs).

Cpean OCNOXHeHW’ cneayer OTMeTUTb pasBuTue
amaBpo3a Ha (hoHe aTpotnmn 3pnuTebHbIX HEPBOB (2 Ha-
61t04eHNA), UTO 6bIN0 06YCNOBMEHO NPOBELEHUEM One-
pauumn Ha oHe yxxe KpaliHe BbIpaXeHHbIX MPOABAEHUNI
BHYTPUYEpenHoW runepTeH3Mn, 4TO CONPOBOXAAN0CH
OTEKOM AMCKOB 3pUTENbHbIX HEPBOB C KPOBOU3NNAHUA-
MU.

Y 3 60/1bHbIX B paHHeM nocfieonepayMoHHOM nepu-
ofie MOABUAUCH MNPU3HAKW MOPaxXeHWa NupaMmuHblX
TpakToB, 06YCNOBMEHHbIE, BEPOATHO, WLIEMUYECKUMMU
n3MeHeHnaMU. CnycTa mecdL, nocne onepawlmum aTm CUM-
NTOMbl perpeccupoBani.

YpaneHne COrAHUKaK He CKasblBanoCb Ha CTPYKType
N BbIPQXXEHHOCTU NapoKCU3ManbHOW CUMMTOMATUKN W
WHTENNEKTYanbHbIX PYHKLMNAX.

OTpaneHHble pe3ynbTaTbl NEYEHUA MPOCNAEXKEHbl B
31 cnyvae. [nnTenbHOCTb KAaTaMHECTUYECKOTO Habntofe-
HuUs cocTaBuna ot 6 mec. fo 10neT, BCcpegHem 2,5 roja.

MpoAO/MKEHHBI POCT ONYXO0NU BbIABNEH Y 4 60Nb-
HbIX B CPOKW OT 2 g0 6 f1eT nocne onepauuun, 4To Kau-
HWYEeCKN MPOABUNOCL TMNEPTEH3NOHHOR cMMNTOMaTH-
KOW. Y BCeX M3 HUX MepBOHa4YanbHO NPOU3BEAEHO NN b
napuyuanbHoe yfaneHue onyxonu. Bece 4 60nbHbIX 661K
NMOBTOPHO ONepupoBaHbl MO NOBOAY MPOAOSKEHHOIO
pocTa OnNyxonu, MOBTOPHOe YyAaneHue onyxonu 6bino
cy6TOTaNbHbIM.

Takum 06pa3om, MOXHO caenaTb CneAytoLL e BbIBOAbI:
B Y 60NbHbIX C Ty6epo3HbIM CKNepo30M CyLiecTByeT

PUCK PasBMUTUA BHYTPUMXENYA04YKOBbIX OMyXonei 06-

Onyxonn 60KOBbIX Xenyf04KoB

nactn otsepctua MoHpo (C3MA), 4TO KAMHUYECKM
NposABNAeTCA Pa3BUTNEM OKKMIO3MOHHOW cumMnToMa-
TUKMN.

m Bce 60nbHble TY6EPO3HbIM CKNEPO3OM HYXAAKTCA B
exerogHom nposegeHun KT unu MPT c uenbio paHHe-
ro BbifiBneHma CarA.

m MeToa0M BbiGOpa B IeHEeHUN ONYX0neil 6BOKOBbIX XKe-
NYyA0YKOB NP TY6EPO3HOM CKNEepO3e CAYXUT XUpyp-
rMyeckoe yganeHue onyxonu.

m PafunKanbHOCTb YfaNeHnsa ONyXOonu COMpsKeHa C ee
pasmepamun. Hanbonblas BepOATHOCTb TOTaNbHOIO
UAN cybTOTaNbHOrO yfjaneHns onyxonum npu pasme-
pax onyxonu mMeHee 5cwm.
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MOPAXXEHWME CEPALA

B.B. bepesnuykas, E.I. BepyeHko

rnaBa

Ty6epo3HbIi CKNepo3 — ayTOCOMHO-AOMWHATHTaa 60-
ne3Hb, ANA KOTOPOW XapaKTepHO BO3HWKHOBEHWE ra-
MapToOM B pasfinyHbIX opraHax. W3meHeHus ceppeu-
HO-COCYAMNCTOR cucTembl Npu Ty6epo3HOM CKnepose
npoaBnsAlTCA pa3BuTMeM pabgomuom cepgua. Pabgomu-
OMbl Cepfla OTHOCATCA K OCHOBHbIM ANarHOCTUYECKUM
KpuTepuam Ty6epo3HOro ckneposa. Hepegko cnyxart
nepBbIM KAMHWYECKUM MpU3HaAKoM 60ne3Hu, npeglue-
CTBYS MOABAEHMWIO APYTUX CUMNITOMOB [1, 2], T. K. OHU XO0-
powo AMArHOCTUPYTCA BHYTPUYTPOGHO Mpu niaHo-
Bom Y3/ nnopa (puc. 10.1) [3,4]. Pabgomnoma —Haunbonee
4acTo BCTpeyaemas B [eTCKOM BO3pacTe NepBuyYHas ony-
xonb ceppua (36-42 % onyxonei, BbISBNAEMbIX Ha ay-
Toncuu [5,6, 7], n 79 % — B KAMHUYeCKO npakTuke [8]).
YactoTa pabgommom coctaBnaeT okono 1%u3 Bcex name-
HeHWii cepaLa, LUarHOCTUPYEMbIX BO BpeMs nMpeHaTtasb-
Horo Y3W, n 75 % Bcex onyxonei cepaua, fuarHoctupye-
MbIX Ha MEPBOM rofy XusHu [9].

Mpwn BbiABNEHWN PabAOMMUOMbI Y HOBOPOXAEHHOTO B
51-81-96 %[5,10,11,12,13] cnyyaeB B fanbHelwem gua-
FHOCTUPYIOT Ty6epo3Hblii cknepo3. A Npn AnUarHocTuke
Tyb6epo3HOro ckaepo3a no Apyrum npnsHakam B48-67 %
[10, 14] cnyyaeB o6Hapy>XunBaroTCA pabAOMMOMbI CepaLa.
Hamnb6onee BbicOKas 4acToTa 06HapyxeHna pabgoMMOMbI
cepAua npu Ty6epo3HOM CKknepo3e HabnofaetTcay HOBO-
poxaeHHbIX (80 90 %),y B3pocnbix —20 %

Bbonee yemy 50 %paeTei c ycTaHOBAEHHbIM UArHO30M
Ty6epo3HOro cknepo3a Bpauun NOATBEPXAAlOT CeMeliHble
cnyyaun 3a60neBaHNA: 3TO 3HAYNUT, YTO OANH AN 06a po-
ANTENA UMET 04EeHb MATKYHO (popMy Ty6ep0o3HOro ckne-
po3a. B HEKOTOPbLIX CAyyYasax fnWarHo3 y poauTtenei cra-
BMUTCA Mocne BbifBNeHWA pabgoMmuom y nnoga (pebeHka).
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Puc. 10.1. 9xoKI™ nnofa, YeTbipexkamepHas Mo3uunusa Ha 27-i
Hegene rectauun. MHOXECTBEHHblE TOMOreHHble pabAoMUOMBI
BM3yaIM3NpyroTCA, BKIOYas 06beMHOe 06pa3oBaHue B NpaBoM
npegcepaunn (7), pabaomMnomy B MeXKeNyA04KOBO Neperopog-
ke (2) n B BepxyLlKe npasoro xenygouka (3). (Mnnoctpayus
B3ATa u3 ctatbn Var-Cohen Y., Silka MJ., Sklansky MS. Neonatal
tuberous sclerosis and multiple cardiac arrhythmias. Circulation.
2007;115:395-e397)

LA —neBoe npegcepave; LV —neBblii Xenygoyek; RA—npasoe
npegcepave; RV —npasblii Xenyaoyek.

Tun HacnefgoBaHWS — ayTOCOMHO-AOMWHAHTHbIN. [nA
ocTanbHbIX 50 % NaunMeHTOB NPUUYNHOW BONE3HN CAYXUT
HoBas MyTauusa.

leHeTnyecknii aHanu3 BbIABNSAET fABa reHa, OTBeT-
CTBEHHbIX 3a CUMMMTOMOKOMMNEKC Ty6epo3HOro ckie-
po3a: reH TSC1 Ha xpomocome 9q34 kKoaupyeT NPOTEUH
ramapTuH, reH TSC2 Ha xpomocome 16pl3 — TybepuH.
3Tn 6enkn ABNAKOTCA reHamu-cynpeccopamu, perynu-
pyloLwmnmmn poct n guddepeHLMpOBKY pasBuBatoLLnxcs
Kapanomuouuntos. OTMeyeHo, 4TO pabaoOMMUOMBI Yalle
BCTpeyalTCcA Npu myTaumm B reHe TSC2 (54 %), uem B
reHe TSC1 (20 %). Ana T5C2-myTauum xapakTepHbl 60-
Nnee cepbesHble KNWHWYECKME MPOABEHNSA, BO3MOXHOE
nporpeccupoBaHue 6onesHn [14]. Cnopaguyeckoe BO3-
HUKHOBEHWEe pabfoMWOM B CepALle MOXeT 06BbACHATLCA
n3MeHeHnem ¢GyHKUUKU reHa TSC2, He NMPUBOAAWUM K
pa3BMTMIO BCEro KOMMaekca Ty6epo3Horo ckneposa [15].

MopaxeHue cepaua

KnnHMKo-Moponormyeckne oco6eHHOCTH
pa6aoMMUOM B 1eTCKOM BO3pacTe

PabAoMNOMbI OTHOCATCA K TaK Ha3blBaeMbIM ramap-
TomaMm (rpey. Hamartia — owwn6Ka, U3bAH; TEPMUH B
1904 r. npegnoxun Anbbpext (E. Albrecht)) — onyxo-
NeBUAHBLIM Y3710BbIM 06pa30oBaHWAM, NPefCTaBAAO W UM
cob6O0i TKaHeBYI aHOManui pasBUTUSA, BOSHUKAKOL YO
B CBA3W C HempasBW/bHbIM (GOpMUpPOBaHUEM 3ambpuo-
HaNbHbIX TKaHEBbIX KOMMNEKCOB. BHelwHe pabgoMnombl
MOTYT 6bITb OKPYFNOW AN HeMpaBUAbHOW (HOPMbI, NO-
X0Xel Ha «UBETHYH KanycTy», BU3ya/lbHO BCerga 4eTko
OTAeneHbl OT OKPYXaloLlWnx TKaHen. XapaktepusyrTcs,
KaKk npaBMNo, CMeWaHHbIM WHTpPasKcTpaMypanbHbIM
(rny60Ko NpoHUKasa B MWOKapA >XXenyAo4koB) UM 3Kc-
TpamypanbHblM pocToM. [0 pa3mepam pabfoMUOMbI Ba-
PbUPYIOT OT HECKONbKUX MUNTMMETPOB 10 HECKONbKNX
caHTUMeTpoB. Hanbonblwune pasmepsbl, Kak abCcoNOTHbIE,
Tak M OTHOCWUTENbHble, CBOWNCTBEHHbLI pabgomMuomam B
HeoHaTanbHOM nepuoge. ONyxonb He MMeeT Kancynbl,
4TO B cny4Yyae Heo6XOAMMOCTM 3aTPyfHAET UX pesek-
unto. 3TN Heonna3Mbl HUKOTAA HE MaNUTHU3UPYIOTCA U
He MeTacTasmpytoT.

Mo konuyecTBy pabfomMumomaTo3Hble 06pa3oBaHuS
MOryT 6bITb B BUAE eANHUYHOTO y3na (PefKO) MAN MHO-
XecTBeHHbIMUK (45-92 %) [14, 16]. Jlokanm3oBaTbCsH MO-
ryT BO BCex oTAenax cepgua [17, 18], Bkatoyas knanaH-
HblA annapaT [19]. Kak npaBuno, oHKW pacnonaraklTcsa B
Xenyaoukax, vyauie B n1eBoM xenygouke (68-100 %), uem
B npaBoMm (66-81 %), Mex>kKeNnyLo4KOBO neperopopke
(38 %), MmoryT o6HapyXuBaTbCsi B NanuANAPHbIX MblLU-
uax. B oyeHb pegkux cnyyanax pabgomMmombl MOTYT 10-
Kann3oBaTbCA B NPEACEPANAX, NCXOAA U3 MeXMpesCceps-
HO Neperopofkmn,y CoefHEHNA NPaBoro Npefcepauns c
NOMbIMU BEHAMW, & TaKXXe Ha anuKapAnanbHON NoBepX-
HocTu ceppua [20]. PabgomMuombl Yalie BHYTPUMONOCT-
Hble (50 %), pexke y3enkn HoBoo6pa3oBaHUin Anddy3Ho
pacnpocTpaHAlTCA No BCeMy Muokapay. ConuTtapHble
pabfoMMUOMbBI Yalle NOKaNN3y TCA B06NACTU BEPXYLUKM
cepaua. UpesBbluaiiHO pegKo BCTpeyaroTcs Auddy3sHble
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pabgomMunoMbl, Hapywarwue paboTy cepaLa MacCMBHOW
HecoKpalatlLenca TKaHbl0 U UMUTUPYIOL ME Kapauo-
muonatuio [18].

Fnctonornyeckn pabgommoma BbIFNSAUT OTYETANBO
OTrpaHW4YeHHbIM OT HOPMaAbHOTO MUOKapAa y3nom, 6e3
kancynbl (puc. 10.2,a). XapaKTepHO 06HapyXeHne Tak Ha-
3blBaeMblX NaykoobpasHbiX knetok (puc. 10.2, 6). Knetku
no opMe OKpYrible UAW MONUTOHaNbHble, YBEINYEH-
Hble, CO CBeTNOlM uuMTonnasmoii. Liutonnasma BbirnagnT
CBeTNOW M3-3a MOTEpU TAUKOreHa Mpu CTaHfapTHOMN
TeEXHUKe M3roToBneHuWs npenapaTta. «llaykoobpasHbie»
KNIeTKN acTpoLUThl BaKYONM3MPOBaHHbIE, HAMOMIHEHHbIE
rMMKOTEHOM, MyKOMofncaxapugamu, ¢ LeHTpPanbHO pac-
NOMNOXEHHbIM UAN IKCLEHTPUYHLIM AAPOM, 3€PHUCTON
LMTONnNasMoii, BCTpeyawwmumnca B LuTOonnasMe Muo-
punbpunnamMmm ¢ NONepevyHOW MCYEPYEHHOCTbI U TOH-
KUMU 303MHODUNBHBIMU BbITAXEHUSAMU LUTONNA3MbI,
Noywmumuy oT 4pa K KNeToOYHON membpaHe. 3TN KNeTKK
npeacTaBnalT co60i gereHepupoBaHHble pabgomuo-
LUnTbl. OHN MOTYT BbIIBNIATLCA HEGONBLWUMU CKONNEHU-
AMW B MUOKapAe WU TPYNnupoBaThCcsa ¢ 06pa3oBaHneEM
6onbWwmnX y3noB. «aykoobpasHbie» KNETKU OKPYXXEHbl
HOpManbHbIMKU Kapgnomuouutamu. Mpu 3NeKTPOHHOW
MWKPOCKOMMUYW LUTOMNa3Ma KNeTok pabgoMmnombl Hamon-
HeHa FMUKOTeHOM U MeKUMU MUTOXOHAPUAMU, € BeAHO

Puc. 10.2. FucTonornyeckme npenapatbl pabaoM1Momsl:

a — O0Mnyxo/b 3aHMMaeT /IeBbI YroN N306PaXKeHNs, KNeTKu pab-
[OMVOMbI XOPOLLO OT/IMYNMbI OT HOPMa/IbHOTO MUOKapAa; 6 —
TUNWYHbIE «NaykoobpasHble» kneTku. (MnnwocTpauun B3ATbI
n3 ctatby Flood TA, Veinot JP. Cardiac Rhabdomyoma, http://
emedicine.medscape.com/article/ 1612571-overview)

MopaxeHue cepaua

pasBuTbiMU T-Tybynamu u @parMeHTUPOBAHHbLIMU Cap-
Komepamu [20].

OCOBEeHHOCTU XUMWUYECKOTro cocTaBa TKaHW pabpo-
MWOMbl [al0T XapakTepHY ANArHOCTUYECKYH0 KapTUHY
npu nposefeHnn KT: TKaHb ONYX0/aU CXOHA N0 XapakTe-
pucTUKe ¢ MUoKapfomM npu ravkoreHose Il Tuna 3a cuer
HakoneHusa rnmkoreHa [21]. bonbwmne pabgoMNOMbI 13-
pefika npeTepneBalT XXMpoBOe nepepoxpaeHne. dubpos
n Kanbuuukayma pabfoMnom BCTpevalTCA pefko. 3a-
MEYEeHOo, YTo pabfoMuOMbl cepALa naoja, Kak npasuno,
ObICTPO YBENMYNBAKOTCH BO BPEMs BTOPOW MONOBUHbI
6epeMeHHOCTHN, [OCTUTras MakKCWManbHbIX BEAUYUH U
3amMefnas CBOV POCT K MOMEHTY POXJAEHWA, 1 OCTaHaB-
NMBaKTCA B pOCTe NOCNE POXAEHUA. 3aTeM OHM nocTe-
NeHHO yMeHbLIalTCA Bpasmepax (B 50 %) n co BpeMeHeM
faxe MoryTt ncyesatb (40 18 %) [14]. ManeHbKUe onyxonu
06bIYHO pacTyT NPONOPLUOHaNbHO POCTY nnoga, 60nb-
Wwue MOryT pacTu 6bicTpee ¥ NPUBOANTL K 0BCTPYKL UM
KPOBOTOKa, CepeyHOl HefoCTaTOYHOCTU W HEUMMYH-
HO BOAsAHKEe mnoga. Perpeccus onyxonnm 06bI4HO Npo-
NCXOANT B paHHeM Bo3pacTe: A0 4 net B 70 % cnyyaes, B
6onee cTaplem Bo3pacTe noABepraeTca o6paTHOMY pas-
BUTWIO Nnwb 17 % onyxonei [17, 22]. Perpecc onyxonei
MOXEeT HabnofaTbCcsa Kak B pa3Mepe, Tak U B UX KOnnue-
cTBe. Bo3moXxHOoe perpeccupoBaHue ONyXonu He 3a-
BMCUT OT HayalibHbIX PasMepoB, Yncna u nokKanusaumu.
PocT pabgomMunom KOHTpONUpyeTCcsA perynsiTopHbiMu 6en-
KamMu — ramapTUHOM W Ty6epuHoM. Mocne 32-ii Hepgenu
rectauymu B Knetkax pabAoMnomMsl 3anyckaeTcs npouecc
anonTtosa noj BO3AelCTBMEM PErynaTOPHOro NMpoTenHa
ybuUXuTuHa, NpesicTaBeHHOro B 60/1bWOM KONMYecTBe
BpabgomMmome. Y6UXUTUH CTUMYNIUpPYeET pacnag Mmunogu-
NaMeHTOB, a HayaBLIWACA anonNTo3 NPUMBOAUT K perpec-
cuum onyxonu [20].

OnucaHo nporpeccuposaHue pabgomMnombl ¢ yBenu-
YeHnemM pasMepoB MY BO3HUKHOBEHWEM HOBbIX OMYXO-
new (3,9%)ynuu xeHckorononaenybepTaTHOM nepuoje
[14], uTo NpPeANONOXUTENbHO 06bLACHAETCA TOPMOHaNb-
HOI MepecTpPOWKO/ B 3TOM BO3pacTe, aHANOMMYHOW Ha
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nuke pocta pabgomumom Bo Il TpumecTpe 6epeMeHHOCTH
Ha (poHe BO34eNCTBUA MATEPUHCKUX TpaHcnaaueHTap-
HbIX 3CTPOreHOB.

AvarHocTuka pa6aoMmom B negnaTpumn

BHyTpnyTpo6Hasa guarHocTuka pabgoMmom 3ak/to-
4yaeTca BPYTUHHOM npeHaTanbHoM Y3W, KOTOpoe No3Bo-
nAeT BbIABUTb ONyX0/b CepAuLa HaymHaa ¢ 20-21-i He-
nenu rectauun. PabgomMmmomsl npu ¥Y3M B HeoHaTasbHOM
nepuoje 1 B NepBble FOAbl XU3HU pebeHKa BU3yanusu-
pyloTCA KaK orpaHuyeHHble TOMOreHHble 06pa3oBaHmnAa B
NonoCTAX cepiua uau B MMOKapae, YyTb 60/ee BbICOKOIA
3XOreHHOCTM MO CpaBHeHWK C MWoKapaom. Brocnep-
CTBUMW NPU ANINTENBHOM AUHAMUNYECKOM YbTPa3ByKOBOM
HabnogeHnn B 6ONbIWMHCTBE CAyYaeB Ha (hOHe perpec-
cuu pabfoMMOM OHW NpeTepneBalT BUAUMbIE N3MEHE-
HWA Ny CcTapwux geTeid 06bIYHO BbITNALAT HE60NbW UMY
rmnepaxoreHHbIMn o6pasoBaHUAMM B TONLW e MUOKapaa,
npunerawwmMmn K HeMy, I MenKUMIN BKpanneHnamun B
TpabeKynbl Xenya04Kos.

Bo Bcex cnyvyasx BHYTPUYTPOOHOW [MArHOCTUKM
0NyX0nnW y HOBOPOXAEHHOTO AO/KEeH OblTb UCKIKOYEH
Tyb6epo3HbIi CKNepo3 faxe Npu OTCYTCTBUM CEMERHOTO
aHamMHe3a. Hebonblwne onyxonnm MoryT 6blTb HE BUAHbI
[0 22-ii Hepenu rectauumM, NO3TOMY ec/iM U3BECTHa Ce-
MeliHas ucTopus, peKoOMeH40BaHO CepuitHOe MOBTOPHOE
Y3W uepes 4 Hep. HauyuHasa ¢ 20-22-i Hegenu, ¢ 0cobbIM
aKLEeHTOM Ha cepfLe, HEPBHYI CUCTEMY M MOYKK. Heo6-
X0AMMO OMpeAennTb KOMMYECTBO OMyXOneW, nokanmsa-
Lu1to, pasmepbl, NOTEHLMaNbHY BO3MOXHOCTb Bbl3BaTb
06CTPYKLMIO KPOBOTOKA M HapylweHWe PYHKUUKN cepa-
Lua. He6naronpusaTHbLIM CYMTaETCA BbisiBNeHUe pabagomu-
om 6onee 2 cm B gnameTpe. Takxe HE06X0AMMO OLEHUTb
puUTM cepaua ANS UCKIIOYEHUA apuTMUK, TaxukKapauu
nnn 610Kagbl.

Tak Kak 60NbWMWHCTBO pabfgoOMWOM MHOXECTBEH-
Hble, MOATBEPXEHMe XapaKTepa Onyxonu u guarHosa
Ty6epo3HOro ckaeposa B 3TUX CAy4YasX HECOMHEHHO
M BO3MOXHO 6e3 rucronormyeckoro aHanusa [2, 12].

MopaxkeHune cepaua

TakxXe NOATBEPXAAlOT pabAoOMUOMY MHOXECTBEHHbIE
UNN OAVNHOYHBIE OMYXONU B COYETAHUU C MOPaXeHu-
em apyrux opraHos (LUHC, nouku, koxa). luarHos He-
COMHEHEH W B C/lyYae OfMHOYHOW OMyX0Nu B coyeTa-
HWMN C ceMeliHbIM aHaMHe30M Ty6epo3HOro ckfieposa
[16]. Y cTaHOBNEHME OCHOBHOTO AMarHo3a «Ty6epo3Hblii
CKNepo3» aBTOMAaTWYECKU onpepenset MpPorHos ony-
Xonu cepgua. flonosHUTeNbHaa fUarHoCcTMKa MPOBO-
AWTCA B CAyyvyae KAWHWYECKW 3HAYMMOW OAWHOYHON
ONyXO0an N OTCYTCTBUSA YBEPEHHOCTU B narHose Tybe-
pO3HOrO CKeposa.

KT n MPT, o6nagas BbICOKMM MPOCTPaHCTBEHHbLIM
N KOHTPACTHbIM paspeleHneM, MO3BONAKT YTOUYHUTH
nokKanusauuilo 1 KonmyecTso pabfoMUOM, KOTOPbIX He-
pefKoO oKasblBaeTcs 60nble, YyeM No faHHbIM Y3U [16,
18, 20, 21, 23, 24, 25]. 9T0 0COBEHHO BaXHO B cAy4aax
nnaHWpoOBaHUA XUPYPruyeckoro BmellaTenbcTBa. He-
pefKO Npu 3TOM [OMNONHUTENBHO BbIABNAKTCA 06paso-
BaHWs B 30HaX, NJ0X0 AOCTYNHbIX Ha Y3, —y cBoboa-
HOW CTEHKW MpaBOro Xenyfouyka, B 061aCT BEPXYLIKM
npaBoro Xenypgouka [21]. BaxHasa nHopmayma —onpe-
flefieHne CTeneHun npopacTaHWsa B MUOKapA, MNOCKO/bKY
3TN MEeTOAUKMN MO3BONAIOT ONPefennTb «feMapKaLnoH-
HYI0» NIMHUIO ONYXONW, oTAenswouy ee oT paboyero
muokapga [16]. Mpu KT 1 MPT MOXHO AOMNONHUTENbHO
NoNy4YnUTb TKaHEBYI XapaKTepUCTUKY OMyXonau, 4To
0COOEHHO BaXHO B AnddepeHUNanbHON gnarHocTuKe
c apyrumu sugamu onyxonein. Ha KT pabgomnoma ume-
eT 60nbWY NAOTHOCTb MO CPaBHEHUID C MWOKapAoM
[21]. Ha MPT pa6aomunoma Bu3yanusupyetcs Kak obpa-
30BaHWe C U3OMHTEHCUBHbIM MPT-curHanom Ha T1- u
HapacTaHWeM MHTEHCMBHOCTW CUrHana OT OMYXONWU Ha
T2-nocnepoBatenbHOCTU [16]. 3TN MeTOAbI TakXXe N0O3BO-
NAT BbIABNATL BOB/IEYEHMWE TO/IOBHOMO MO3ra, MoYekK, ne-
YyeHun. Hanbonee yacTo NpuxoanTCa AU hepeHLMpoBaTh
pabgommombl ¢ hnubpomoli, BTOPOI Mo 4acTOTe BCTpeya-
eMOCTU OMYX0/Kn y AeTeil, 4Na KOTOPOW XapakKTepHbl HU3-
Kas NJOTHOCTb MO CPABHEHMIO C MUOKapAOM W Hanuyune
KanbumnpukaTos [21].
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KnuHuyeckre NposiBNeHnst pabaomMmombl cepgua
B IeTCKOM BO3pacTe

Mpeo6napatouiee 6onbwnHCTBO AeTeld (50-80 %) c
Ty6epo3HbIM CKNepo3oM n pabgomuomamu ceppgua, Ao-
KYMEHTWPOBAHHbIMU MPU POXAEHUMN, HE UMEIOT KNUHU-
YeCKMUX MPOSABAEHWA CO CTOPOHBI cepaua [14, 17]. Knn-
HUWYeckne CUMNTOMbI pabaoMUOM y feTeli pasNnyHbl B
3aBMCUMOCTM OT BO3pacTa, OTHOCUTEbHbIX Pa3MEPOB
nokanmsayunm onyxonn. OCHOBHble CUMNTOMbI —CepAey-
Has HegocTaToyHoCTb (B 5,4 % cnyyaes), npefcepaHbie v
Xenypoukosble aputMmum (23 %) [14], 6nokaabl cepaua,
wymbl (14,9 %), XMAKOCTb B Nepukapae, Kapauomeranus;
onucaHbl CMepTeNbHble CAy4Yan Kak OT cepeqyHoln Hepao-
CTaTOYHOCTW, TaK W Ha (hOHe HapyLeHWn cepaevyHOro
putma [4]. Ecim cumnTomMaTtuka He HOCUT fpamaTuye-
CKWIi xapakTep ¥ NofAaeTca MeNKaMeHTO3HOW Koppek-
LUK, TO O0BbLIYHO MPOUCXOAUT YNYy4lIEHWE COCTOSHUS
UM NONHOEe BOCCTaAHOBNEHME YHKL MK cepaLa Ha hoHe
perpeccumn onyxoam v OTHOCUTENbHOTO pocTa cepaua.

Haunbonee Taxenble KNMHUYECKNE NPOABAEHNA BO3-
HWKaKT y nnoja Unu B nNepuoje HOBOPOXAEHHOCTW.
Y nnoja 06bIYHO 3TO TAXKenas cepfeyvyHas HefocTaTou-
HOCTb BMAOTb 40 BOAAHKK [10, 26]. B ocHOBe MexaHu3Ma
pasBMTUS TAXENOl CepfeyHO HeJOCTaTOYHOCTM B Npe-
obnagatoliem 601bLWNHCTBE CyYaeB NeXUT 06CTPYKLUA
nonocTeil cepALua onyxonbk 60nblwnx pasmepoB (6onee
2 CM B fMameTpe) C Pe3KMM YMeHblueHWemM obbema no-
pakeHHOI ceppeyHoil kKamepbl (3hekT macchl) [10, 14].
Takxe BO3MOXHO NofBNeHNe 06CTPYKLWUN KPOBOTOKA B
MPUTOYHBIX WU BbIBOAHbIX OTAeNax Xenyfouykos npu
yA3BUMOW nokanusayuu pabgomuomsl [10, 27], conpoBo-
Xpawoleeca xapaKkTepHOW ayCKynbTaTUBHON KapTUHOA.
3T0 NpUBOAMT K Manomy cepfevyHomy Bbibpocy. B Ta-
KWX cnyyasx Hepefko Habnwgaerca BHYTpMyTpobHas
CMepTb Nnoja NM6o AeTn poX[alTCA NPexfjeBpeMeHHO
C HM3KOI OLeHKON No wkKane Anrap, MMeKT pacnpocTpa-
HEHHble OTEKU W BblPpaXKeHHbIA LnaHo3. PabaoMnombl B
paHHeM Mepuode XU3HW MOTYT TakXe COMPOBOXAaTb-
CA CUMNTOMATUYHBLIMW apuUTMUAMU, Hanbonee THXKeENo

MopaxeHue cepaua

npoTeKamWWMKM B 3TOM BO3pacTe B CUNY BO3PacTHOWA
hun3nonornn cepaua: XenyfoykoBoi Taxmkappuen, cy-
NpaBeHTPUKYNAPHOW TaXxukapauen n cuHgpomom Bonb-
tha—lapkuHcoHa—YaliTa [4, 14, 17, 19, 28-30]. CumnTo-
MaTW4YHble pabfoOMWOMbI WUMeEKT HebnaronpuATHbIN
MPOrHO3, NPMBOAA KCMEPTHOCTU Ha MepBOW Hefene X 13-
Hu B 53 % cnyyaeB 1 B 78 % Ha NepBOM roAy XusHu [31].
CnefyeT yunTbiBaTh, YTO HaNNUMe CyJOpPOry Takux aeTei
3HaUYMTeNbHO ycyrybnser coctosHue pebeHka W yxyf-
WaeT MPOrHO3. ATU HEOTNIOXHbIE COCTOAHUA TpebytoT
Cepbe3HO MefjMKaMeHTO3HOW Koppekuuu. B nevenun
3aCTONHOW cepAeyHON HEe[OCTAaTOYHOCTU MPUMEHAT
HapsaAdy ¢ Kfnaccuyeckum noAXo[0oM (UTOKCUH, MOYErOH-
Hble npenapatbl) 6eTa-afApeHob6n0KaTOPLI, yyyLlalolmne
paccnabneHune muokapga Ha QOHe ypeXeHWs putMa u
YANVHEHUS Anactonbl. TaXxenble apuTMun TpebytoT Ha-
3HauYeHNs aHTMapuTMUUyecknx npenapatos [14, 29]- Tak
KaK 3Tu cMMNTOMbl 06bIYHO MofBepralTcs obpaTHOMY
pa3sBUTUIO Ha (hOHEe MPOrHO3MPYEeMOro perpecca onyxo-
NN, NHTEPBEHLNOHHOE NeyeHne 06bIYHO OTKNafbIBaOT.
Xvpypruueckoe nevyeHvie geTeil B 3TOM BO3pacTe NpoOBO-
AVNTCA Ypes3BblYalHO pefKo — B CAyYadaX KPUTUYECKOW
06CTPYKLUN WA NPU KAUHUYECKU TAXEenblX Hapylle-
HUAX pUTMa cepAua, He NoAAal LW NXC MeANKaMeHTO3-
HO Koppekunu [32]. YacTo xmpyprmuyecku He ypaetcs
yAanuTb OMNyXoNb LENMKOM W3-3a OTCYTCTBUA Kancynbl
N rny60oKoro NPOHUKHOBEHUS PabAOMUOMbBI B MUOKAPA,
HO faxe B TaKMX CNy4asX JOCTMUraeTcs XOPOLW MK Kun-
HUYeCKWNI pe3ynbTaT B cuny perpeccum onyxonu [33].
CoobujaeTcs faxe 0 ciayyae TpaHcnnaHtauuu cepgua y
mMnageHua ¢ pabfjoMUOMONA N MacCUBHbLIM MOpPaXeHUem
Muokapga [34]. oka3zaHOo, YTO eC/in OMYXO/lb He CONpPo-
BOX/faeTcaA 06CTPYKLUMEA UAN LPYTUMN KANHUYECKUMM
NposABMEHNAMMN B Nepuoje HOBOPOXEHHOCTU, B AaNb-
HellweM nosBaeHne Npo6iem co CTOPOHBI CepAeYHO-COo-
CyAWNCTON CUCTEMBbI, CBA3AHHbBIX C 3TON pabgomMuomoi,
ManoBepoATHO [28]. B cnyyae poxaeHus pebeHka c pa-
Hee LMarHOCTMPOBaHHON pabgOMUOMON C OTCYTCTBUEM
CMMNTOMOB CepPfeYHOll HeAOCTAaTOYHOCTU W apuTMuUn
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nokKasaHo AMHamMmmyeckoe HabnlofeHNe C KOHCYNbTaumnen
crneynanncTtoB — Kapauonora, Heeponora, yposora, He-
(hponora, flepmaronora.

Y peTeil cTaplwero Bo3pacTa C Ty6epo3HbIM CKie-
po3om pabaoMumombl cepgua 06bIYHO 6ECCMMNTOMHDbI.
Peako moryT Habntogatbca npexopawas 61okaga nesoin
HOX KW nyuka ['uca, nonHas aTpUOBEHTPUKYNApHas 610-
Kaja, CMHAPOM MpeABO3OYXAeHUsA Xenynoyukos [14, 17],
npejcepaHas v XenyAouykosas 3KCTpacucrtonunsa u Ta-
xnkapamwa [35, 36], nceBgoMWweMnYeCKME U3MEHEHUSA Ha
afneKkTpokKapgmorpamme (MpuW WHTpamypanbHOM poOCTe).
OnucaHbl cnyyan NporpeccupoBaHnsd apuTMum Ha hoHe
YMeHbLWEeHNA UAW BUAUMOFO WCYE3HOBEHUS pabaomu-
oMbl [37]. MpuynHa apuTMUKN — pacnonoxeHune pabgo-
MWOM WHTpPamypanbHO B 30HaxX MPOBOAALENA CUCTEMbI
cepgua. JlokanbHOe W3MeHeHWe NPOBOAALMX CBONCTB
MUOKapfa NpUBOANT K 3KTOMUYECKON aKTUBHOCTU WK
[ONONHNTENbHOW 3NEeKTPUYECKOW LupKynauuu. Mpu Ty-
6epO3HOM CK/lepo3e OTMeYeHa 3HauynTenbHO 60nbluas
yactoTa BCTpPeYaeMOCTW CUHApPOMa NpeABO3bYXAeHUs
XenyfoYyKOB NO CPaBHEHWIO C OCHOBHOM Monynauunen:
9-0,65 %y 60/bHbIX TYy6€pO3HbIM CKNEepO30M MPOTUB
0,15 % B 06w et nonynaynm [17, 38]. B cuny noteHymnans-
HOW perpeccun oNyxonm Bce NposBAEHNA B3TOM BO3pac-
Te OTHOCUTENbHO 6naronpuATHLI. Beem feTam cTapluero
BO3pacTa, 0CO6EHHO MLLaM XEHCKOro nona, Heo6Xxo4MMOo
nposefeHve AuHammnyeckoro Y31 cepaua n 9K, Ho n3-3a
BapnabenbHoi agonwounn pabgomuom TpygHO onpege-
ANTb YHWBEPCaNbHbIA BPEMEHHOW WHTepBan 3TOro Ha-
6ntoaeHuna.

LecaTnneTHWA onbIT HA6NOAEHUS Y TONNYECKOIA
ANArHOCTUKN NopaXKeHWUi cepauay geten

¢ Ty6epo3HbIM CK/1epo30M (Mo gaHHbIM [eTCKoro
Hay4YHO-NPaKTUYECKOro LLeHTPpa AUarHoCTUKN

W NeYeHNs HapyLUeHnii puTMa cepaua)

3a nepuop 1998-2009 rr. nof Hawum HabnwpeHu-
eM Haxoaunocb 167 geTeil U NOAPOCTKOB B BO3pacTe OT
2Mec.no 18neT cNOATBEPXKAEHHBIM LMarHoO30M Ty6epos-

MopaxeHue cepaua

HOro ck/ieposa, U3 HUX 56 % — Manbyukn n 44 % — ne-
BOYKU. NNTENbHOCTb KATAMHECTUYECKOTO HabNto eHuns
cocTaBuna oT 6 mec. o 7 net. Bcem fetam nposojunach
3xoKTl n ctaHgapTHas SKI. JoNONHUTENBHO HEKOTOPbIM
LeTAM MpPOBOAMIOCH XONTepoBCKOe 24-yacoBoe 3KI-
MOHUTOPUPOBaHWE NPY BbIABAEHNW HapYLeHN cepaey-
HOr0 pUTMa UAKN NPOBOAMMOCTU NO AAHHBLIM CTaHAapT-
Hol 3KT.

Mpun OxoKI pabgomuombl 66 06HapyxeHbl y 114 ge-
Teli (68 %), NP1 3TOM YacTOTa UX BbIIBNEHUSA Y Malb4NKOB
6blna Bbiwe, YeM y feBoyek (56 n 44 % COOTBETCTBEHHO).
Y ABYX MaLMeHTOB ONyX0Nib 6bina BbifABNEHA eLle BHY-
TPUYTPO6HO NpW NNAHOBOM CKPUHUHroBom Y3W. Mpu
X AMHAMNYECKOM HabNofeHUn OTMEYEHO YMeHbLIeHne
onyxoneil B pasmepax nocfie poXxaeHns. Y ogHol naun-
EHTKN C MHOXeCTBEHHbIMU pabgomuomamu (B npasom
1N NeBOM Xenyfoykax, NnpaBoM npeAcepaun) umena me-
CTO cMMNTOMHas pabgomuoma, Bbi3BaBlwas 06CTPYKL MO
npasoro npejcepama v notpe6osasLlias XMPypruyecko-
ro ypaneHus onyxonu. WcTUHHaAA BbIABNAEMOCTb BCeX
pab4oOMMOM, MO HaWeMy MHEHWIO, 3HAYNTENbHO Bbille U
onpefenaeTca npexfie BCEro TEXHUYECKUMU XapaKTe-
pucTMKamu ¥ 3-ckaHepoB, HaCTOTHbIMMW BO3MOXHOCTAMM
Y 3-AaTunkoB, a Takxe KBanudukaynen spava-nccneso-
BaTens (puc. 10.3, 10.4). He Bcerja BO3MOXHO BbIIBUTb
Menkue onyxoneeuaHble o6pa3oBaHMs, 0COGEHHO B

b || 6

Puc. 10.3. 9xoKI™ B CTaHAApPTHOW anuKanbHOW YeTblpexKamep-
HOW nosuuunmn:

a — B 0ObIYHOM pexume (yacToTa gaTumka 3,5 Mr); 6 —B rap-
MOHMYECKOM pexume (4actoTa gatumka 7 MIu). MHOXeCTBeH-
Hble pab4oM1OMbI B NPaBOM U JIEBOM XKeJyJ0HKe
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Puc. 10.4. 3xoKI B cTaHfapTHOW anukanbHON NATUKaMEPHON
nosuyuun:

a —B 06bIYHOM pexxmme (YacToTa faTumka 35 MIu); 6 —B rap-
MOHMWYECKOM pexume (4actoTta gatyumka 7 Mru). MHOXecTBeH-
Hble pabfoOMUOMbI B NPaBOM W NEBOM JXENyAOUKe (yKasaHbl
cTpenkamu)

ydacTKax Muokapga, TpPyfHO JOCTYNHbIX N4 BU3yanusa-
Luun npu IxoKr.

Mpn KONMYECTBEHHOW XapakKTepuCTUKEe 3HAYUTeNb-
HO npeo6najan MHOXecTBeHHble pabgomuombl (61 %
cnyvaeB), B TO BPEMA KaK OAAMHOYHbIE ONYXONWN AnNarHo-
CTUpOBaHbl TONbKO Yy 39 % 60NbHbLIX. B rpynne geteit ¢
MHOXECTBEHHbIMW pabgomuomammn npeobnaganu nuua
myxckoro nona (59 %), a npu eAUHWUYHBIX OMYX0NAX
pacnpegeneHve no nony 66110 oguHakosbiM (puc. 10.5).

Puc. 10.5. PacnpesaeneHune ,que|7| C MHOXXECTBEHHbLIMW N OANHOY-
HbIMU pa6AOMVIOMaMVI no nony

MopaxeHune cepgua

Puc. 10.6. xoKI™ gupdysHoin pabgommnombl (yKasaHa CTPenKoii)
B/1EBOM XKENy/0uKe:

a —B CTaH4APTHOM anuKanbHON YeTbipexkaMepHO No3nLmm;
6 — B HeCTaHAAPTHON anuKanbHON [BYXKAMEPHON Mo3nuuu;
6 —B CTaHAApPTHOI NapacTepHanbHOM MO3ULUM KOPOTKOW ocn
NIEBOTO XKE/yJouka Ha YPOBHe ManuANsPHbIX MbILUL, C YETKOW
[eMapKaLVOoHHO nHmnel (yKasaHa cTpeskamm)

Konnyectso n pasmepbl pabfoMMOM 3HaYWTeNbHO Ba-
pbUPYIOT: onpejenstTca maccuBHble (6onee 10 MM) u
Menkue o06pa3oBaHUA, HEPEAKO COeAUHEHHbIE MexXay
€060/, pa3nnYHoO HOpPMbI, C YETKO OYEPUYEHHBIMUW KOH-
Typamu. lMpenmMyL|ecCTBEHHO MMEKT 3IKCTpamypanbHOe
AN MHTpPasKcTpamypanbHOe pacnonoxeHue. B Hawem
HabnwaeHUn y ofHOro nauueHTa guddysHas, o6bem-
Has pabgoMmoma MmMena MHTpaMmypasbHbIA POCT, Npu-
BOAA K HapyLleHWto rnobanbHOW COKpPaTUTENbHONW PYHK-
LMW MUOKapfa, 4YTO MepBOHa4yaNbHO pacLeHWBanoCh
Kak nposBneHune rmnepTpodunyeckoli KapgmomuonaTum
(puc. 10.6, 10.7). Mo gaHHbIM Ix0KI, B TOM Yucie c NOMO-
Wbt 30-peKONCTPYKL MK, BbISBIEHA YeTKasA AeMapKaLm-
OHHaf NNHUA, OTAenatoWas onyxonb oT 340pOBOro M1O-
kapga (puc. 10.8).

Pa6fomMnomMbl MOTYT pacnofaratbCs BO BCeX OTAenax
cepaua (puc. 10.9). MpeumylecTBeHHas nokanmsayus
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Puc. 10.7. OxoKI™ oTcnexuBaHns OBUKEHWUS TKaHEeR B pexume
TkaHeBoro gonnnepa (Tissue tracking):

a —HOopManbHOe ABWXeHWe TKaHeN C pacnpefeneHnem Lgeta
0T (moneToBOro B 6as3asbHOM OTAEe/e XenyAouKoB (COOTBET-
CTBYeT MakCumanbHOW amnautyge aswixenus 10-12 mm) go
6en0ro LBeTa B 061aCTN BEPXYLLUKMN (COOTBETCTBYET MUHUMASb-
HO aMNANTYAe ABMKEHUA); 6 —pe3Koe HapyLUeHVe fBUKEHUS
TKaHei NeBoro xenypouka npu andydysHoli pabgomMmmome neso-
ro Xenyaouka (KenTo-opaHXXeBas okpacka) Ha ()oHe HopManb-
HOro ABVXEHMS MWUOKapAa NpaBoro Xenygouka (h1MoneTosblii
LiBeT B 6a3anbHbIX 0TAeNax)

Puc. 10.8. 9xoKI B pexume
30-peKOHCTPYKLMN B CTaH-
[LapTHOW anuKanbHOW ABYX-
KamepHoli nosuuun. Yetkas XK
BU3yanu3saLms jemMapkaLmoH-

HOM NUHUK (yKasaHa cTpen-

Kamu), oTaenswwas pab-
JOMWOMY  OT  3[,0pPOBOro
MuoKapaa

Puc. 10.9. PacnpefeneHvie pa64oM1oM Mo NoKaaM3aLum B pas-
JINYHBIX OTAENax CepALa B rpynnax feteil ¢ MHOXeCTBEHHbIMU
1 O4MHOYHBIMY PabaoMUOMaMu

MopaxkeHune cepgua

y*

Puc. 10.10. 3xoKI™ 0fMHOYHOI pabaoMMOMbI OKPYT/oii opmbl,
C YETKUMMW KOHTYypamu B NeBOM >XeNyfouke B NanuanspHoi
MblLLe (YKazaHa CTpenkon):

a — B CTaHJAapTHOW napacTepHanbHOW No3vLKMM KOpoTKOi
0CU NeBOTO >Kenyfouyka Ha YpPOBHE MWUTPanbHOro Knanaa;
6 — B CTaH4ApTHON anukanbHON YeTbipexKaMepHO mo3u-
LMKW; B — B HECTaHAAPTHOW annKanbHOW YeTblpexkamMmepHoi
nosunyun, ofMHoYHas pabaomMmoma B 3afHeil CTeHKe NeBoro
Xenypouka

Puc. 10.11. 9xoKT AByx paGAOMMOM B MOMOCTMW NIEBOTO XeNny[ou-
Ka (yKasaHbl CTpesikamu), 0BOUAHON hOPMbI, C YHETKMMUN KOHTY-
pamu:

a —B CTaHJapTHOM anuKanbHOW ABYXKaMepHOI no3nuum; 6 —
B CTaH4APTHOM anuKanbHOM YeTbipexKaMepHoi nosnLnm

Kak 04nHOYHbIX (puc. 10.10), TaK ¥ MHOXECTBEHHbIX pab-
pomuom (puc. 10.11) — neBblid XXenyaoyek: o6nacTb Bep-
XYW KW, 3afHER CTEHKN, NannANAPHbIX MbllWL, Bob6nactu
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Puc. 10.12. 9xoKI B HecTaH-
LapTHOM anukKanbHON YeTbl-
pexKamepHoi nosuuun. [se
pabfoMMOMbI B MPaBOM Xeny-
fouke (yKasaHbl CTpenkamu),
HenpaBubHON OKpyrnoii hop-
Mbl, C HeTKUMU KOHTYpamm

Ty6epo3HbIii CK1epo3

Puc. 10.13. 9xoKI B HecTaH-
fapTHO cy6kKocTanbHOW no-
3nyuun. OanHouYHas pabgomu-
omMa OKpyrnoi opmsl, ¢ YeT-
KAUMUW KOHTypamu B MNpaBoM
Xenypouke (ykasaHa cTpen-
KOW)

MopaxeHue cepaua

Puc. 10.1S. 9xoKI B cTaHfapT-
HON anuWKanbHOW 4eTbipex-
KaMepHoi nosuuuun. Pabpo-
MWUOMbI B JIEBOM W MNpaBOM
xenypoukax (ykasaHbl CTpen-
Kamu), OKpyrnoii ¢opmbl, ¢
4YeTKUMU KOHTYpamu

Puc. 10.16. 9xoKI B HecTaH-
[apTHON anuKanbHOW 4YeTbl-
pexkamepHOoii nosnymu. MHo-
XecTBeHHble pabaoMUOMbI B
nMpaBoOM W I€BOM XXenyZAouKax
(yKasaHbl cTpenkamm)

Puc. 10.14. IxoKI MaccMBHOW pabAoMMOMBbI (yKazaHa CTPeNKoiA)
B MOMOCTU NPaBOro Xenyfoyka, NpuBoAALLAs K ero 06CTpykK-
LMK, OBOMAHON DOPMbI, C YETKMMU KOHTYpPaMU:

a — B CTaHAapTHOI napacTepHanbHOW NO3MLUMN NO SAUHHOWM
0CM NMPUTOYHOTO OTAENa MPaBOro Xenyfouka; 6 — B HeCTaH-
JapTHOW napacTepHanbHOW NO3MLMM NO KOPOTKOW OCKM Ha
YPOBHE NanuANAPHbLIX MbILUL, IEBOTO XeNy[o4ka

Tpabekyn. B npaBom xenyaoyke pab4omMmombl yalie Bce-
rooKanusytTcsa Bo6nacTu sepxylkn (puc. 10.12,10.13)
N MOTYT 3HAYNTENbHO BapbnpoBaTb N0 KONNYECTBY, hOp-
Me U pasMmepam, MPUBOAA B PeAKUX Cyyasax K 06CTPyK-
unm (puc. 10.14). MHOXeCTBEHHble pabLOMNOMbI B 60/1b-
IWMHCTBE CNy4YaeB pacnonaratTca B MPaBoOM U /1IEBOM
xenypoukax (puc. 10.15-10.17). PacnonoxeHue onyxonu
B Pa3MUHbIX OTAeNax MeXOKeny[o4KoBOW Meperopof-
KW Takxe onpefensercsd LOCTaTOYHO YacTo (49 % — npu

Puc. 10.17. 9xoKI B nATuKa-
MepPHO nosmuum n3 cy6ko-
CTanbHOTO focTyna. Pabgomu-
OMbl (YKasaHbl CTpenkamu) B
NeBOM W NPaBOM Xe/y[ouKax,
HenpaBuUIbHOW OpPMbI, CUeT-
KUMU KOHTYpamu

4 &

-«

Puc. 10.18. 3xoKI 0AMHOYHOI pabALoOMUOMbI B MEXNPELCEPAHON
neperopojke (ykasaHa CTpenkoi):
a —B CTaHJapTHON annKanbHOW YeTbipeXxKaMepHOW no3nuuu;
6 —B pexxume 30-peKOHCTPYKLUN

MHOXeCTBeHHbIX N 30 % — Npu OAUHOYHBIX pabjommo-
Max). Pegkoii nokanmsayunein onyxonum cayXXuT Mexnpeg-
cepaHas neperopogka (puc. 10.18): B Hawnx Habnw fgeHn-
AX 4 cnyvas, 3 N3 KOTOPbIX y fieTell C MHOXECTBEHHbIMMU
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Puc. 10.19. OxoKI B HecTaH-
JApTHOW anuKanbHOW [ABYX-
KamepHoli nosuumu. MHoO-
)KEeCTBEHHble  pabfoMMOMBbI
(yKasaHbl CTpenkamm) BIeBOM
Xenyfouke, HenpaBWIbHOM
(hOPMbl, C YETKUMW KOHTY-
pamMu, HeOAHOPOAHOCTb 3XO-
CTPYKTYpbl MUOKapaa

Puc. 10.21. 3xoKI B HecTaH-
JapTHOW  anukanbHOW  ye-
TbipexkaMepHoOin  no3uyuu.
MHOXeCTBeHHbIe MenKune pab-
JOMUOMbI  (yKasaHbl CcTpen-
KaMu) B NEBOM )>Kenyaouke,
COefINHEHHbIE  XaoTuyeckun
pacnonoXeHHbIMU XOpAaMmn
Tpabekynamu

pa6gomuomamu. Ans peteit,

Ty6epo3HbIii CK/1epo3

Puc. 10.20. 3xoKI B HecTaH-
[apTHOW anuKanbHOW [BYX-
KamepHoW nosuunu. MHo-

XECTBEHHblIe pabioM1OMbI
(yKasaHbl CTpesikaMu) BIEBOM
XeNnyfjouke,  HemnpaBW/bHOM

(OopMbl, C HEUETKUMMN KOHTY-
pamu, BbIPAXEHHAs HEOAHO-
POAHOCTb 3XOCTPYKTYpPbl MU-
oKapZda v NanunnspHbIX MbiLUL

Puc. 10.22. 9xoKI B cTaHAapT-
HOW no3uuuun, napactepHanb-
HbIA [OCTYN KOPOTKOW ocu
NeBoro Xenyfouyka Ha ypoBHe
nanuANApHbIX  MblwL. MHO-
XECTBEHHble pabfoMnNOMBI
HenpasubHOW (GOpMbI C YeT-
KUMW KOHTypamu B JIEBOM XKe-
nyfouke (yKasaHbl CTpenkKamu),
MaccMBHas Onyxonb B NpaBoM
XenyAouke, BblpaXeHHas He-
0fiHOPOAHOCTb 3XOCTPYKTYpPbl
nanuANSapHbIX MblLUL,

cTpajalownx Ty6epo3HbIM

CKNepo30M, XapakTepHa BblpaXeHHas HEO4HOPOAHOCTb,
MHOTa «3epPHUCTOCTb» 3XOCTPYKTYpbl MUOKapaa, no-
BbllleHHas TPabeKynapHOCTb XeNyA04KOB W, B HEKOTO-

MopaxeHue ceppua

Puc. 10.23. OxoKI B HecTaH-
[apTHON anuKanbHOW uYeTbl-
pexkaMepHoi nosuuun. Bbi-
paxeHHas HeoAHOPOAHOCTb
9XOCTPYKTYPbl MUOKapaa 3aa-
Hell CTEHKW NeBOTO0 Xenyou-
Ka (yKa3aHa CTpenkoit)

pbIX Cny4aax, XaoTUYeCKOe pacnosoxeHue Tpabekyn
(puc. 10.19-10.23).

HapyweHuna cepfje4Horo putma u nNpoBoAMMOCTU MO
faHHbIM cTaHfapTHOM JKI BhigBneHbl y 31 (18 %) pebeHka
13 167 geteli c Ty6epo3HbIM cknepo3om (tabn. 10.1). O6pa-
waeT Ha ce6s BHUMaHMe OTCYTCTBME CepAeUHbIX apUTMUii
y peTeil 6e3 pabgomuom. Cpeaun feTeit ¢ pabgomMuomamu
HapyleHus puTMa cepaLa BbisiBneHbl y 27 % (31 pebeHoK
n3 114 peteit ¢ pabgomuomamu). CnegyeT OTMETUTb, 4YTO
yactoTa BCTpe4yaeMoCTM (heHOMeHa npeABO36YXAeHUs
xenygoukoB (3Kl -peHomeH Bonbtha—lapkmHcoHa—Yii-
aTa) cocTtaBuna 5,4 % cpeau Bcex AeTeil ¢ Ty6epo3HbIM
CKNepo3oMm, gocturas 8 %y feteil c pabgommomamu, 4To
3HauMTeNbHO Bbile, YeM B 06wein nonynayuu (0,15 %), n
cornacyeTcs ¢ laHHbIMW ApYrux nccnefosatenein. ToNbKo
1 pe6eHOK UMeNn KNMHUYECKNe NPOABAEHNA B BUAE MPU-
CTYNOB NapoOKCM3ManbHON Taxukapiuu Ha NepBOM rogy
XW3HU, NOTpe6OBaBLIMX HA3HAYEHUA aHTUAPUTMMNYECKOA
Tepanuu. MNokasaHWA K WHTEPBEHLWOHHOMY feYeHWIo
aHaNnorMyHbl TaKOBbIM Y 340POBbIX jeTeil: KNUHNYECKMN 1
reMogMHamMuyecky 3HauyMMble NPUCTYMbl MapoOKCU3Manb-
HOW Taxukapnmn; Hannuye CUHKONanbHbIX COCTOAHUI BO
BPEMSA NpuUcTyna Taxmkapaun; HeaheKTUBHOCTb aHTK-
apuTMUYECKON Tepanuu.

Hecneyundurueckne HapylweHns npouecca penonspu-
3alUuMy OTMeuveHbl y 5 %peTeil c pabgomMuomamu. Y ogHol
nayneHTKN, WMeBLIEel HapylleHWe CepAevyHOro puTma
B BWAe XeNyfo4YKOBON 3IKCTPacUCTONUMN, BbIiBNEHa Xa-
pakTepHas 0CO6EHHOCTb MO [JaHHbIM MOBEPXHOCTHOIO
JKTr-kapTupoBaHusa (puc. 10.24) B BMAE BbIPaXEHHOTO
HapylweHUs npolecca penonapu3annym B 30He N0Kanmn-
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Tabnmua 101
HapyLweHus cepae4Horo putma v NPOBOAMMOCTU y feTeil ¢ Ty-
6epo3HbiM ckneposom (M= 31) [2]

Ho3onornueckas Konunyectso
hopma netei
JKTI-theHomeH Bonbtha—TlapkMHCcoOHa—YaliTa 9
CuHApoM cnabocTu (AUCHYHKLMA) CUHYCOBOrO 10
y3na
bnokaga nepefHeli/3afHei BETBU NeBO HOXKM 2
nyuka Nmca
Xenypoukosas akcTpacuctTonua/Taxnkapans 3
CynpaBeHTpVKyspHas IKCTpacmcTonuns 3
ATpUOBEHTPUKYNAPHasa 610Kaga | cTeneHu 4

3auuy onyxonum (C aHOManbHbIM pacnpocTpaHeHUeMm
BO30YX/AeHNS MuoKapga); NMpu aHanm3e npouecca fe-
nonspusayum (Ha aKCTpPacucToNe) UMEHHO B 3TON 30He
onpefensnach camas paHHAs TOYKAa aHOMaNnbHOW aKTu-
BaUMyM Muokappa. [laHHoe nccnepoBaHue MOATBEPAUNO
NpsSMYI CBA3b MEXAY pabfoMMWOMON U HATMUNEM Xeny-
[0YKOBOI 3KCTpacucTonuun. Bolcokas npefcTaBfeHHOCTb
XEenyfo4ykoBON 3IKCTPacUCTONUM B COYETAHUM C apuT-
MOTEeHHOW AMCHYHKLNEeA MUOKapAa B BUAe gunatayuu
nonocTeil cepaLa U CHUXEHUA COKpaTUTEeNbHON (YHK-
UMM MUOKapfa CAy>XWUT nokaszaHWem AN KOHCYNbTaluum
KapAnOXupypra u pelweHns Bonpoca 0 He06XoAMMOCTHN
npoBefeHNs pafMoyvyacTOTHON KaTeTepHOlW abnayumn
apUTMOreHHOTO0 oyara.

Cpefn conyTCTBYHLWMUX aHOManuii pasBuTus cepa-
La n CcOoCyAoB, BbifiBAeHHbIX y 13 (7,8 %) naumeHToB C
Ty6epo3HbIM CK1epo3oM, creayeT OTMETUTb Halnuume
OTKPbITOrO0 apTepmnanbHOro NpoToka (2 mayueHTa), He-
[LOCTaTOYHOCTb aopTanbHOro KnanaHa 1-11 cTeneHwu
(6 nayMeHTOB), HELOCTATOYHOCTb MUTPaSbHOIO KanaHa
(2 nayneHTa), KOPOHAPO-ETOYHY UNWN KOPOHapO-N€eBo-
XEenyfo4yKoByk GucTynsl (3 nauneHTa). BoigBneHHble No-
POKMN pa3BUTUA HE UMENN KNUHNYECKOW CUMMITOMATUKN
1 He TpeboBannm akKTUBHON MeLUKAMEHTO3HOW UAN XW-
PYPruyeckoi Koppekyunm.

MopaxeHue cepaua

PPMo of s oftor R oi™Mio 1 12 13 o1 K K oA

Puc. 10.24. MosepxHocTHOe OKI-KapTupoBaHue, N30MNOTEHLN-
anbHble KapTbl:

a —HopMa/bHaa M30MoTeHLanbLHasa KapTa npoyecca penons-
pr3aynym MUoKapaa Xenyaoukos; 6 — naTonoruyeckas n3omno-
TeHUManbHas KapTta npouecca penonapusayuun s obnactu pab-
[OMUOMBI (YBe/InYeHHas 30Ha OTPULaTENbHbIX MOTEHLNAN0B B
npoeKkuuy nepeaHell CTEHKN NPaBOro Xenyaouka u Mexxkeny-
[O4KOBO NEperopoAkn — CMHWIA LBeT); B — nocnejoBartenb-
HOCTb M30MOTeHUManbHbIX KapT Ha 4, 8, 14, 20-1 mc npouecca
fenonapusauum Ha XXenyaouykoBoi 3KCTPacMCTONe C Havyanom
aHOMaNbHOro BO3GYXAEHWA MUOKapAa U3 NpaBoro Xenyaouka
(coBnagaeT ¢ aHaNOrM4YHOM 30HON HapyLIeHHOro npoLecca pe-
nonapusauuu Bobnactu pabAoMnoMbl)
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Y 69,3 % Bcex HabnwgaemMblXx HaMu feTeil pabgomMmo-
Mbl 6blnM 6ecCMMNTOMHbLIMK. B npouecce HabnogeHus
[OCTOBEPHO ONpefensnu yMeHblleHWe KOoNu4yecTsa W
pa3MepoB ONYX0NeBbIX y3/10B, HO MOMIHOTO NX NCYE3HOBE-
HWA Mbl HE OTMETUAN HU Y OAHOTO NayneHTa. Bo3MoXxHoO,
3TO npoucxoguT B 60Nnee No3fHem BO3pacTe, KOTOPbI
HaxoguTCA 3a Mpefenamy KOMNeTeHL MU NeanaTpos.

Y 31 (27,2 %) pebeHKa c TY6€pO3HbIM CK/IEPO3OM UMENN
MeCTO HapylleHUs CepfevyHoro puTMa M NpoBOAMMOCTHM,
HO MNLW b ABYM M3 HUX NOTPe60BanoCh MeAMKaMeHTO3HOe
N NHTEPBEHLMOHHOE leYeHNe HapyLleHns puTma.

Y ocTanbHbiX 4 (3,5 %) feTeil BeAyW MM CUMNTOMOM
6blna 06CTpyKLMA Kamep cepAla MacCMBHON pabgomu-
OMOI MW cepAevyHas HefocTaTo4yHOCTb. B ogHOM cny-
Yyae noTpe6oBanach Xupypruyeckas pesekums ogHON n3
onyxonei (B mpaBoM npegcepanu). Y AByX Apyrux nayu-
eHTOB (B BO3pacTe 2 M 5 mec.) c pabaoMuUOMOii B NpaBoM
Xenyfouke u ero ymepeHHolt o6cTpykumeil B npouec-
ce pocTa fieTeli 0TMe4anocCb AOCTOBEPHOE YMEHbLUEHUE
pa3MepoB OMYX0aM W Ncye3HOBeHUe o6CcTpyKynmn. OguH
pe6eHOK C AMhy3HO ONYX0/bto NEBOr0 Xenyaouka no-
ny4yaeT CMMNTOMATMYeCKOe nevyeHWe CepAevyHOR Hefo-
CTaToOYHOCTH.

Takum 06pa3om, Ha OCHOBaHWW KOMMNNEKCHOTO aHa-
nn3a 0C06eHHOCTe hopMMpPOBaHUNA, ANArHOCTUKHK, Te-

Puc. 10.25. Anroputm HabnogeHuns geteit ¢ NOA03peHUEM UK
NOATBEPXKAEHHbIM TY6EPO3HbIM CK1epO30M

MopaxeHue cepaua

YeHWs 1 NporHosa pabaoMmom y geTell ¢ Ty6epo3HbIM
CK/NIepO30M HaMW MpefnoXeH anropuTm HabnogeHns 3a
LaHHOM rpynnoii naumeHnToB (puc. 10.25).
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OPTAJIBMONIOITMYECKUE
MPOABMNEHNA

M. M ocuu, N.I'. BanasiH

11

rnapa

OdTanbMoNoOrmyeckme HapylweHUs BbIABAAIOT NpUban-
3nTenbHOy 70 % 60NbHbIX TY6EpO3HbIM CKNepo3oM. OHu
BK/IIOYAIOT ramapToMbl CeTYaTKK, aTpouio 3pUTenbHO-
ro Hepsa, KONI06OMbI UCKA 3pUTENLHOIO HEpBa, XOPUO-
naen v pagyxku (puc. 11.1), HapyweHUs NUIMeHTaLum
pagyXKu v rnasHoro Ha, U3MeHeHuns COCy[0B CeTyaTKH,
KaTapakTy, CYOKOHbIOHKTUBaNbHbIE Y3€NKN U aHTnodu-
6pomMbl Bek [1-9]. B cBA3M € 3TUM oTanbmMoNoOrmyeckoe
o6cnefoBaHne UrpaeT BaXXHYIO pofib Npu BepuduKkayum
Ty6epo3Horo ckneposa.

«L arpenesble» 604l KW onpefenatTca npuéaun-
3uTenbHO y 20 % 60MbHbBIX 1 06bIYHO pacnofaraloTCcs Ha
KOXe BEK M MOACHWYHO-KpecTLoBOW obnacTu. «llarpe-
HeBble» GMAWKN BbITNAAAT KaK CNerka Bo3Bblillatolmecs
Haj OKpyXallell NOBEPXHOCTbIO YYaCTKWN YTONLEHMNA
KOXW CBETN0-KOPUYHEBOIO NN CEPOBATO-3€/1EHOTO LjBe-
Ta (TMCTONOrMYeCKN NpeacTaBnAldT co60i yyacTku du-
6pOMaTO3HON MHPUABTPALNM KOXMK). Kak NpaBuio, oHK
BCTpeyalTCcsa y 60MbHbIX cTapwe 10 feT, XOTA MOTYT Bbl-
ABNATLCA U MPU POXKAECHUMN.

FamapT oMbl ceTyaTKN Npn Ty6epo3HOM CKie-
po3e onpegenatTca 6onee yuemy 50 % 60nbHbBIX. BeTpe-
yalTCA KakK OfjHO-, TaK W ABYCTOPOHHMWE ramMapTOMbl.
BunaTepanbHble NopaxeHWs OTMeYyarTCa NPUMEPHO
y NONOBWHBI NauneHToBs [2, 10]. Y HeKOTOPbIX 60MbHbIX
ramMapTtomMbl CeTY4aTKW MOTYT OblTb MEPBbIM W €AWH-
CTBEHHbIM K/NWHWYECKUM NposfBNeHUeM Ty6epo3HO-
ro cknepo3sa [11, 12]. O6HapyXuTb ramapToMbl y AeTel
C Ty6epo3HbIM CK/MIEPO30M MOXHO YXe B MepBble fHU
XMN3HU. M. Shami n coaBT. [12] onucanu ramapTomy ceT-
4YaTKW Y 7-fHEBHOr0 MNnajeHua c Ty6epo3HbIM CKNepo-
30M.

Oq)TaJ'IbMOJ'IOFVI‘-IECKVIe nposassieHNA

\/ .

Puc. 11.1. Kono6oma pagyxku
(a, 6) n xopunongen (8)

CylwecTBylOT TpuW Tuna peTUHaANbHbIX raMapToM.
[amapTOMbl MepBOro Tumna — MOAYNpoO3payHble Mno-
CKMe OKpyrnble 06pa3oBaHnA C rnafjKoi NoBepxHOCTbIO
(puc. 11.2-11.3). 3Tn o6pa3oBaHnMs —Hanbonee pacnpo-
CTPaHeHHbIA BUA OPTaNbMONOTMYECKUX HapyLIeHWN:
nx o06HapyxusarT y 55-70 % 60MbHbIX Ty6epO3HbIM
CKN1epo30M C BOBNEYEHMEM B MATONOTMYECKUIA npoLecc
rnas [2,9].

FamMapTOMbl BTOPOro Tuna — 60nee KpynHble Npo-
MUHUPYIOLWKNE BnecTsLMe MHOTOY3€eKOBbIe 06pasoBa-
HUS, 4acTo cojepxaline KanbLUmnid, UX LUArHOCTUPYIOT
y 46-55 % nauuveHTOB C U3MEHEHUAMU rnas Ha oHe
Tybepo3Horo ckneposa (puc. 11.3-11.9). OHM umeloT
HECKOJIbKO acCoLMaTUBHbIX Ha3BaHWUIi: «BONYbA Aroga»,
«KeToBas ukpa» v gp. [9]. AuameTp ramapToMm BTOpPOro
Tuna Bapbupyet o1 0,5 o 4 P[], BbICOTa MOXET JOCTU-
rate 2,2 mm. N'amapTombl BTOpOro tuna B 80 % cnyyva-
eB pacnofiaraloTcsd OKONO AWCKa 3PUTENbHOro0 Hepsa
(Ha paccTofHUM meHee 2 PA) nnwn BRonb ero kpas (cm.
puc. 115, 11.6) [9]. B Takux cnyvyasx ramapToMbl Hano-
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Puc. 11.2. [nasHoe AHO (a) 1 pe3ynbTaTbl ONTUYECKOI KOTepeHT-
Hoi Tomorpagmm (6) pebeHka ¢ Ty6epo3HbIM CKIEPO30M U HOK-
cTananunnsapHoi ramapTomMoii 1-ro Tuna:

a —npo3payHoe, NoYTU NI0CKOe 06pa3oBaHme, NpUMbIKatoLLee
K Kpato A1CKa 3puTeNbHOro Hepsa B cekTopax 3-5 yacos (3ene-
Has cTpeska yKasblBaeT pacnofioXXeHne ckaHa npy ONTUYeCcKow
KOrepeHTHOI Tomorpaduu); 6 —He3HaunTeNbHO MPOMUHNPY-
tolee 06pa3oBaHume, COCTOSALLEe U3 30H YMEPEHHO 1 BbICOKOI
pedeKTUBHOCTA B HUXXHEHOCOBOM CermeHTe gucka. O6paso-
BaHMWe PacroioXeHO B MPOEKLNY CN10S HEPBHbIX BOIOKOH. MOX-
HO BMAETb NOCTEMNEHHbIV TaHTeHLManbHbIV Nepexos oT ramap-
TOMbI K MHTaKTHOW nepunanunnapHoii ceTyaTke

MWHaKT ruraHTckue Apy3sbl. Kak npasuno, ramapTomsl
BTOPOTO TUNa NepeKpbIBaOT fieXalne noj HUMU cocy-
Abl ceTyaTkm (cm. puc. 11.4,11.6).

[amapTOMbl TpeTbero TMna 06bLEAUHAIOT MPU3HAKK
ramMapToM MepBOro W BTOPOro TMMNOB. Takne ramapToMbl
HabnogarTca NpumepHo B 14 % cnyyvaes. ¥ 30-35 %na-
LLMEHTOB Ha OAHOM a3y MOTyT pa3BUTbCA HECKONbKO ra-
MapToM pas3finyHoro tuna (puc. 11.7,11.10) [2,13].

O(bTaJ'IbMOI'IOFI/I‘-IECKVIe nposasneHNA

Puc. 11.3. [nasHoe AHO (2) 1 pe3ynbTaTbl ONTUYECKON KOTEPEHT-
Holi Tomorpaguu (6) pebeHka 8 neT c Ty6ep0o3HbIM CKNEPO30M U
MHOXXECTBEHHbIMW raMapToOMaMy CeTHaTKu:

a — npo3payHas ramaptoma 1-ro Tuna, pacnonoXeHHas Ha
cpeaHen nepudepun (Hag Heil MPOXOAWT 3eneHas CTpenka);
ramaptomMa 2-ro tuna (ykasaHa rony6oii CTPenkoi); o4axok
LenurMmeHTaumm, «npoduTbili KOMNOCTepoMy» (6enas CTpenka);
6 —cpe3 yepe3 ramapTomy 1-roTvna (Xo4 cpesaykasaH 3e/1eHOW
CTPenKoi): He3HauYMTeNbHO NMPOMUHUPYIOLLEe 06pa3oBaHne B
NPOEKL MW CNOsi HEPBHbLIX BOMIOKOH ceTyaTku (onpegensercs
NNaBHbI TaHreHLUMaNbHbIV Nepexon OT raMapToMbl K MHTaKT-
HOI1 ceTuaTke)

FamapToMbl BCEX TUMOB XapaKTepusylTCs aHAO0DUT-
HbIM POCTOM. B xoge rmMcTonormyeckux uccnefoBaHui
YCTaHOB/IEHO, YTO ramapTOMbl CeTyaTKW MNpeAcTaBAflOT
c060i CeTb BbITAHYTbIX FManbHbIX aCTPOLUTOB U KPOBeE-
HOCHBbIX COCY/0B, N0OKaNN3YIOLWNXCA NPEUMYLLLECTBEHHO BO
BHYTPEHHMX cnosx ceTyatkn. CocyaucTas ceTb B ramapTo-
Max X0poL o BUAHA NpU POOPECLEHTHON aHrmorpagum.
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1 Puc. 11.4. MonynpospayHas
[ 1 ramaptoma 2-roTuna, NpuMbl-

O TanbMoN0rMYecKmne NPosiBNEHNS

1 M «kaiowasn k gucky 3puTensHoro

| :-,1 HepBa B cekTopax 11-1 uac.
L O6pa3oBaHuWe COLEPXMUT ru-
afnMHOBbIe BKIOYEHUA W

B MepunanunasapHoi obnactn

Puc. 11.5. [nasHoe JHO 7-NeTHEro Manbymka ¢ Ty6epo3HbIM cKne-
posom. Monynpo3payHas ramaptToma 1-ro Tvna, pacrnonoxeHHas
Ha paccTosiHum 4 P[0T gucka 3puTenbHOro Hepea (yKasaHa 3e-
NeHO CTPenKoit), n ramapToma 2-ro Tuna (TUM «KeToBOM MKPbI»,
yKasaHa rony6oii cTpenkoii) B napamakynspHoii o6nactu

B HekOoTOpbIX Cyyasx ¢ TeYEHUEM BPEMEHU ramapTOMbl
nofBepratTCca KNCTO3HOM flereHepaLumn, B HUX GopMupy-
I0TCA TMasMHOBbLIE U Ka/bLyeBble BKAOYeHUA [2,3,14].

Y 60nbwnHCTBA 60NbHBIX ramMapToOMbl CYLLeCTBYIT
6ecCMMNTOMHO W He MpeTepneBalT U3MEHEHUN B Te-
YEHME XXWU3HN WU NOCTEMEHHO perpeccupyroT. Y nayu-
€HTOB C KPYMHbIMWU ramapToMamMy MOTyT OnpeaenaTbcs
pedekTbl B none 3peHuns (cM. puc. 11.7,r). B HECKONbKUX
ny6nnkayunax, aHanu3npywLWmnx pesynbtatbl ANTeNb-
Horo (oT 19 o 34 net) HabnaeHMA 93 60NbHbLIX Tybe-
PO3HbIM CKNEpPO30M C ramMapToMamMu ceTyaTku, yCTaHOB-
NeHO, 4TO NpnM6AN3nMTenbHO y 10 % N3 HUX NPOUCXOAUT
6eccMMNTOMHOE NPOrpeccMpoBaHmne peTUHaNbHbIX 13-

Puc. 11.6. [NasHoe fHO (a) 1 pe3ynbTaTbl ONTUYECKON KOrepeHT-
HoW Tomorpagun (6) 4-neTHero Manbymnka c Ty6epo3HbIM CKie-
pO30M:

a —ramapToma 2-ro Tvna, NpUMblKatoLas K AMCKY 3pUTeNbHO-
ro HepBa M YaCTUYHO MepeKpbIBatoLLas Cocyfbl B nepunanunn-
NApHOW o6nacTu. BepTukanbHas CTpenka ykasblBaeT pacro-
NOXEHWe cpesa MpW ONTUYECKON KOrepeHTHO ToMorpaduu;
6 —npomMuHMpyloLLee o6pa3oBaHne HepaBHOMEPHO pediek-
TUBHOCTW, PACMONOXEHHOE B C/I0€ HEPBHBIX BOMIOKOH CETHATKM.
MmMetoTcs NpU3HaKu BUTPEOPETUHANbHOM agre3umn

MEHEHWI: NNOCKWe ramMapTOMbl CeTYaTKUM C TEYEHUEM
BPEMEHMN yBENMYMBAKOTCA MO BbICOTE, B HEKOTOPbIX ra-
MapToMax NoABNATCA paHee OTCYTCTBOBaBLUME NN A0-
NONHUTEeNbHbIE KanbUundpukaTel [2,15,16].

N3pegka y 601bHbIX C FamapToMamMmn ceTyaTKn pas-
BMBAKOTCA OCNOXHEHWA, COMPOBOXAAOLLNECA CHUXEHW-
eM 3peHus: cybpeTnHanbHas akccyfaunsa, MakynsapHblii
0TeK, KPOBOM3NMNAHWNA B CTEKNOBUHOE TeN0, HEOBAaCKY-
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Puc. 11.7. FnasHoe fHO npaBoro (d) u nesoro (6, B) rnas, pesyb-
TaTbl MEpUMeTPUK (1) M ONTUYECKOI KorepeHTHOW TomMorpathum
(m, e >K) manbumka 11 neT ¢ Ty6epo3HbIM CKepo3oM. OcTpoTa
3peHuna npasoro rnasa —1,0,nesoro —0,3:

a —ramapToma 1-ro Tuna (ykasaHa CTpenkoii); 6 —coueTaHue
ramaptom 1-ro (ykasaHa 3e/eHOl CTpenkoii), 2-ro (rony6as
cTpenka), 3-ro Tuna (ykasaHa 3Be3f04KOI) W y4acTka Aenur-
MeHTaLmMK, «npobuToro KOMMNocTepom», B hoeea (6enas cTpen-
Ka); B —YBe/IMYeHHbIA )parmMeHT rnasHoro AHa 1eBoro rnasa, Ha
KOTOPOM MOXHO BMAETb FaMapTOMbl 2-r0 1 3-r0 TUMa 1 «npo6bu-
Tbili KOMNOCTEPOM» ouar B )oBea. CTpenkamm yKasaHbl pacrno-
NOXEHMWA CPe30B NPU ONTUYECKOW KOrepeHTHOWR ToMorpaguu;
r —gedekT B None 3peHWs NeBOro rnasa, COOTBETCTBYHOLLUI
NPOEKLMN KPYNHOW raMapToMbl 3-r0 TUNa; J —ropu3oHTaNb-
HbIA Cpe3 Yepe3 ramapToMy 2-ro Tuna: NPOMUHMPYOLLee obpa-

O TanbMoNornyeckune NposiBfieHNs

30BaHWe, HEOAHOPOAHOE MO CTPYKType (onpedenstoTcs yyacT-
KW BbICOKOWN, YMEPEHHOW W HU3KOW pedIeKTUBHOCTK), B Crl0e
HepBHbIX BOMOKOH. BuTpeopeTnHanbHas aaresvs; e — cpes
yepes ramapTomy 3-ro Tuna: NPOMUHMUPYIOLLEe 06pa3oBaHue,
B KOTOPOM OMpeAenstoTCs y4yacTKM BbICOKOW W yMepeHHOM
pe1IeKTUBHOCTU, PacnofoXXeHHOe B C/I0€ HEPBHbIX BOJIOKOH.
KanbLyHaT umeeT BUZ BKIKOYEHUS BbICOKOW PedieKTUBHOCTH,
06pa3ytoLLero BepTMKabHY0 TeHb. Ha NOBepXHOCTW ramap-
TOMbI 3NUpeTWHaNbHas MeMbpaHa; XX — Cpe3 Yepe3 y4acTok
fenurmeHTaumm Bhosea (ovar, «nMpobuTbI KOMIOCTEPOM»): N10-
KYCbl CHVXEHUSA pedieKTUBHOCTUN N UCTOHYEHWS B NPOEKLUN
KOMMEKCa «MUTMEHTHBIA 3NMTennin ceTyaTkn-membpaHa bpy-
Xa-X0pPWOKanunapbl», OTCYTCTBME TpeTbell BbiCOKOpediek-
TUBHOW NONOCbI, COOTBETCTBYHOLLLEN COYNIEHEHNIO BHYTPEHHUX
1 HapY>XHbIX CErMeHTOB ()OTOPELLENTOPOB, BoBea
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napHas rnaykoma [17-19]. Yauie Takve OCNOXHEHUSA OT-
MeYeHbl y 601bHbIX C ramapTomamMun 1-rotuna.

B HekoTOpbIX clyyadax acTpoLMUTapHble ramMapToMbl
ceTyaTKy MOTyT UMUTUPOBaATb XopuopeTuHuT [20]. Mog
Hawum HabnwgeHnem Haxofunacb 4-neTHAA feBOYKa C
Ty6epo3HbIM CKNEpPO30M, BEPUPULMPOBAHHBIM NPU MO-
NeKynApHbIX FTEHeTUYECKNX NCCNeA0BaHNAX, Y KOTOPON
6blnn 0BHapyXeHbl HeOobblYHble BUTPEOPETUHaNbHbIE
n3meHenus (puc. 11.8): actpoyutapHaa ramaptoma fuc-
Ka 3pUTENbHOr0 HepBa, MOMYTHEHUA B CTEKNOBUAHOM
Tene, «npobuTble KOMMOCTEPOM» XOPUOPEeTUHaNbHbIe
oyarn pgenurmeHTauuu, yvyacTku runepTpodum nwur-
MEHTHOTO 3NUTENNA CeTYATKN U MPOMUHUPYIOLLaA TEM-
Haa ramapToMma Ha nepudepuun ceTyaTKu, HaNOMUHALO -
Waa 30HY MHTpa- M 3KCTpapeTUHaNbHOW Nnponugepaymnm
¢ nurmeHTauueii. Mpu KTy pe6eHKa 6bInM 06HapYXeHbI
MHOXECTBEHHbIe WHTpakpaHuanbHble KanbLu(UKaTbl,
He3HauynTeNbHOe paclimpeHne 60KOBbLIX XENy[0UKOB Ha
YPOBHE TeN, YANUHEHMNE 3aTbINOYHbIX POroB 60OKOBbIX Xe-
Ny[04KOB (CM. puc. 11.8,r).

Crefgytouiee no 4vactoTe BbIABJEHWUA MoOCne ramap-
TOM CeT4YaTKN nopaxeHue rnas3y 60nbHbIX Ty6EpO3HbIM
CKNepo30M — OKpPYr/ible OYa>k KU AennrMeHT auunm
Ha rna3Hom fgHe (cm. puc. 11.10; 117, B, >k\ 11.8, B). Oua-
M XOPWOPETUHANbHOW AeNUIrMeHTaLuW WMeKT 4YeTKo
OYepyeHHble rpaHuLbl. x guameTtp Bapbupyet oT 0,1 f0
15 PA. BnnTepatype 3TV OKPYr/ible XOPUOpPEeTUHaNbHbIE
oyaru genurmeHTauyum, 6narogaps ux accoumaTUBHOMY
CXOACTBY, Ha3blBAalOT oyaramMu fAenurmeHTayum, «npo-
6UTBIMM KoMNocTepom» [9]. Ouary XxopuopeTuHanbHOW
penurMeHTtauum onpegenatotca 'y 37-39 % 60NbHbIX TYy-
6epo3HbIM CKNEpO30M, TOrAa Kak y 3[0pOBbIX NUL, aHa-
NOTUYHbIEe 0Yary BCTpeyarTCa Wb B 6 %cnyyasnx [1, 9,
21]. O6bIYHO 30HbI XOPUOPETUHANbHOW AenUTMeHTaLnm
pacrnonaralTca Ha cpegHelt nepudepun (cm. puc. 11.10),
pexe — B Makyne (cMm. puc. 11.7) u 3agHem nontoce (cm.
puc. 11.8). Takum o6pa3om, B CMOPHbIX cayyasax ob6Hapy-
XeHne «npobuTbIX KOMMNOCTEPOM» XOPUOPETUHANbHbIX
04aroB fieMUTMeHTaLUN MOXHO TPaKTOBaTb KakK AnarHo-

OdTanbMoNornyecKme NposiBNeHUs

Puc. 11.8. [na3Hoe AHO npaBoro (a, 6) unesoro (B) rnas, ontuye-
cKas KorepeHTHas Tomorpagus (r) BeBoYKmM 4 neT c Ty6epo3HbIM
ckneposom. OcTpoTa 3peHuns npasoro rnasa —0,8 (pedpakuu-
OHHas ambavonus), nesoro — 1,0:

a —ramapToMa ceTyaTKu, HanoMMUHaloLLLas 30Hy aKCTpapeTy-
HafbHOI NponugepaLnmn nocne NepeHeCeHHOro XopuopeTun-
HUTa; 6 —rnasHoe AHO onpejensertcs 3a Gaepom, 06ycnoBeH-
HbIM MOMYTHEHUSMW B CTEKIIOBUAHOM Tene. MamapTomMbl 1-ro
(3eneHas cTpenka) u 2-ro Tuna (ronybas cTpenka), y4yacTku
rUNepTpoUM MUTMEHTHOFO 3NUTENNA CeTyaTku (3Be3[0Y-
Kn); B — «NPOOUTLIA KOMMOCTEPOM» OYar fenurmeHTauum B
thosea. CTpenkoii ykasaHo pacnonoxeHve cpesa npu onTuye-
CKOVi KOTepeHTHOW ToMorpadum; r — ropusoHTanbHbI cpes
yepes y4yacToK fenurmeHTauum B (oBea (oyar, «NpoGUThIN
KOMMOCTEPOM»): NIOKYCbl CHWXEHUS pedneKTUBHOCTM U UC-
TOHYEHWUS B MPOEKLUN KOMMNAEKCa «MUFMEHTHbI anuTennii
ceTyaTku-membpaHa bpyxa-xopuokanuansapsl», B NPOEKLUN
Xopuongen onpegensoTcs fBa BbICOKOPedIEKTUBHbIX oYara,
BEPOSATHO, NpeACcTaBAsALMX CO6Ol (hOHOBYIO runeppednek-
TUBHOCTb XOPMOUJEN HUXE AeeKTOB MUITMEHTHOro anuTe-
NNS ceTyaTKm
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Puc. 11.9. [nasHoe gHO npaBoro (a) u nesoro (6) rnas, AaHHble
ONTUYECKOI KOrepeHTHOI Tomorpadguu (8) A€BOYKM 6 NET C Ty-
6ep0o3HbIM CKNEepPO30M:

a —MynbTU(oKanbHas runepTpod@ua NUrMEHTHOrO aNUTenns
Ha nepugepun ceTyaTkn; 6 — ramapToma ceTyaTku 2-ro TMna;
B — NPOMUHMPYIOLLEe HEOAHOPOAHOE 06pa3oBaHNe BbICOKON
pedIeKTUBHOCTN C KMCTOOOPa3HbIMWU HU3KOPEMAEKTUBHBLIMU
BK/OUYEHUAMU, BUTPEOPETUHANbHAA aAre3ns

CTUYECKWIN KpUTepuin B Noib3y Ty6epo3HOro ckneposa
[21].

[pyroii Tun HapylweHWin NUTMeHTaLuMW CeTyaTKn
npu Ty6epo3HOM CKNepo3e —conmuTapHas unm mynbTu-
thokanbHas (OPMbl TMNepPTPOOUN NMUTMEHTHOTO 3MNU-
Tenunsa cetyatku (puc. 11.9, i), Habnwogaembie y 9% 601b-
HbIX [21].

KpaliHe peako y 60/bHbIX Ty6epO3HbIM CKN1EpPO30M
BbISBNAKOT FMTaHTOKNETOYHbIE aCTPOLUTOMbI (ramapTo-
Mbl) ceTyaTkun (puc. 11.11,11.12), cocToA e U3 KPYMHbIX
KNeTOK C N306MNbHOW LMTONNa3Moi N NNeOMOPGhHLIMK
AfpaMu, HanoMuHato LW me No MopPonornyecKomMy cTpo-
eHnto cybaneHanmanbHble o6pa3oBaHuA. uraHTokse-
TOYHbIe acCTPOLUTOMbI 06bIYHO NOKaNW3YyTCA B Nepu-
nanunnNapHoi obnacTu, nx gmameTp MOXeT [OCTUraTb
5-6 P[, aBbicoTa —4 mm [11, 22].

O TanbMon0rnyeckne NPosiBfieHNs

Puc. 11.10. FamapTOMbl ceTyaTKn 1-ro v 2-ro TMna v oyar genur-
MeHTaLuy Ha nepudepmmn rnasHoro gHa

Puc. 11.11. [nasHoe AHO (51), pe3yNbTaTbl ONTUYECKOW KOFEepPeHT-
Holt Tomorpaguu (6) n B-axorpadmu (B) rnasHoro s61oka pe-
6eHKa ¢ Ty6epo3HbIM CKN1epO30M U FMraHTOKMeTOYHOR acTpo-
LIUTOMOIA ceTUaTKm:

a — nepunanunnspHas actpouyuToma ceTyaTku; 6 — BbICOKO-
pednekTUBHOE 06pa3oBaHue, NPUMbIKatoLLee K AUCKY 3pUTe/b-
HOrO0 HepBa; B —TrunepaxoreHHoe o6pasoBaHue B 3afHeM NONIO-
Cce rnasHoro f6noka
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Puc. 11.12. TUraHTOKNeTou-
Hag acTpouuToMa CceTyaTku
y 4-neTHero Masbynka c Tybe-
PO3HbIM CK/IEPO30M

AnarHoctnka

[varHo3 ycTaHaBnuBalOT Ha OCHOBaHWW XapakTep-
HbIX 3KCTPAOKYNAPHbIX MPU3HAKOB 3ab0neBaHUsd N 13-
MEeHeHWI Ha rnasHom fHe. B page cnyyaes npo3payHble
MenKue raMapToMbl MEPBOr0 TUMAa MOTYT He ONpeAensaTh-
cs npu npaMoii unn o6paTHo odTanbmockonuu. Bonee
TOYHO N10KaNM30BaTh CYOKNMHMYECKME NPO3payHbIe ra-
MapTOMbl CeTYaTKW, ONPeAennTb UX FTPaHuLLbl U YPOBEHb
NMPOMUHEHLUMN MOXHO NPU NOMOLLKM ONTUYECKON Kore-
pPEeHTHOI TomMorpaguu, No3BONAKLWENA NONYUYUTb W30-
6paxeHne ceTHaTKM U AUCKa 3pUTENBHOTO HepBa in Vvivo
c pacwupeHnem 3-10 mkm [23-25]. B HacTodwwee Bpems
ONTUYecKas KorepeHTHas Tomorpapus —Hanbonee yys-
CTBUTENbHbLIA M UHOPMATUBHbIN MeTO4, MPUMEHSAEMbI A
4N MOHWTOPUHTA M3MEHEHUI ceT4yaTKU U AUCKa 3pu-
TEeNbHOTOo HepBay 60/bHbIX TY6EPO3HbLIM CKNEPO30M.

Mpo3payHble ramMapTOMbl NepBOro TWna pacnonara-
IOTCS B C/IO€ HEPBHbIX BONOKOH ceTyaTkn (cm. puc. 11.2,
11.3), MeeTCA NOCTEMEHHbIN TaHTeHLMaNbHbIA NMepexos
B HanpaBneHUMN OT raMapTOMbl K HOPMaNbHOW ceTyaTKe.
Mopnexalwine HeMpoaNUTeNUit U NUTMEHTHbLIR 3nuTe-
NWiA ceTYATKU BbITNAAAT MHTaKTHbIMY [21].

KanbynpuunposaHHble ramapTomMbl BTOPOro Tuna
TakXe BbITNAAAT KaK BblICOKOPedneKTUBHbIe 06pa3o-
BaHWA B MPOEKLUWW BHYTPEHHUX CNOEB CeTyaTKu (Cm.
puc. 115, 11.8). M3-3a UX BbICOKOW OMTMYECKOW NNAOT-
HOCTW Mojnexaline CNOM CETHATKWN He OnpefenstoTcs.
KanbumduumnpoBaHHble raMapToMbl BTOPOTo Tuna o6na-
naroT aytodaopecueHunen (bunbtp 675-715 HM, BO3-

OhTanbMoNornyeckune nNposiBieHNs

OnddepeHumanbHan gnarHocTmka

[amapToMbl ceTyaTKn Heob6XxoAuMO anddepeHLNpo-
BaTb OT PeTUHO61ACTOMbl U aMeNaHOLWTapHON MenaHo-
Mbl XOpUougen.

Mpn ONTUYECKOW KOrepeHTHOW Tomorpathuu petu-
HO6NAaCTOMbl XapakTepu3ylTCA pe3kum 06pbIBOM Tena
OMYXO0NM Ha rpaHuLe ¢ MHTAKTHOW ceTyaTKoi (B OTNM-
Yyme OT NOCTENEHHOro nepexona, Hab 4aeMOro nNpu ra-
MapTOMax NepBOro n BToporo tuna) [23,24].

JleyeHune

B neyeHnn 6onbHble Ty6epoO3HbIM CKNEpPO3OM, Kak
npaBuio, He HYXAalTca, T. K. ramMmapTOMbl CeTyaTKu
06bIYHO He BAMAIOT Ha LeHTpanbHOe 3peHue. Mpu pas-
BUTUN Yy 60NbHBIX C ramapToMaMu CeTyaTKu OCNOX-
HEeHWIA, COMPOBOXAAMLWMNXCA CHUXEHNEM 3peHus,
Hanpumep Cepo3HOW OTCNOWKW CeTyaTKW B Makyfe,
MOXHO MCMONb30BaTb CNEAYIOUYI0 TaKTUKY BefeHus.
BonbHoOro uenecoo6pasHo HabnofaTe, UCNONbL3YA ANSA
KOHTPONA ONTUYECKY KOTFEpeHTHYH Tomorpaduio, B
TeyeHue 1-2 Mec., T. K. U3BECTHbI C/ly4an OTHOCUTENbHO
6bicTpoii (B npefenax 4 Hefd.) caMONpPOU3BObHON pe-
rpeccumn Cepo3HOi MaKynapHoi oTCNOWKN Y 60NbHbIX
Ty6epo3HbIM CKIEpo30M W C napagoBeanbHbIMU ra-
mMapTomMamMu nepsoro tuna [26, 27] unn napananunnsap-
HOW ramapTtomoii BToporo Tuna [18]. OAHOBPEMEHHO
MOXHO NPUMEHATbL NepopanbHO U/UAN MECTHO UHTU-
6utopbl kKap6oaHrupgpasbl (Npu OTCYTCTBUU MPOTUBO-
nokasaHuin). Ecnn B npolecce HeMPOAOMKNTENbHOTO
HabnoAeHns perpecca Cepo3HOl OTCAOMWKKM CeTYaTKM
He mpomn3oifeT, To Lenecoobpa3Ho NpoBejeHne nasep-
HoW koarynauyum [1].

Mpn pa3BMTUM 3KCCYAaTUBHOW OTCNONKWM CeT4aTKu
60NbLWMHCTBO aBTOPOB NpeAnoYnTaroT 6esoTnaraTesisHoe
npoBejeHWe Na3epHO Koarynauuu wmnan GoTofnHaMu-
yeckoi Tepanuun [19, 28, 29]. CamONpoOM3BO/IbHbIE MOCTe-
NeHHble perpeccus OTCNOWKMW CeT4yaTKu U paccacbiBaHue
3KCCYAaTaBO3MOXHbI, HO BMOAOOGHbBIX CUTYaLUAX MOXKET OT-
MeyaTbCA CyLeCTBEHHOE CHUKEHWE OCTPOThI 3peHuns [20].
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S. Mennel n coaBT. [29] Habnofann nogpocTKa c Ty6e-

PO3HbIM CKNEepo30M, Yy KOTOpPOro crnpasa 6biin 06Hapy-
XEHbl MHOXXECTBEHHbIE raMapTOMbl MEPBOro TUNa v ofiHa
ramaptoma TpeTbero Tuna. Beospacte 22 neTy 601bHOr0
BOKPYr 3KCTpadpoBeONSAPHOW ramapTOMbl NMepBOro Tmna
pasBunacb MakynspHas OTcnolika ceTyaTku. B makyne
6bI1 06HapY>XXeHbl OTNIOXKEHNA 3KccyaTa u paguanbHble
CKnafjKu cetyatku. lMauueHT anoBanca Ha meTamop-
honcuu, ero ocTpoTa 3peHns cHusmnachb go 0,25. Mocne
7-HefenbHOro HabnfeHWs ocTtpoTa 3peHusa ynana fo
0,1, a nnowadb OTCNOWKK CeTYaTKn yBennumnacb. B cea-
31 ¢ HapacTaHWeM peTWHaNbHbIX W3MEHEeHW 60/bHO-
My 6blna npoBefeHa oToguMHamMmMyeckas Tepanns. Yxe
yepe3 2 Hef. nMocfie ee NPOBeAEHWNA OTCNONKA CETHYATKM
NOMHOCTbIO perpeccuposana, aocTpoTa 3peHns naLmeH-
Taysenunyunaco fo 0,4 [29]. MHTepecHO, YTO Yepe3 4 rofa
nocne npoeeAeHNs PoOTOANHAMUYECKON Tepanun aBTo-
pbl YCTAHOBUW/IN Y 3TOT0 60NBHOTO HE TO/IbKO OTCYTCTBUE
OTC/MIONKN CeTyaTKM WM MONHY pe3opbuunio 3Kccypata,
HO M 3HauYUTeNbHOE YMEHbLIEHWE AnameTpa U BbICOTbI Fa-
mMapToMbl! OcTpoTa 3peHNs NpaBoro rnasayatoro 60/b-
Horo sospocna go 0,6 [30].

O TanbMoNOrMYecKnini NPorHo3

OdhTanbMONOrMYecKNiA NPOrHO3 y 60NbWNHCTBA Ae-
Tell ¢ Ty6epo3HbIM CKNepo30M 61aronpuaTHbIh. PyHK-
LMOHaNbHble pe3ynbTaTbl BeAEHUS ONpeaenstoTcis Ha-
AnYvem (MU OTCYTCTBMEM) aMeTpOnuil, Kocornasms u
peTWHaNbHbIX OCMOXHEHWIA, KOTOPble MOTYT NPUBOAUTL
K 3HAYNTENbHOMY CHUXEHWH LEeHTPanbHOro 3peHus.
Kpome Toro, haTanbHble 3pUTeNbHble HAPYLIEeHUs MOTYT
pa3BMBaThCS Y 60MbHbIX C MHTPaKpaHWanbHbIMU HOBO-
06pasoBaHNAMMN UNN NHTPaAKpPaHUaNbHbIMK aHeBpPU3Ma-
mMu [6, 31] BCnefCcTBME KOMNPECCUOHHBIX, MW EMNYECKNX
W remopparmyeckux NMOBPeXAeHUA NpereHuKynsapHbIx
/MM NOCTreHUKYNAPHBIX 3pUTENbHbIX NyTei, nocne-
ayrowero gpopMmupoBaHns aTpoum 3puTeNbHOTO HepBa.

AHomanuun pedpakunm n/mnm kKocornasme, 06ycnos-
nuBawWMne CTOWKMe HapyweHWs 3peHUs BCNeacTBue

O TanbmMonornyeckme NposiBNeHNs

3pUTENbHOW fenpuBauuu, BCTpevaloTCA NpUb6NnN3nTeNb-
HOY 60 %/peTeli c Ty6epo3HbIM Ckepo3oMm [21]. YuunTbiBas
BbICOKYK 4YacTOTYy 3TUX OTKJOHEHWI, pPaHHAA KOppek-
LLMa aMeTponuii n Kocornasma —BaXHble 3Tanbl Bpeabu-
ANTaLUKN feTeit, CTpajaroWmx TY6epo3HbIM CKIEpO30M.
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MOPAXEHWME MNMOYEK

O.B. KaTblwesa

12

rnaBea

YacToTa BCTpPe4YaemMoCTN NOpaXeHns noyek npu Ty6epos-
HOM CK/ilep03e BbICOKA: MO AaHHbIM 2 KPYMHbIX eBponen-
CKUX uccnenoBaHmnii, ot 60 go 80 % [1]. MaTonorua noyek,
KakK npasuio, nporpeccupyrouias, BefeT K popmuposa-
HWI0O XPOHWYECKOW NMOYEYHOW HefO0CTAaTOYHOCTU, 3aHU-
mMatoLLeil BTOpoe MecTo B CTPYKTYpe CMEPTHOCTM Npu Ty-
6epo3HOM CK1epo3e Noc/ae NaToNOrMN HEPBHOM CUCTEMBI.
Okono 1 MNH 60bHbIX TY6EepOo3HbIM CK/IEPO3OM B MUpe
CTpajalT XPOHMYECKON MOYEYHOW HEeAOCTATOYHOCTbIO.
Mo faHHbIM KAMHWUKK Mayo, no4ye4yHas He0CTaTOYHOCTb
3aHMMaeT MMANPYHOLLEEe MECTO BCMEPTHOCTU Y B3POC/bIX
nayneHToB, 60bHbIX TY6EpO3HbIM CKIepo3oM [2].

CTpyKTypa naTo/qiormm noyek

TUNUYHBIM NOpPaXeHMeM MOYeK CNyXaT CONNAHbIE
06pa3oBaHNi — aHrTMOMMONUMOMbI U KUCTbI (Tabn. 12.1).
K pegkum BuAam natonoruy OTHOCATCA OHKOUMUTOMA,
MOYeYHOKNETOUHbIN pak, a TakXe Heonyxonesble 3a60-
neBaHua: HeponnTmas, HoKanbHO-CErMeHTapHbIW rno-
MepynocKnepo3, coCyaucTble Aucnnasum, MesaHrmo-Ka-
NMUANSPHBLIA TNOMepynoHedpuT.

Tabnvmua 12.1
Bupabl noyeuHoi natonorum npu Ty6epo3Hom cknepose [2]
Bugbl KonnmuyecTtBo 60MbHbIX,
nopaxeHus Yy =95

Matonorus noyek (Bcero) 51 (54%)
AHrnommonunoma 45 (47%)

KucTbl 17(18%)
AHIIOMMOANMOMbI + KUCTbI 11 (12%)
OTCyTCTBME NOPAXKEHUS NOYeK 44 (46%)
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AHrnomuonunoma (AM/) - Hanbonee yacTo BCTpe-
yaloujeecs MopaxeHue noyek npu Ty6epo3HOM CKie-
pose, ABNAlOLWeEecd OQHUM U3 TNaBHbIX €ro AUarHoCTun-
YeCKUX MPU3HAKOB, MPU YCN0BUU MHOXECTBEHHOCTU U
LBYCTOPOHHEM nopaxeHuu nouek (puc. 12.1, 12.2). AM/
yalle BbIABNATCA BO BTOPOW fAekafe XW3HW, OAHAKO
onucaH cnyvai guarHoctukn AMJTy pebeHKa paHHero
Bo3pacTa. Kak npaBuno, Hanbonee MHTEHCUBHBIW poCcT
AM/JT npoucxoanT B nyb6epTaTHOM Mepuoje U tOHOLWe-
cTBe U 3amefnfaetcay B3pocnbiX [3]. Mpu obcnegosaHmnm

Puc. 12.2. AHrnommonunomsl noyek (KT)

lMopaxeHne noyvek

peTeil ¢ Ty6epo3HbIM cknepo3om B Bo3pacTe 10 neT y
55 % BbIABMIEHA NaTONOrUA NoYvek, U3 Kotopbix 80 % co-
ctasnanu AM/.

AMJ1 OTHOCATCA K CEMEWCTBY MNepuBacKynsapHbIX
ANUTENNOULHBIX ONYXONeln n cocToAT U3 Bapuabenb-
HbIX KONMWYECTBEHHO 3NUTENNOUNAHbBIX U FTNajKOMbILLeY-
HbIX KNEeTOK, aHOMaNbHblX COCY[0B M XWPOBOW TKaHU.
KneTkn AMJTaKcnpeccupyoT HaMOBEPXHOCTU MapKepbl
HMB45 n menaHvH A, BHOpPMe NPUCYTCTBYIO L ME TONbKO
Ha MmenaHouuTax [4]. AuddepeHuMpoBKa KNeTOK MOXET
BapbMpOBaTh OT C/yYas K cayyaro. B KaX oM oTAeNbHOM
cflyyae OAUH U3 TUMOB KMETOK MOXeT JOMUHUPOBaThL.
Hanb6onee yacto B AMJT npeBanmpyeT XnpoBas TKaHb.
TPYAHOCTb BAMArHocTuke npegctapnatoT AMJ, 6efHble
XUNUPOM, COCTOALLME MPEUMYLLECTBEHHO M3 3NMUTENNO-
MOHbBIX KNETOK, YTO BbIHYX/AeT NPOBOAUTL AnddepeH-
LManbHbIA fMarHo3 ¢ NOYeYHON KapyuHomoi [5]. AMJI,
accouMmpoBaHHble C TY6EPO3HbIM CKEPO30M, Yallie Ha-
XOAATCHA B NOYKAX, HO MOFYT ONpeAenaTbCcs U B APYrux
opraHax (NMpeMMyLLecTBEHHO B NeyYyeHU, a TakXe B ce-
neseHkKe, AMYHMKaX, annonuesbix Tpybax, CeEMeHHbIX
KaHaTukax, TofncToi kuwke) [6]. AMJT akcnpeccupyioT
peLenTopbl K3CTPOTEHY U MPOrecTepoHy 1 accouumnpy-
totca ¢ JIAM nerkux, npefctaBnato WM Nporpeccupy-
lollee KNCTO3HOE MOopaXeHWe NIerkux, BcTpevatolleecs
NPeMMyLecCTBEHHO Y KEHLW NH.

MoyeyHble AMJT accoumnpyroTca ¢ 4Byma Tunamm no-
BPEXEHUN:
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1 OCTpoe XU3Heyrpoxatruliee cCOCTOAHNEe — peTpo-

nepuToHeanbHOe KPOBOTEYEHME CO BCEMMU NMPU3HAKaAMU
BHYTPEHHEeN KpOBOMOTEPU: XONOAHbIV NOT, apTepnanbHas
rmnoToHuns, cnabocTb; y 20 % BO3HMKaET mocTremoppa-
rmyecknii Wok (cnHgpom ByHpaepnuxa). 3To cocTosgHUe
TpebyeT HEMeANEHHOT0 XMPYPrUYecKoro BMellaTebCTBa.
Kak npaBuno, npon3BogUTCA YacTUYHaa UNN ToTalbHas
HethpakToMuA. Puck kposoTeueHus usz AMJ1 cocTasns-
et oT 25 fo 50 %, KoppenupyeTt ¢ AUaMeTPOM ONyXonu
4-5 cm 1 6onee, npsAMo NponopuuoHaneH pasmepam AMJI
M COfleP>KaHNo BHUX MUKPO- M MaKpoaHeBpu3m. Pasmepbl



Ty6epo3Hblii CKepo3

Tabnuua 12.2
CTPYKTypa KTMHUYECKMNX NPOABNEHN MOYEeUYHO’ aHTMOMUONN-
nombl [9]

KnnHnueckne Yuncno 60nbHbIX,

nposieneHuns %
Bonu B noscHMYHO 06nactu 27,5
3abploWMHHbIE KPOBOTEUYEHUS 11
Manbnupyemas onyxosb 23,1
ematypus 3
Nuxopagka 6,6
MoBblweHne Al n
MNMoTeps annetuta 1
CnabocTb 12
CHMXeHne macchl Tena 2,2
WNHheKyoHHO-BOCNANNTeNbHAA

naTonorns MoYeBbIX NyTel 7,6

BeccumnToMHoe TeyeHune 35,1

AM/ moryT gocturatb 30 cm B fuameTtpe. Mpn MUKPOCKO-
NMMYEeCKOM MCCMEefOBaHNM YAaNleHHOW NMOYKM B y4yacTKax
TKaHW, BbIMNA4EBLINX Ha pa3pese HOPManbHbIMU, BbIABASA-
I0TCA MUKPOAHTUOMMUONIUNOMbBI MU MUKPOKUCTHI, & Npu
MMMYHOTUCTOXUMWYECKOM MCCNEf0BAaHUN Cpeau Hop-
ManbHON TKAHU — OTAeNbHbIe KNeTKU, faroLline noaoXxu-
TeNbHYI0 OKpacky Ha HMB45 n menaHuH A

2. BTopoii TUN MopaXKeHWs CBA3aH C KOHTNOMepaLm-

eli Heckonbkux AMJl, NHOUNBTPATUBHLIM POCTOM WX
B OKpYXalolW Yyl TKaHb, CaB/leHNEM MapeHXUMbl, 4TO
NPpUBOANT K MOCTENEHHOMY 6eCCMMNTOMHOMY (hOpPMM-
pPOBaHWIO XPOHUYECKOW MOYEYHON HEe[OCTATOUYHOCTU
[7],aTakXe K HapyLIeHUIO YPOANHAMUKIN, MHPEKLUN MO-
4eBOW CUCTEMbI M pefKO K TPOMG03y NoYeyHO BeHbl [8].
OfHaKo PYyHKLMA NOYeK Yalye BCEro ANNTeNbHO He OblBa-
eT HapyLlWeHHON faxey 60/bHbIX C MACCUBHbLIMMN ABYCTO-
poHHUMMN AMJT (Tabn. 12.2).

[aHHble 0 cnoco6HOCTM K MeTacTasupoBaHuio AMJI
npotusopeymssl [10,11].

MonnkncT o3 novyek. KNcTbl noyek npn Ty6epo3HoOM
cknepose onpegenatTtcd B 20-45 % cnyyaeB U O0TMeva-

MopaxeHune noyek

JTVANTAGEXGY s Moscontstiute of Rty

Puc. 12.3. Kuctbl noyek:
a, 6 —Y3W; B —KT; r,4 —MPT

l0TCA NpU MyTauum Kak reHa TSCL, Tak u TSC2 (puc. 12.3).
KncTtosHoe nopaxeHne BapbupyeT 0T MUKPOKUCTO3a, HE
onpegensemoro npu Y3 v gnarHocTUpyemoro TO/bKO
npu 6uoncum NouYku, A0 TUMUYHOTO MONUKUCTO3HOTO
theHoTmna. KnucTbl MOryT pa3BuBaThCs B N1060OM oTAene
HethpoHa, 6bITb KaK efMHUYHBIMU, TAK U MHOXECTBEHHbI-
MU. OTNNYNTENBHOR YepTOW KUCT NpU Ty6epo3HOM CKAe-
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po3e CAYXWUT rnnepnnasvna KNeTok KaHanbLesoro anuTe-
NNS, KOTOPble UMELT Cneundunyeckne u yHuKanbHble, He
BCTpeyaloLwmecs Npu PYrux Bufax KUCT 4epTbl: NNOT-
Haf 903MHO(GUNbHAA LMTONNasMa, KpynHoe runepxpom-
HOe A4P0 C HEPOBHbIMW KOHTYpaMu U BblAeNstoLwmnumcs
A4pbIWKOM [4]. Tunepnnasna v nponudepaymnsa aTux Kne-
TOK BefleT K 3aMefjIeHNI0 ToKa ynbTpadunbTpata nnasmbl
M pacllMpeHnto Bbillenexalnx oTAen0B He)poHa.

B HacToAW ee BpeMA yCTaHOB/IEHA PO/ib B KUCTOTEHe3e
HapyLlWweHnsa GYHKLUN PECHUYEK TYOYNAPHOro anuTenna
(umnuapHaa rmnotesa). ATOT PAKTOP UMeEET 3HAUYEHUE U
npun Ty6epo3HOM CK/iepo3e. Y CTaHOB/IEHA CBA3b MeXAy
raMapTMHOM, Ty6epuHOM, MOAMLUCTUHOM-1 M cOCTOSA-
HUWEM [NVHbI PECHWYEK B KNeTKax-npeAl ecTBEHHMULAX
HetppoTenusa [12]. Mpu mMyTauum reHoB Ty6epo3HOro
CKIepo3a MMeeTCsH YKOPOUYEHWe pPeCHUYEK HethpoTenus,
HapyLleHVe NONAPHOCTU KNETOK, YTO TakXe NPUBOAUT K
3aMefil/IEHNI0 TOKa XXULKOCTWN B KaHanblaxX n ux KNCTO3-
HOMY pacWMWpeHnto. Y CTaHOBNEHO, YTO MOAWLMUCTUH-1
n Ty6epuH cBA3bIBAOTCA APYr C APYrOM MOCPeACTBOM
COOH-rpynn [13]. Mpegnonaraetcs, YTo Ty6epuH KOH-
TpoOAMpyeT NepemMelleHne NoauUMCcTUHa-1 Ha nosepx-
HOCTb K/IeTOYHbIX MEMOPaH, Perynmpys ero GyHKUuio.

Kncto3Hoe nopaxeHne noyek NposBnseTcs B 2 Bapu-
aHTax. Y 601bWNHCTBA MALMEHTOB KUCTbl OTHOCUTENb-
HO HeBeNWKM NO pa3Mepam W He NpeAcTaBNAT 3HAYM-
TENbHOTO pUckKa Ang 350posbs. OgHaKo B 2-5 %cnyyaeBy
60/IbHbIX UMEIOT MECTO U3MEHEHWNA, aHaNOTNYHbIE TaKo-
BbIM MPW ayTOCOMHO-AOMUHAHTHON NONIMKNCTO3HOM 60-
ne3Hn. 9TO CBA3aHO C COYETAaHHON Aeneumnei reHos TSC2
n PKD1, pacnono>XeHHbIX Ha KOPOTKOM MJjeye XpomMocCo-
Mbl 16 U1 HEMOCPEACTBEHHO MpPUNerarowWwmnx K apyr gpyry
[14, 15]. Mpu aTOoM nNaTonorus no4vek npoasnseT cebs B
6onee paHHeM BO3pacTe, MOXeT ObITb AUArHOCTUPOBaHA
npeHatanbHo Npu Y3 nnogan npotekaeTt 60/ee Tsaxeno,
4yeM Npu ayTOCOMHO-JOMWHAHTHON NONNKNCTO3HOW 60-
NIe3HU, CBA3aHHOM TONIbKO ¢ MyTauuei reHa PKD1. Kuctel
WHTEHCWBHO pacTyT, gocturas 5cm v 6onee B fuametpe,
NpUBOASA K apTepuanbHOW rMNepTeH3UN U XPOHUYECKOA

MopaxeHne noyexk

NMOYeYHOW HeJOCTAaTOYHOCTM YXKe K NOAPOCTKOBOMY BO3-
pacty. O4eBUAHO, MOTEPSA IKCMPECCUM KNIETKAMU noyey-
HOro anuTenna Ty6epuHa u NONNLNCTUHA aeT CUHEPTU-
yeckuin athhekT B Nnpolecce uucToreHesa [16]. Hapagy c
TMFaHTCKUMM KUCTAMU B NOYKaX 3TUX 60NbHBIX UMEIOT-
CA N MHOXeCTBeHHble AMJL.

K6onee pefKoMy nopaxeHuto noyek (MeHee 2%60/b-
HbIX) OTHOCUTCA KapuymHoma. CpeaHuit BO3pacT BbifB-
NeHNs KapuunHOMbl Npu Ty6ep3HOM cknepose — 28 neT
(8 6onee monogomMm BoO3pacTe, Yem B nonynauuu) [10],
O0AAHAKO MMeKTCH CO0bLeHNA O AMAarHOCTUKe 3TOW Na-
TONOrMW y AeTein, onucaH o4WH cnyyai y maageHua [17].
Mopfo3peHMe Ha MNOYEYHOKNETOUHbI pak BO3HUKaeT
npu Hannuuu npu Y3 conupgHoro obpasoBaHusa ¢ He-
POBHbLIMW KOHTYpamu, HEO[HOPOAHOrO NO CTPYKType,
6eHOT0XXMPOBOW TKaHbto. [N yTOYHEHNSA fuarHosa no-
Ka3aHo nposegeHne MPT. B page cnyyaeB Heobxoamma
6uoncusa obpasoBaHus. Mpu cTaHfapTHO OKpacke rema-
TOKCUNMHOM-303MHOM K/IeTOUYHbIA cocTaB AMJ1, 6efHOIA
XWPOBON TKaHbIO, N NOYEYHON KapLuMHOMbI HEOTANYUM.
Ons guddepeHunanbHOM AMArHOCTUKU HeobXogumo
UMMYHOTMCTOXMMMUYECKOE nccnegosaHune. Hannyume no-
NOXWUTENbHOW oKpacky Ha HMB45 n menaHuH A cnyxuT
AnarHocTnyeckum mapkepom AMJI1 1 No3BONAET UCKNIO-
YMTb NOYEYHOKNETOUHbIN pak [4]. OgHako 6uoncus moy-
KW MOXET BbITb 0CTOXXHEHA KPOBOTEYEeHNEM U3 06MIbHO
BacCKynspusoBaHHoin AMJ1 unu guccemmnHaumen KnetTok
MOYEYHON KAPLLMHOMBI.

Peakoli f06pPOKaYecTBEHHOW OMYyXONbl MOYEK £AB-
naetca oHkouumTOMa. MNpu Ty6epo3HOM CKiep3e OHa
BCTpeyaeTCA yalle, 4eM B nonynayuun. OHKouuTOMa npe-
UMYLLECTBEHHO COCTOMUT M3 3NUTENNOUAHBIX KNETOK U
ABNAETCA [OOPOKAYECTBEHHOIA.

K pefKvM HeonyXxoneBbiM MOPaXeHWAM NOYEK OTHO-
CATCA COCYAUCTbIE AMUCNNA3UN, MOPOKN NOYEYHON TKaHW,
mMembpaHo-nponudepaTUBHbIA rnoMepynoHeppuT, o-
KalbHO-CErMEeHTapHbI FN1OMepPynoCKNepo3 n Heponm-
Tna3. ®oKanbHO-CerMeHTapHbIli F1OMEPYNOCKNEPO3 BO3-
HWKaeT Nocne YaCTUYHON MW TOTaNbHOW HEPPIKTOMUM
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BCMeACTBME TuneppunbTpaLum B OCTaBLIMUXCA Hedpo-
HaX U BefeT K NPOrpeccupyrolemMy CHUXEHUIO Mnoyey-
HOM YHKUMN.

bonbHble Ty6epo3HbIM CKNepo3oM npeApacnono-
XXEHbl K pasBUTWIO Hedponutmasa. lMocnefHuit vacto
pasBmMBaeTcqd Ha (DOHe MpuemMa MPOTUBOCYAOPOXKHOIO
npenaparta TonMpomara, KOTOpPbIA MHIM6MpyeT Kap6o-
aHrnapasy, 4To BefeT K CHUKEHMI0 9KCKpeLun uutpara.
Opyrum pakTopoM, yBennymBat LWL MM PUCK Pa3BUTUSA He-
(hponuTmMasa, CNY>XXMUT NOAUKUCTO3 NOYEK, MPU KOTOPOM
HapyliaeTcs YHKLMA KaHanbLeB, YTO BeJeT K runoyu-
TpaTypuu v runepkansunypuu [5].

Mpn conocTaBneHUN MONEKYNAPHO-TEHETUYECKNX
nccnefoBaHuil U KNMHUYECKUX NPOABAEHMWIA NaTON0rnm
noyek OTMe4YeHO npeobnagaHne myTtayuii B reHe TSC2
(50,1 %) Hag TSC1 (24,4 %) (tabn. 12.3). ¥ 16,9 % 60nb-
HbIX C TUNUYHON KNUHUYECKON KapTUHOI Ty6epo3HOro
CK/iepo3a He BbiiBNEHbl CTaHAapTHbIe MyTauuun. Mpu Ha-
nmymun nonumopgusma B reHe TSC2 numeeT mecto 6onee
fobpokayecTBeHHOe TeyeHUe 3aboneBaHu.

[eHoTMN npu Ty6epo3HOM CKepo3e CyLleCTBEHHO
BAMAET Ha (PEHOTMMMYECKUE MNPOABAEHWNA MOYEYHOTrO
nopaxeHus [18]: npu myTaummn reHa TSC2 kuctol u AMIJI
6biBalOT 60nee KPYyNHbIMU, Yalle nopaxarwT 06e Noyku,
yauwie BcTpeyaetcd couetaHne AMJT n KACT. BonbHble, He
MMeKLWmMe TUMUYHbBIX MYTaLuii, Mo BbIPaXXEHHOCTH Ku-
HUYECKUX NPOSBAEHNI MOYEYHOW NaTONOrMN 3aHUMAIO T
NPOMEXYTOYHOE MOMOXEHNE MeXAY NalueHTamu ¢ My-
Tauumamu s redax TSC1 n TSC2.

Takum 06pa3omM, pe3ynbTaTbl MONEKYNAPHO-TEHETU-
4YecKOro MccrefoBaHna CNyXaT BaXHbIM MPeauKTOpOM
nporHosa sabonesaHms.

AMJ1 valie n B 60NbLIEM KOIMYECTBE BCTpeYyarTCca y
XKEHLUH, YEM Y MYXUMNH, B TO BPEMS KaK pasBuTme KUCT
He 3aBUCUT OT Nona. Y XXEeHLWNH Takxe 60/ee 4acTo Bbl-
AsnaTca AMJ1 B 06enx noykax u couetaHme AMJ1 ¢ ku-
ctamu (tabn. 12.4).

BonbHble Ty6epo3HbIM CKNepo30oM TpebylT perynsap-
HOF0O MOHUTOPMPOBaHMA COCTOAHUA MOYEBbIBOAALLEN

MopaxkeHne noyek

Tabnmua 12.3

CpaBHUTeNbHAs XapaKTepucTMKa nopaxeHus nouek npu Tybe-
pPO3HOM CK/lepOo3e B 3aBUCMMOCTM OT reHoTuna [19]

HegnddepeH-
MyTauma MyTayma uUupoBaHHas
TSC1 TSC2 myTayms
(»»=36) (n=75) (» =23)
AMN 8(22,2%) 45(60%) 11(7,8%)
1 5(625% 1(22%) 2(8,2%)
2-4 2 (25 %) 1(2,2 %) 0
>4 1(12,5%) 43(95,6%) 9(81,8%)
[ByCTOpOHHee
rnopaxeHue 2(25%) 44 (97,8%) 9 (81,8 %)
KneTsl 6 (16,7%) 23(30,7%) 6 (26,1 %)
1 4(66,7%) 7(30,4% 0
2-4 0 2(8,7% 2(33,3%)
>4 1(16,7%) 13(56,5%) 4 (66,7 %)
[iBycTOpOHHee
nopaxeHue 1(16,7%) 12 (52,2%) 4 (66,7 %)
AMJT YKUCTbI 2(5,6%) 19(25,3 %) 0
MoueuHasn
KapuyuHoma 1(2,8%) 2(2,7%) 0

cucTembl: o 5-netHero Bo3pacta Y3 noyek 1 pa3s B rog,
flanee nNpu HOpMabHbIX flaHHbIX Y3 — 1pa3 B 2 rofa, a
npun sblasneHun AMJT unm kuct — 1 pas s rog. Npu nogo-
3peHUN Ha MOYEYHOKETOYHbIV pak — MPT ¢ KOHTponem
1pa3 B 6 Mec. MK Yale No nokasaHWaM. Mpu 6bICTPOM po-
CTe MHOXeCTBEHHbIX AMJ1, NONNKNCTO3e — PerynapHblii
KOHTPO/b DYHKL MW NOYEK N apTEPUANbHOIO JaBNeHNs.

JleyeHne nopaXkeHM No4vek

KoHcepBaTuBHas Tepanus 3a6oneBaHMit Mmoyek Ao
HefaBHEro BpeMeHM 6Gblina TONbKO CUMNTOMATUYECKON:
NOCTOAHHbI NPUEM TUNOTEH3UBHbLIX cpeAcTB (nMpena-
patamu Bbi6opa 6bIMM MHTMGUTOPbLI AHFTMOTEH3UH-Npe-
BpaljarouLero gpepmMeHTa M 610KaTOPbl PELLENTOPOB aH-
rMoTeH3nHa-1), NOCMHAPOMHAA Tepanusa XPOHWYECKOMN
noYyeyHO HEAOCTAaTOYHOCTH, a B Aa/bHellleM XpoHUYe-
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Tabnuua 12.4

BAvsAHue nona Ha NnopaxeHne noyek Npu Ty6epo3HOM cK/iepo3se
(19

My>XUnHbl  XKeHLW K HbI

(rr=68) (r =66)
AW 25 (36,6%) 39 (59,1 %)
1 1 (4%) 7(17,9%)
2-4 1(4%) 2(51%
>4 23(92,0%) 30 (76,9%)
[lBycTOpOHHee nopaxeHue 23 (92 %) 32 (82,1 %)
KucTsl 15 (22 %) 20 (30,3%)
1 4(26,7%) 9 (45 %)
2-4 2(13,3%) 0
>4 8(533%  10(50 %9
[lBycTOpOHHEe nopaxeHue 8 (53,3 %) 9 (45%)
AMJ1+ KNCTbI 7 (10,3%) 17 (25,8%)

CKWIA remofmnanns u TpaHcnnaHTauusa. Xupypruyeckas
TaKTMKa B OTHOweHUn AMJI 6bina BbIXXWAATENbHOW U
3aK/iyanacb B TOTaNbHOW UAWM YaCTUYHOW HedpaKTO-
MUWN MPU MacCUBHbIX AMJT UK NPU XU3HEYTPOXalo WX
KpoBoTeyeHUaxX. NMocnefHee gecaTuneTne NoAXoAbl Kak K
KOHCEpPBATUBHOMY, TaK U XUPYPTUYECKOMY IeHEHUIO CY-
LW,eCTBEHHO U3MEHUNUCD.

MpuneyeHMMAMIJT B HacToALLEe BPEMSA NPUOPUTETHBI
MeHee MHBA3MWBHbIe OpraHocoxpaHsawwmne metogbl [4, 5].
Xunpypruyeckas TakTUKa C BbDKUATeNbHOW CMeHuUnach
Ha ynpexalLwy: NPUMeHA0TCA CeNeKTUBHas apTepu-
anbHas am601M3aLns, BbiNONHAeMas Npyu aHruorpagpuu,
paguoyactoTHad unu Kpuogectpykuma AMJ. 9Tu MeTo-
bl UMEIOT MEHbLUA PUCK OCMNOXHEHWA, MaKCUManbHO
COXPaHAT PYHKUWOHUPYIOL YO NapeHXumy u fawoT
BO3MOXHOCTb NPefoTBPaTUTL KPOBOTEYEHWE N3 COCY 0B
AMJ1. CenekTnBHasa aMb601mM3aLna NpoBOAUTCS C UCNONb-
30BaHMEM pPa3NMUHbIX MaTepuanoB: abCoNOTHbIN cNupT,
yacTuubl MOAMBUHWNOBONO CAUpPTA, XenatuHoBasa ryo6-
Ka un ap. [8, 9]. HegoctaTok ee COCTOUT B BO3HUKHOBEHUMU
60NMbLWIOro 06beMa HEKPOTUUECKNX MacC, Bbi3blBaKOLLNX
TaK HasblBaeMblii MOCTIMBGONN3ALUOHHBIA CUHAPOM:

MopaxkeHne noyek

6011 BXXUBOTE, TOWHOTA, pBOTA. J/leueHne NnocTamb60In-
3alMOHHOT0 CMHAPOMa 3aKnwyvaeTcsd B OLHOKPATHOM
BBeleHUN NpefHM3010Ha 250 Mr/m2(MakcuManbHas gosa
260 Mr) c mocnefylwmM HazHayeHuem MNpefHU30N0HA
BHYTPb 2 MF/KF/CyT Ha 2 AHS C NocneAytloLlleil nocTeneH-
HO OTMeHOI B TeyeHue 2 Hegd. [20]. MpoBegeHue cenek-
TUBHOI 3M60M3aLNN CNOCOBCTBYET YMEHbLUIEHWIO pas-
MepoB AMJ1, ee CKIepO3MPOBaHUIO W B fanbHellweM, npu
HeobxogmmocTu, 6onee Nerkomy ee onepaTMBHOMY yfja-
neHmto. OTKpbITas onepayua NpUMeHseTcs B TeX Cnyya-
AX, KOrga jpyrue Metofbl He MOryT 6bITb MCMONb30BaHbI:
npu OCTPOM MAacCCUBHOM KPOBOTEYEHUU, HEKOHTPONU-
pyemoii apTepuanbHOW TUNepTeH3NN, CBA3AHHOW C He-
DYHKLMOHMPYIOLW el NOYKON.

Bnarogaps M3y4yeHuto peryavpyrouei ponm 6enkos
TybepuHa u ramapTuHa B reHese onyxoneobpasosaHus
(pocT n nponndepaLma KNeTOK U UX BbDKNBAEMOCTb) B
CBA3U CUX CynpeccuBHbIM aelicTBueM Ha mTORI-thakTop
CTano BO3MOXHbIM MpUMeHeHne nHrnbutopa mTOR pa-
namMuumMHa Npu nevyeHumn Ty6epo3HOro ckneposa. B Ha-
cToAlee BPEMS NPOXOAAT MY/NbTULEHTPOBbLIE UCCNEAO0-
BaHMA NO NMPUMEHEHWIO MpenapaTtosB panaMmuuyunHa npu
AMJ/1 nouek. Mo pesynbTaTam uccnefoBaHuii, y 601bLWUH-
cTBa 60MbHbLIX, NONyYaBWNX NpenapaTbl panamMmuynHa B
TeyeHue 1 rofa, CywecTBEHHO YMEHbWUANCL pasMepsl
AMJ1 (Ha20-80 %0T UCX0HbIX BennuuH). losanogbupa-
nach C Uefblo JOCTUMXKEHUSA KOHLLEHTPALUKN B CbIBOPOTKE
KpoBu 5-15 Hr/mn. Yepes rog nocne oTMeHbl npenapara
y 60nbWIMHCTBA NaLMeHTOB cpefjHue pasmepbl AMJ1 yBe-
nMynnunch Ha 28-86 % 0T NCXOLHON, XOTA Y HEKOTOPbIX
60NbHbIX YMeHbLUEHNE Pa3MEPOB OMNYX0/IN COXPaHANOCH
nnocne oTMeHbl Tepanuu [21].

B HacToAlee Bpems BeAyTCa 3KCMepuMeHTaNbHble pa-
60Tbl N0 NeyeHUto Ty6epo3HOro ckaeposa npenapatamu
NHTepdepoHa [22],aHTUTeNaMu K pakTopam pocTa (aHTu-
VEGF u gp.) Apyroit noTeHynanbHoO rpynnoii npenapa-
TOB MOTYT CTaTb MHIMOUTOPLI PapHe3nn-TpaHchepassol,
KoTopas Heobxofuma Ans aktmeauum Rheb-thakTtopa —
rNaBHOTO perynstopa KWHa3HoW akTuBHocTn mTOR.
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Mpu coyeTaHHOU MyTauuu B reHax TSC2 n PKD1 Bo3-

MOXHO N3yyeHue felicTBMNA NpenapaToB, HanpaBieHHbIX
Ha YMeHblUeHne pocTa KNCT B Noykax. KHUM oTHOCATCA
aHTaroHUCTbl Y2-pelenTopoB Ba3onpeccuHa (Tonean-
TaH), MOAYNATOPbI KNeTO4YHOro romeoctasa Ca++ (Tpun-
TONNA), UHITMBUTOPOB TUPO3UHKWHA3LI (POCKOBUTUH),
aHanoros comaTtocTaTuHa (OKTpeoTung).
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NM®AHTNONTENOMMNOMATO3
NErKnNX

N.3. CTenaHsH, M.H. KoBanesckas

rnaBa

NumgaHrnoneiommomatos (JTJAM) — pegkoe 3aboneBa-
HWe Nerknx, KoTopoe MOXeT pa3BuUTbCA 6e3 ABHON Mpu-
YUHLI UKW B pamKax HacfeACTBEHHOro 3abonesaHns —
Ty6epo3Horo ckneposa. PacnpoctpaHeHHoCTb JIAM
cocTtaBnfeT 1Ha 400 OOOB3pOCAbIX XeHWWH. Cpeaun nuy,
c Tybepo3HbiM cknepo3om JIAM o6HapyxuBakT B 30-
40 % OnucaHbl egUHUYHbIE cnydau JIAM, accouuunpo-
BAHHOTO C TY6epO3HbIM CKNEPO30OM, Y MYXUYUH U feTeil.

B 2010 r. 66110 ony6nMKoBaHO PyKOBOACTBO MO Aua-
rHOCTUKe U nedyeHutio JIAM, paspaboTaHHOe rpynmnoi
aKcnepToB EBpoMneiickoro pecnupatopHOro obuiectsa
Ha OCHOBE MPUHLMNOB A0Ka3aTeNbHOW MeanLuHbl [1].

KnnHnyeckue npoasneHns

JTAM nposBnseTcs MNporpeccupyrowein ofblLKON,
NOBTOPHLIMW MHEBMOTOPAKCamMu, HaKOMNeHWEM Xnes-
HOro BbINOTa B MONOCTU MAEBPbI U PeAKUMU 3NN30[aMU
KpoBoXapKaHba. BHeneroyHas numdageHonatma u pas-
pacTaHus KMCTO3HbIX Macc, KOTOpble MPUHATO Ha3blBaTb
AMM@aHrnoneioMmomammn, MOryT NPpUBOANTb K HapyLle-
HUIO LUPKYNALUN NUMdbl B GPIOLWHON NONOCTN U Tas3o-
BbIX OpraHax. ¥ 60nbHbIx JIJAM yacTo BcTpeyatotcs AMJI
NnoYeK N MeHUHrnomsbl. NMpoasneHnsa JIJAM v Temnbl Npo-
rpeccMpoBaHna 3HaYNTENbHO BapbUPYIOT, UTO 3aTPYAHA-
eT onpefeneHne nporHosa 3abonesaHuns.

AvarHoctunka

[varHo3 yctaHaBnMBalOT Ha OCHOBaHWW pe3y/nbTaToB
6Moncum nerknx, 3KCTpanyfnbMOHaNbHbIX AMMGaTnye-
CKMX Y3710B M TMM{aHTNONEOMUOM UK COYETaHUA Xa-
paKTepHbIX NPOSBAEHNA 60N€3HN U KAPTUHbI U3MEHEHW
B nerkmx Ha KT Bbicokoro paspeweHus (KTBP). Muctono-

JNumcaHrnoneioMnomaros nerkmx

rMYecKnii fMarHo3 OCHOBbLIBAeTCA Ha XapaKTepHOoWh mop-
thonorun knetok JIAM un pesynbTataXx UMMYHOTUCTOXM-
MWYECKUX MCCNefoBaHUA: NONOXKNTENbHOW peakuuun Ha
aKTUH rnagkux moeiwy 1 HMB45-aHTuTena. Y naumMeHTOB
C MHO>XECTBEHHbIMU KUCTaMU NEerkux ycTaHoBneHune
anardosa/IAM To/nbKo Ha ocHOBaHMM Kap T uHbl KTBP co3-
faeT pUCK AMArHOCT MYeCKux ownbok. Huxe npusegeHsbl
KaTeropun BepoOATHOCTU AmarHosa JIAM, cpopmynupo-
BaHHble B PykoBoacTBe EBpOMeiickoro pecnupaTopHOro
oblecTBa No gnarHocTuke u nevyenuto JIAM [1].

OnpepgeneHHblit JIAM:

B XapakTepHas WAW CXOfHAas KapTWHa W3MeHeHWN B
nerkux Ha KTBP u csoiicTBeHHas JIAM natonorumye-
CKasf KapTuHa B 6uonTaTte erkoro nau

m XapakTepHas KapTUHa U3MeHeHWli B nerknx Ha KTBP
B COYETaHWW C OAHWUM W3 ClefylOWNX MPU3HAKOB:
AMJ1 B nOYKax, XMNe3Hblii BbINOT B NAEBPaNbHOW MK
6pHOLWHON NONOCTW, NUM(aHrnoneioMmoma MnmM No-
paxeHue JIAM numdaTryecKux y3nos, onpefencH-
HbI/i U BEPOSATHLIN TY6EPO3HbIA CKIEPO3.

BeposiTHbIi JTAM:

m XapaKTepHble KAPTUHA U3MEHEeHW B nerknx Ha KTBP
N KNMHWYEeCKOe TeueHne 601e3HN nnn

m cxofgHas ¢ JIAM KapTuWHa WM3MEHeHWI B Nerkux Ha
KTBP B coYyeTaHUu C OGHUM U3 ClefyroWwmnx npusHa-
KoB: AMJ1 B MOYKax, XMe3Hblii BbINOT B N1€BPanbHONM
Unun GPILWHON NOAOCTH.

B0o3MO>KHbIii JTAM:

B XapaKTepHas WM CXOAHas KapTUHA W3MEHEeHui B
nerknx Ha KTBP.

B cnyyasax Hanuunsa y naymeHToB Ty6epo3HOro ckie-
po3sa JIAM pacueHNBal T Kak acCoOLMUPOBaHHbIV C HUM, B
NPOYMX CAyyasax — Kak cnopagnyeckuii. NMpueegeHHble
Bbllle AnarHoctmuyeckue kputepum JSIAM NpUMEHUMBI
TONbKO Y XXEHLWMNH. Y MYXUYNH acCOLMMPOBaHHbIN C Tybe-
PO3HbIM CKNepo3oM u TeM 60nee cnopaguyeckuii JIAM
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KpallHe pefoK, NO3TOMY TaKoW [fMarHO3 MOXeT 6biTb
yCTaHOB/IEH TO/MIbKO HAa OCHOBAHWMW COYeTaHWA Xapak-
TEPHON UM CXOQHON KapTUHbI U3MEHEHWUI B NerKMX Ha
KTBP u cBolicTBEHHO JIAM NaTO/MOrMYeCKOM KapTHbI B
6uonTtate nerkoro. AunarHos JIAM, ocobeHHO B cnyyasx,
KOrfia OH BEPOATEH UMW BO3MOXEH, TPebyeT NCKIOYEHNA
anbTepHaTMBHbIX 3ab0neBaHW, XapaKTepusyrolmxcs
KWCTO3HbIMW N3MEHEHVNSAMM B NETKNX.

FucTonornyeckne KpUTEPUU [UATHOCT UKU.
JIAM xapakTepusyeTcsi ABYMS TWNamMu U3MEHEHUI: Ku-
CTamMu; MHOXECTBEHHOW Yy3enKoBOW mnponudepayuneit
He3pesibiX FNagKoOMbILWEeYHbIX KNeTOK W MepuBacKynsap-
HO PacnofioXXKeHHbIX 3aNMTENNOULHbBIX KNeTok (puc. 13.1).
O6a TMNa U3MEHEeHW coyeTalTCsH B Pa3IMYHOM COOT-
HOLWEHWNN 1 Ha paHHel cTagnmn 3a6oneBaHna MOryT 6biTb
mMano3aMmeTHbIMU. B cnyyasax oGHapyXeHus TUNUYHON
nponudepanmmn HespenbiX rNagKOMbILEYHbIX N 3NnTe-
NUONLHBIX KNEeTOK BHE HOPMalibHbIX MbILIEYHbIX CTPYK-
Typ, codyeTatouieiica ¢ GopmMnpoBaHueM KWUCT, BKyne c
XapakKTepHbIMK cumnTomMamu 1 KTBP-KapTUHOW pyTUH-
HOW OKpacku npenapaTtoB reMaTOKCU/IMHOM M 303NHOM
06bIYHO ObIBAET [OCTATOYHO A8 NOCTAaHOBKMU JMarHO-
3a. IMMYHOTMCTOXMMMUYECKME UCCNef0BaHNA Ha aKTUH
rnafgkux mbliwy, gecMud 1 HMB45 gatoT LeHHyto gonon-
HUTENbHYIO MH(OpMaLMnio, 0COBEHHO BaXHY npu pa-
60Te C MmaTepuanom, NOMYYEHHbIM NyTemM TPAHCOHPOHXMU-
anbHON 6uoncuun. Bpeaknx cnyyaax peakyna Ha HMB45
MOXET 6blTb OTPULATENbHOW, HO HaM4Yne XapakTepPHbIX
rMCTONOTMYECKMX MPU3HAKOB flaeT OCHOBaHWe yCTaHo-
BUTb AnarHo3 JIJAM. B nogo6HbIX cayyasx koppenayus
C KNuHuYyeckumu nposeneHuamu u KTBP-kapTuHOiA
MoBbIWAET AOCTOBEPHOCTb AMarHosa. MNMpumMepHo B Mo-
NOBUHE CNy4YaeB MMMYHOTMCTOXMMUYECKNE METOALI NO-
3BONIAIOT BbIABUTb PELLENTOPbI K 3CTPOreHam u/unm npo-
recTepoHy.

PeHTreHonornyeckne KpUTEpuUN UATHOCT UK.
KTBP pekomeHAyeTCA Kak MeTOf Ny4eBON AUArHOCTUKM
M MOHWTOPWHTA N3MeHEHU Npu Anddy3HbIX 3a60nesa-
HUAX Nerknx, sknwoyas JIAM. KNcTo3Hble U3MEHEeHNA B

JInmhaHrnoneiiommomartos nerkmx

Puc. 13.1. TUCTONOrMYECKUiA
npenapat 6uonTtata nerkoro
nauneHTKNn co crnopaguye-
ckum IAM

NerkKuX TUNUYHLI 4na JJAM 1 nmetoTca y BCeX NaLneHToB
(puc. 13.2). X BHEWHUI BUS, pa3Mepbl U KOHTYPbl MOTYT
BapbupoBaTb, 06bIUHbIA fUaMeTp KNCT 2-5 MM, HO MOXeT
pocturate n 30 MM. Knuctbl 06bIYHO MMEKT OKPYrayto
thopMy N paBHOMEPHO pacnpeAenstoTCA B HOPManbHOM
napeHxume nerkmx. TonWMHa CTEHOK KUCT OBbIYHO He
MpeBblLaeT 2 MM, HO MOXET JOXOANTL 10 4 MM.
MauveHTam npu nopospeHnn Ha JIAM cnepyet Bbl-
nonHATe KTBP fierknx ¢ ncnofb3oBaHMeM TOHKOMO nyuy-

Puc. 13.2. ®parMeHTbl KOM-
NbOTEPHONA TOMOTpamMmbl
0praHoB rpyfHOW KNeTkKu na-
LMEHTKN CO cnopagnmyeckum
nMMmdaHrnoneinommomaro-
30M, OCNOXHEHHbIM XWNOTO-
pakcom
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Ka KONAMmaumum n BbICOKOrO anropnima o6beMHON pe-
KOHCTPYKLMNU.

BbifaBneHne Tyb6epo3HOro ckneposay nauueH-
ToBCANMGaHrnoneiomnuomMmaTo30M. Y MaynmeHToB
CSABHbIM cnopagnyecknum JTJAM MoxeT 6biTb BbISBNEH TY-
6epo3Hblii cknepo3. MocKoNbKy heHOTUN Ty6epo3HOTO
CKnepo3a o4eHb BapnabeneH n B 2 cnyyaes BO3HMKAET B
pe3ynbTaTe CNOHTAHHbIX MyTaLwnii, 3a60n1eBaHne 4acTo
He [MarHocTupyeTcsa. Y nauueHTOB C MPOABNEHUAMMU
NIAM Heob6xoAuM Tl aTenbHblA CH6OpP KakK MepcoHasb-
HOro, TaK M CeMeHOro aHamHe3a, HampaBfieHHbIl Ha
BblfiBIeHWEe NPU3HaKoB Ty6epo3HOro ckneposa. O6cne-
JOBaHWe AO/KHO BKOYATb OLEHKY KOXMW, CeTY4aTKN 1
HEPBHON cuCTeMbl cneynanucTammn, 3HaKOMbIMU C NPO-
ABNEHUAMMN TYy6Epo3HOro ckneposa. B COMHUTENbHbIX
cnyyvaax TpebyeTca KOHCYNbTauua KNIMHUYECKOTO reHe-
TuKa.

Mcecnegosanne yHKuMn fbixanus. [MokasaTenu
O®B1 n thakTopa nepeHoca CO (TLCO) npu JIAM Kop-
penupytoT ¢ KT-KapTUHOA M TMCTONOTNYECKUMUN n3Me-
HEHUAMMN NETrKUX N MEHATCA NO Mepe NPOrpeccupo-
BaHWA 3abonesaHns. OTknoHeHns TLCO, BbifiBNSEMble
no cpaBHeHnto ¢ OPBl y 6onblweil yacTu nNayneHTOs,
cnyxaTt Hambonee YyBCTBUTENIbHbIM WHAUKATOPOM 3a-
60neBaHNs Ha paHHeil cTaguun. Temnbl cHUWXeHns TLCO
n O®PB1 wunpoko BapnabenbHbl Y OTAENbHbIX MaLNeHTOB
M He MOTyT 6biTb MCMONL30BaHbLI A4NA NPOrHO3MPOBaHMWA
KNNHWYECKOTo TeyeHns 3abonesaHms. B 6onblwimnHcTBE
cnyyaeB cTaHAapTHOe YHKLWOHaNbHOe nccnefgoBaHune
NOBTOPAKT KaxAble 3-6 Mec. Y nmayueHToB cO cTabub-
HbIM TeYyeHneM 60MIe3HN NHTepBan MeXAy UccnefoBaHu-
AMMN MOXeT ObITb YBE/INYEH [0 roja.

WccneposaHne rasoB apTepunanbHoil Kposu. Ap-
TepuanbHad rMNOKCeMMa 4acTo BCcTpevaetca npu JIAM.
lMokasaTenu rasoB KpoBW y NayuMeHTOB C IETKUM U yMe-
PEHHO BblpaXeHHbIM 3a60neBaHneM He [006aBNAIOT NO-
Ne3HoW WHMOpPMaLWM K [aHHbIM MY/bC-OKCUMETPUN.
PesynbTaTbl, NONyYeHHblIE NPU MepBOHa4YalIbHOM UCChe-
[0BAHUWN, MOTYT CNYXUTb 419 OL,eHKW pa3BuTus sabone-
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BaHWA, onpefeneHna NoKasaHuii Ans OKCUreHoTepanuu
1, 0COBEHHO, OLeHKN (DYHKL MM TpaHCNaaHTaTa.

Oxokapauorpauyeckoe onpefeneHue AaBneHus B
Nero4yHoOM apTepumn MOXeT 6bITb BbINOSIHEHO Y MaLMeHTOB
CTAXeNblM 3a60/1eBaHNEM, HYXAAOWNXCA B ANTENbHON
oKkcureHoTepanuu. N3mepeHue faBneHUs B NerOYHON
apTepun Heo6XOAMMO Yy NauWeHTOB, HYXAAKLWMUXCH B
TpaHcnnaHTauuu Nerkux.

BbiaBneHne JAM B rpynnax pucka. OanTenbHblit
nepuoj Mexay nosiBfieHnemM nepBbiX CUMNTOMOB U yCTa-
HOB/IEHVWEM JuarHosa no3BonseT npegnosaraTtb, 4TO BO
MHOTux cnyvaax JJAM nu6o He gmarHoctupyetcs, nuéo
OWMNBOYHO pacleHnBaeTCa KakK [pyroe 3abosnesaHue.
Paf npocTbix Mep, BKAWOYaKWNX WHHOPMMUPOBaHUE O
cMMNTOMax MHeBMOTOpakKca, 0TKa3 OT MCNO/b30BaHuUA
3CTpPOreH-cofepialiux npenaparos, BakynHaLno npo-
TWB BMpyCa rpunna v NMHEBMOKOKKA, 0TKa3 OT KypeHus,
MOXEeT 6blTb MOSIE3€H A1 NaLNEHTOB.

Cpean BCEX XEHLWMNH C TY6epo3HbIM CKNepo3oM y 26-
39 %MMeTCA KNCTO3HbIE N3MEHEHUS Nerknux, CBOMNCTBEH-
Hble JTAM. Y 60/bLWIMHCTBA U3 HUX OTCYTCTBYIOT CUMNTO-
Mbl 1ero4yHoro 3abonesaHma u aHamHes JIAM. M0OCKONbKY
BpayebHbI/i OCMOTP, peHTreHorpad@usa rpyAaHoin KNeTkn v
nccnefosaHne PYHKUUN AblXaHUA MOTYT HE BbIBUTb Ma-
TONOTUU, XeHWMHAM C TY6epOo3HbIM CKIEpo30M Npu no-
ABNEHUN PeCnMPaToOPHbIX CUMNTOMOB, MPUPOAa KOTOPbIX
He MoHATHa, nokasaHa KTBP opraHoB rpyaHoil KneTku.
MayneHTkam ¢ AMJ1 noyek Heo6xoaMmo o06cnegoBaHue
4NS BbIABNEHUS Ty6epo3HOro Ckieposa W, B CAy4ae ero
NoATBEPXAeHMsA, goobcnesoBaHne Ha npegmeT JIAM.

MPOrHo3 1" MOHUTOPUHT TeYeHNs
ﬂVIMCbaHFVIOI'IeVIOMVIOMaTO3a

NAM npu Ty6epo3HOM CKfiepo3e 06bIYHO XapaKTepu-
3yeTcA MeHblUel TSXeCcTblio U npoTekaeT 6onee 6naro-
NPUATHO, Yem cnopaguyeckuii. NMpegnKTopbl TeYeHUS
NIAM rnaBHbIM 06pa3oM OTpaXKakwT CTeMneHb BbIpaXKeH-
HOCTW M3MEHEHWN Ha MOMEHT YCTaHOBNIEHUS AMarHos3a,
KoTOpas n onpejenaer NPoLO/HKNUTENbLHOCTL XXU3HU Na-
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LUEeHTOB. JIy4ylwnmMuy TeKyLW UMK nokKasaTenaMm nporpec-
cnpoBaHuMsa 3a60neBaHUA U BbIXKMBaHUA NaLWeHTOB CNy-
xaTt TLCO 1 O®B1.

Temnbl NporpeccnpoBaHns 3a6osieBaHUA MOTYT ObITb
OUEHEeHbl Ha OCHOBAHWW pe3ynbTaToB (YHKLWOHaNb-
HbIX MccneaoBaHuUiA, NOBTOPAEMbIX KaXble 3—6 Mec. Ha
NPoOTSHXKEHUN MepBOro roga HabnwgeHua u B nocnegy-
lowem — Kaxable 3-12 Mec. B 3aBUCUMOCTUN OT TAXKECTH
M BbICTPOTLI NporpeccupoBaHusa. lMayneHTbl c Tybe-
PO3HbIM CKNepo3om M JIAM 1 U3HavyanbHO HOpPMasbHOW
(DYHKLMWEN Nerknux nocne nNepBoro roja HabnwaeHns He
HY)X[JalTCa B PerynspHom HabnwogeHnn nynbMoHoora
N MOHWUTOPWUHTEe (YHKLMOHaNbHbIX MokasaTenei. He-
06X0AMMOCTb PerynsapHoro HabnwaeHua M QyHKLMO-
HaNbHOrNo MOHUTOPWHIA BO3HUKAET B C/lyyae NOABMEHUA
pecnupaTopHbIX CUMNTOMOB. Bpauun, Habnw gatowme na-
LMWEeHTOB C Ty6EpO3HbIM CKNEpO30M, U caMy MayuneHTbl
LOMKHblI 6bITb MHPOPMUPOBAHLI O HEOHXOAMMOCTU 06-
paweHnsa KNynbMOHONOTY B C/lyyae NosB/ieHUs pecnupa-
TOPHBIX CUMMTOMOB.

Y nayueHTOB C MPOrpeccUpyroW MM TeyeHnem Tybe-
po3Horo ckneposa u JIAM perynapHoe HabnwgeHue un
MOHWTOPUHT Moka3aTenein HyHKLUMN fblXaHUA HEOBXO-
OVWMbl AN CBOEBPEMEHHOTO BbIIBIEHUS UBMEHEHWUIA, Tpe-
6yl mnx BMewaTenbcTBa. ¥ nayneHToB € Ty6epo3HbIM
ckneposom n JIAM  MUHUMaANbHO BbipaXeHHbIMU CUM-
nTomMamu puck Taxenoro JIAM 3HauyMTeNbHO MeHblLUeE,
Yyem nNpu cnopagmyeckom 3abonesaHnu.

OcnoXHeHnd

JTAM co3gaeT MOBbIWEHHbIA PUCK Pa3BUTWUA MHEBMO-
Topakca. MpumepHo y 40 % nayneHToOB 3TO NepBoe Npo-
ABNeHWe 3abonesaHus, B 66 % cnydvyaeB MHeBMOTOpakc
BO3HMKaeT Nnocne ycTaHOBNEHUA AnarHosa. YactoTa no-
BTOPHbIX MHEBMOTOpPAKCOB npu JIAM cocTasfiseT 0K0ONo
75 %. lMayuneHTOK KakK co cnopajuyeckum, Tak u c JIAM,
accoLMMpPOBaHHbIM C Ty6epo3HbIM CKNepo3oMm, crefyet
npefynpexpaarb 0 BO3MOXHOCTU BO3HUKHOBEHUA NHEB-
MOTOpakca U 0 He06XOAMMOCTU CPOYHO 06pPaTUTLEA 3a

NumdaHrnoneiommomaTtos nerkunx

MeANLUMHCKON NOMOLLbIO B Clyyae NOSBIEHUA €ro npu-
3HaKOB.

Puck pa3sutuna nHeBMOTOpaKca MoOBbILWAETCA BO Bpe-
MS BO3[YLWHbIX Mepenetos. Bo3fylwHble nepeneTbl He
NPoTMBOMOKAa3aHbl NayueHTam cO Cnopaguyeckum u
n TJAM, accounmpoBaHHbIM C TY6EpPO3HbIM CK/IEPO30M,
npu xopowen GYHKUWM nerkmx. MayneHtam ¢ ganeko
3awefwum 3abonesaHnem Bo BpeMs nepeneta Heo6xo-
AWMa KucnopopgHas nojfepxka, Kotopas Takxe nomo-
XeT fierye nepeHecTn NHEBMOTOPAKC B CNyvae ero pas-
BUTMA. lMauneHTaMm C HanuyMem MnHeBMOTOpakca Waun
nepeHecLW UM ero B TeYeHMe npeabiaylero Mmecaua ne-
peneTbl NPOTMBONOKA3aHbI.

XunoTopakc npu JIJAM MoXeT npoTekatb nouTn b6ec-
CUMMTOMHO, HO MOXET U NPUBOAUTb K BbIPaXEHHOW
ofblwKe. MauneHTaM C XUIOTOPAKCOM Ha3HauvawT 6e3-
XUPOBYIO AueTy ¢ fo6aBneHnemM TPUTNULLEPUAOB Cpej-
Hero pasmepa. Boibop BMelmaTenbcTBa A9 NeYeHUs CUM-
nTOMaTU4YecKn MaHU(pecTHOro xunoTopakca NpPoBOAAT
WHAUBUAYANbHO C y4eTOM 06bemMa BbINOTa, CKNOHHOCTH
K peyninBMpoBaHnIo, COCTOAHMNA MaLueHTa U BO3MOX-
HOCTK TpaHCnnaHTauum nerknx B ygyuiem.

JleyeHue

B cBA3nM c pegkocTtbio JIAM KOHTpO/iMpyemble uUC-
cnefoBaHna 3MheKTUBHOCTWM NlevyeHus 3aboneeaHus
He nposoaunuck. Moffepxusatolas Tepanua 6PoOHX0-
NUTUKAMMN U KUCNOPOLOM HanpasfieHa Ha YMEHbLUEHUNE
06CTPYKLNN GPOHXOB U TMMNOKCEMUMN. Y MEHbLUEHUS Bbl-
pabOTKN 3CTPOreHOB AOCTUTAKOT yAaneHnem Hajnoyeu-
HUKOB, MPUMeHeHNeM TaMOKcugeHa, NporectepoHa wu
rOHafo0TPONUH-PUNU3UHT TOPMOHa, OAAHAKO fl0Ka3aTe b~
Has 6a3a aP(HEeKTUBHOCTM TaKOTO IEYEHUSA OTCYTCTBYET.
Xupypruyeckue BmellaTenbCcTBa MPOBOAAT B cay4vaax
pasBUTUA MHEBMO- U XUN0TOpaKca.

HepaBHee OTKPbITME aHOMANWA FeHOB KOMMNAeKca Ty-
6epo3Horo ckneposa 1/2, NpuBOAALLNX K KOHCTUTYLU-
OHHOW akTmBauum mTOR, Nocnyxmno o60CHOBaHUEM
4N NpUMeHeHUs y nauueHToB ¢ JIAM n AMJ1 UHTU6Kn-
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TopoB MTOR, B TOM 4Yuc/ie cCMpOIMMYycCa U 3BepoiuMyca
[2- 6].

MayunenTtam ¢ JIAM, Kak un ¢ gpyrummn 3a6oneBaHu-
AMWN Nerkmx, He0o6xo0AMMO HanNnoOMMHaTb O MOMb3e NOA-
flep>XXaHna HOpManbHOW Macchl Tena n oTKasa OT Kype-
HUA.

BepeMeHHOCTb CO3/jaeT NOBbILWEHHbIi PUCK Pa3BUTHA
nHeBMoOTOpakKca U xunotopakca npn JJAM. MauneHTsbl ¢
M3HayanbHO HU3KMUMW NOKasaTeNsiMU NEero4yHon (yHK-
LM MOTYT He MEPEHECTU 3TUX OCNIOXKHEH WU B CyYae Ux
BO3HMKHOBEHWSA BO BPEMA BEPEMEHHOCTMU.

Mpuem 3cTPOreHoB MOXEeT BbI3BaTb MpPOrpeccupoBa-
Hue JIAM nerkux. XeHwuHam c JIAM cnepyet nsberatb
npvema 3CTPOTeHOB, BK/IKOYasA KOHTpaLenTUBbl U 3ame-
CTUTENbHYIO Tepanuio.

MHrcmaumoHubele 6poHxoannaTaToOpbl. Yer-
BepTb NayuneHToB ¢ JAM no cTaHAapTHbIM 06bEeKTUBHbIM
KPpUTEPUAM OTBEYalT Ha WHranAUuMOHHbie BPOHXOAM-
natatopbl. lMayuneHTam Cc 06CTPyKUMel fblXaTeNbHbiX
nyTei yenecoobpasHo NpobHOe Ha3HavyeHNe 6POHX0AM-
nataTopoB, U B ClyYae HacTynneHna s ekTa ux npume-
HeHue cnefyeT NPOAOIKUTD.

MporecTepoH. PesynbTaTbl pafa HabnwogeHnin no-
Kasanu, YTO y HEKOTOPbIX NaLMeHTOB TaKoe neveHune ad -
(heKTUBHO. MMpUMeHeHNe NporecTepoHa y nawunMeHToB ¢
6bICTPO nNporpeccupytolwum 3abonesaHnem, Kak npasu-
no, He flaeT pesynbTaTa.

Mpoune aHTMICTpOreHHole cpefcTea. B page
HabnaeHnn onmcaH ahheKT 00POP3IKTOMUM, TAMOKCH-
(heHa M arOHWCTOB FOHAAOTPONUH-PUANZUHT TOPMOHa.

MHrmbunTopbl mTOR. Hacnegyembie MyTaLuu reHoB
TSC1 1 TSC2 BbI3bIBalOT TY6EPO3HbIN CKIEPO3, B TO BpeMsA
KaK npuobpeTeHHble (COMaTUyeckne) myTtaLuu accoLm-
npyrTca co cnopaguyeckum JJAM. Mpu JIAM npoucxo-
OVUT KOHCTUTYTUBHaa akTusauna mTOR. Basyx npocnek-
TUBHBIX OTKPbITbIX KNMHUYECKNUX UCCNef0BaHNAX OblN0
nokKa3aHO yMeHbl eHne o6bema AMJ1 nog BAMSAHUEM UH-
rmbutopa mTOR cuponumyca [2,3]. leiicTBre MHIrM6UTO-
pa mMTOR Ha QYHKLNIO NETKNX HE U3y4eHO. UIHrMbuTopsl
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mTOR B 6yayweM MOryT HaliT NPUMEHEHUE B IEYEHUN
NAM.

MHrnéutopsl mTOR He cnyXat npenapatamu nepBo-
ro Bbl6opa npu AMJ1 noyek, X MOXHO NPUMEHATbL BCre-
LManmM3npoBaHHbIX KITMHUKAX Y OTAENbHbIX NaLMeHTOB C
BblpaXXeHHbIMKU cuMnToMamu AMJT unu Hannumem NUM-
(haHrMonelioMMoOMaTO3HbIX Y3/10B, He NOANeXalux apy-
roOMy fIEHYEHUIO.

HecmoTpa Ha OTCYTCTBME JOCTAaTOYHOIO ONbITa NPU-
MeHeHUa nHrn6utTopoB mTOR, nayveHTam ¢ GbICTPbIM
yXYAWeHneM QYHKUWW Nerkux Wau HapacTaHuem Bbl-
pPa>XeHHOCTU CMMMNTOMOB BO3MOXHO WX Ha3HayeHue B
cneunanu3MpoBaHHbIX LEeHTpax nocne TuwaTenbHOM
OLEeHKN COOTHOLWEHUSA pucKa 1 nonb3bl. B nepuopg neyve-
HUA MHrn6utTopamm mTOR Heo6XO0ANMO Tl ATENbHO Cle-
OVTb 32 NEPeHOCUMOCTbLIO npenaparta U Kaxfible 3 Mec.
KOHTPONMpPOBaTb MOKasaTenn PyHKUMmM abixaHnus. Cpasy
Xe rnocne BKNOYEHUA NMaLneHTOB B 04epeab Ha nepecaj-
Ky Nerkux nevyeHne nuHrnémtopamm mTOR Heo6x04UMO
npekpatuTb [1].

TpaHcnnaHTauusa nerknx. MoTpebHOCTb TpaHC-
nnaHtTauum BO3HWKaeT NPU HanWuyUuW TUMOKCEMUWN B
NOKOe, TAXENOM HapyleHnn PYHKLUU Nerkux u He-
nepeHocumocTun Harpy3ku (I wan IV pyHKLMOHaNbHO-
ro knacca NYHA). ¥ nauneHToB cTapwe 65 net TpaHc-
nnaHTayuo NPou3BOAAT B UCKIOYUYNTENbHbLIX ClyYanx.
TpaHcniaHTauua Nerkux y nayueHToB, paHee nofjsep-
raBlInMxca TopakasbHbIM oOnepaumam, cBA3aHa C Tex-
HUYECKUMMN CNOXHOCTAMU U 60Nnee BbICOKMM PUCKOM
KPOBOTEYEHMA BO BpeMA onepauun. PaHee nepeHeceH-
Hble NeBpofes Uan NNeBpPaKTOMUA y nayneHtos ¢ JIAM
He cnyXaT NpTWBOMOKa3aHWeM AN TpaHCnaaHTauum
nerkux. TpaHcnnaHTauuio Nerkux y nayueHTos, nepe-
HecWw X NNeBpojes Wav NneBpakToOMuio, BO n3bexaHune
NNEeBPOreHHbIX OCNO0XHEHWA HYXHO NPOU3BOAUTHL B
LeHTpax, UMerLWwunx onblT paboTel ¢ JJAM. OgHONeTHAS
BbI)XKMBAEMOCTb MalMeHTOB MOC/Ae TpaHCcnaaHTauuu
nerkux no nosogy JIAM coctaBuna 86 %, 3-netHaa —
76 %, 5-neTHAda —65 Y@
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Mpun JIAM BbINONMHAKT Nepecajgky Kak ofiHOro, Tak u
060oux (vawie) nerkmx. Mocne 4BYCTOPOHHENR TpaHCMNaH-
Tauuu 3HauYuTenbHee ynyywaeTca QYHKUUS Nerkux u
MeHee BblpaXeHbl 0C/IOXHeHNs JIAM.

MayneHTaMm ¢ Ty6epo3HbIM CKNEPO30M W TAXENbIM
JNAM npoBOAUN yCNewWHble Nepecagkn nerkux. Cneun-
(hnUyHble 4N Ty6epo3HOro ckneposa Npobaemsl He ycTa-
HOB/EHbI, HO MaLMEHTbI CTY6epo3HbIM CKIepo3om n JIAM
06bIYHO MMET 60Mblie COMYTCTBYOLWMNX 3a601eBaHWIA,
YeMm naymneHTbl co cnopagnyeckum JIAM.

Y nayuneHToB ¢ JJAM MCNOMb3YIOT Te XKe PEeXUMbl UM -
MYHOCYMNpPecCcuu, 4yTo N nocne TpaHcnaaHTaLum no noso-
0y Apyrux 3aboneBaHuid.

Passutune JIAM B nepecaxeHHOM /1IErTKOM Noc/ie 0fHO-
CTOPOHHEW WNM ABYCTOPOHHEN TpaHcnAaHTauum npo-
NCXOAUT PefKO M 06bIYHO HE NPOABAAETCA CUMNTOMAMK.
Peunguns JIAM He BNUAET Ha Bbi>)XKMBaHWe Mocne TpaHc-
nnaHTayunm.
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MOPAXEHWE OPIrAHOB
XENYJOYHO-KULWIEYHOTI O
TPAKTA, 3HAOKPVHHOW
N KOCTHOW CUCTEM

M.FO. lopocheea 1 4

rnaBa

M3MeHeHNa B opraHax »Xenygo4YHO-KWLWEYHOro TpakTa
npu Ty6epo3HOM CKnepo3e pa3Hoo6pa3Hbl, BCTpeyalT-
CA OTHOCUTENbHO 4acTo W MPOABAAKTCA MaTonoruel
POTOBOI NONOCTW, NeYeHU, Cene3eHKN, NOAXeNyA0UHON
Xenesbl M NpAMoi Kuwku [1].

Han6onee TUNMUYHbIE HapyLWeEHWA, BbISBASEMbIe NPK
nccnesoBaHNM poTOBOW MONOCTW, — Y3710Bble OMYX0/K,
hnMb6poOMbl MAKM NanuanomMbl. NaBHbLIM 06pa3om OHU No-
Kann3yrTca Ha nepefHeM Kpae [leCeH, NPenMyL,ecTBeH-
HO Ha BEPXHEW YentoCcTU, HO TakXe BCTPeyYarTCa Ha ry-
6ax, cnu3nMcToil 060/M04YKe LWEK, CMUHKe A3blka U HEGe
(puc. 14.1).

Mvnepnnasns feceH, KoTopas ABNAETCA MNOBGOYHBIM
apchekTOM npenapatoB PEHWTOMHOBOTO psija, Npume-
HAEMbIX ANS NeYeHWs napuuanbHbIX 3NUNENTUYECKUX
npUCTYynoB Npn Ty6epo3HOM CKnepo3e, MOXeT MacKupo-
BaTb ()MOGPOMBI fleceH, XapaKTepHble A48 3TOro 3abonesa-
HUA, n/nnn yckopaTb ux pocTt [2].

JedekTol amann 3y60B 0TMeYalOTCA NPakTUYeCcKn y
BCeX 60/1bHbIX TY6epOo3HbIM CKNepo3oM. OAHO U3 Hau-
6onee TUMWYHBIX HapyweHUin — gedekT amann 3y60B
B BMAeE yrny6neHunit, 4ncno KOTopbiX BapbupyeT oT 140
11 Ha kaxgom 3ybe, BcpegHeM No 3yrny6neHns Ha Kax-
Abll 3y6. MpenMyL,ecTBEHHbIX 30H OKanM3aLnm aaH-

Puc. 14.1. dnbpoma feceH
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Puc. 14.2. AHTUOMUOIUNOMbBI NeYEHN

HbiX fileheKTOB He onpeaenseTcsa. Bo3MOXHbI HECKONb-
KO BapuaHTOB fe(eKTOoB 3manu 3y60B: HebonbLue
AMOYKUN, HeBUNMbIe 6€3 yBean4YeHWA, 0KONO 4 MKM
B fiamMeTpe: AMOYKN B amanu 3y6os Ao 60 MKM B fua-
MeTpe; KpaTepoob6pasHblie yrnyb6neHms B amanum 3y6os,
BUAWMbIe HEBOOPYXEHHbIM rnasom, okoso 100 MkMm B
nunameTpe.

MMetoTCcA eguHUYHbIE Nny6nnkauum o pubpomartos-
HbIX OMYXO0NAX ropTaHu, rNOTKW W NULieBoAa, rmnonna-
3UM M HEMHKANCYNMPOBaHHbIX MUKpPOafeHOMax Noaxe-
NYAOYHOW Xenesbl, FeMaHTMOMax ceneseHkm [2].

Mpwn Ty6epo3HoM cknepose y 25 % 60OMbHbIX B neye-
HW NOABNAIOTCA OAUHOYHbIE UM MHOXeCTBEHHbIe AMJI
n nunomsbl (puc. 14.2). B nogxenyao4Hoi xenese AMJ/
BCTpeyvatoTca pexe (puc. 14.3) [2,3].

M3MeHeHNA B KWW eYHUKe Npu Ty6epo3HOM CcKie-
po3e MNpPOABAAKTCA rNaBHbIM 06pa3oM peKTanbHbIMK
nonunamm, KoTopble BCTpeYa TCA, N0 faHHbIM pa3HbIX
aBTopo., B 50-78 % cnyyaesB. Kak npaBuno, pektanbHble
nonunNbl BbIABAAKTCA Y 60/1bHbIX cTapwe 20 net. Monun-

Puc. 14.3. AHrummonunoma
noaXXenyo4HOW xenesbl

[MopaxkeHne opraHoB Xeny[0UYHO-KULLEYHOro TpakTa...

Mbl Yalie MHOTOYNCAEHHbIe, PO30BOT0 LBeTa, pasMepom
2-4 MM. JloKanu3yrTcs B NPSMONA KULIKe, NpenmyLie-
CTBEHHO Y aHOPEKTalbHOro coeAnHeHns. KnnHunyecku
OHW 6eCCMMNTOMHbI U NN b B OTAENbHbLIX CAYYasX BO3-
MOXHbl 6011 nNpu gedexkaunu. B 60NbLWINHCTBE Cyyaes
peKTanbHble NONNMbI LUATHOCTUPYOTCA NPU NanbLeBoOM
nccnefoBaHUM NPAMOM KWWKWM W C NMOMOLWbI MHCTPY-
MEeHTaNbHbIX METOAOB MCCNefoBaHUA (PEKTOPOMAHO-
CKOMWUW, KONOHOCKONWUW, KOHTPACTHOW peHTreHorpapum
npAMOUi KULIKK).

Monunbl Npn TYy6epo3HOM CKNepo3e 06bIYHO NPOTHO-
CTUYeckn 6naronpuaTHbl. BmecTe ¢ Tem ob6HapyxeHue
nonunos obycnoennsaeT HeEO6XOAMMOCTb MPOBEAEHUSA
onddepeHyManbHOro AnarHosa ¢ pasNMyYHbIMU HOBO-
06pa3oBaHNAMMN, B YACTHOCTWN C MHOXECTBEHHbIM MeTa-
nnactuyeckum nonunom. OfHako MeTannacTuyeckui
nonun 6onee NNOCKNIA, HeM MUKPOTamapTO3HbIli nonun,
XapaKTepHbIii 4na Ty6epo3HOro ckneposa, pefKko 6biBaeT
MHOXECTBEHHbIM U NO LBETY He OTNYaeTcs OT CNU3M-
CTOW NPSAMOW KULIKW.

OvchyHKUMA XK ene3 BHYTpPeHHER Cekpelunm Bo-
3HWKaeT BCMeAcCTBMe pocTa onyxonei [4]. Haubonee
yacTto npu Ty6epo3HOM CKepo3e o6HapyXuBaeTcs na-
TONOTMA HafNOYeYHUKOB, MPOABAAIOLLAACA Yalle BCEro
AMJ (y 25 % 601bHbIX). Pexxe BCTpeyaloTCa OfAMHOYHbIE
AN MHOXEeCTBEHHbIe afileHOMbl KOpbl HaAMOYe4YHUKOB.
B efMHMYHBIX Ny6AMKALUAX OMUCaHbl afeHOMbl LWiK-
TOBUJHOWA Xene3bl, TMNEPTUPEONAN3IM WAN TUNOTU-
peonansM, npexeBpeMeHHOe MOM0BOe CO3peBaHue u
AvaHuedanbHbIi CUHAPOM, HecaxapHblii anabert, ru-
nepnponakTUHEMUS U HEJOCTAaTOYHOCTb MNU M36bI-
TOYHOCTb FOPMOHA poOCTa, rMnepnapaTupeongnsm. He-
peaKo AMCHYHKLMNA Xene3 BHYTPEHHER cekpeuun npu
Ty6epo3HOM CKNepo3e HOCUT NN POTrNaHAYNAPHbINA Xa-
pakTep [1,4].

MaTonorns KOCTHOW CUCTEeMbl BCTpeyaeTca Yy
40-50 % 60NbHbIX TY6EPO3HbIM CK/IEPO30M U NPOSBAA-
eTcd yyacTKaMu CKiepo3a KOCTeil CBOAa Yepena, valie
B IOGHOW NN TeMeHHOW KocTaX. OHM 06bIYHO BbIABAA-
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HUI Y KPeCcTLOBO-NOAB3AOWHOIO COYNEHEHUSA. YHACTKM
CKneposa, pacnonoXeHHble anddy3HO nNo nepugepun
Ta30BblX KOCTEM, NUMET NJ0X0 OYEepPUYEHHble FpaHuLbl,
BCNEACTBME YEro MOTYT 6bITb OWIMGOYHO NPUHATHI 38 Me-
TacTasbl 0CTe061aCTOMbI.

Matonornyeckne obpasoBaHUsA, CBA3aHHbIe C Tybe-
PO3HbLIM CKNEPO30M, B KOCTAX KOHEYHOCTEN OTNNYAIOT-
cA 0T 06pa3oBaHMWii BAPYTMX YacTsAX CKeneTa, npeacTas-
NeHbl yYacTKaMMn KUCTO3HOTO paspexeHuns (puc. 14.4) un
4yacTo coyeTalTCA C NepuocTanbHol (HAAKOCTHUYHOM)
JOMONHUTENbHOW HOBOW KOCTbIO. KMCTO3Hble 06paso-
BaHWA NPenMMyl ecTBEHHO BCTPeYarwTCA Ha pyKax K
BbISIBNAKOTCA Ha (panaHrax nanbleB B paHHEM AETCKOM
Bo3pacTe. Hao6opoT, NnepuocTanbHble LONONHUTENbHbIE
KOCTU NOSABNAOTCA B 3pe/loM BO3pacTe M BCTpevarT-
€Sl yalle Ha NAOCHEBbIX KOCTAX, YeM Ha MACTHbIX. OHK
NAOTHblE, CONUAHbIE U WMEKT XapaKTepHbl BONHU-
CThIA KOHTYP.

MopaxeHune pebep MANUHHBLIX TPy6YaTbiX KOCTel 4NA
Ty6ep0o3HOro ckneposa HexapakTepHo [5].



BO3MOXHOCTMHN
K ->r MATOFEHETUYECKOW TEPANW
M.FO. lopoheeBa

Ty6epo3HbIil cknepo3 —3aboneBaHne C LUMPOKUM CMekK-
TPOM K/AMHWUYECKMX NPOABNEHWUI, COMPOBOXAALLe-
ecs pasBMTWEM OMyXofel pasAMyYHbIX NOKanu3sauunii.
eHbl Ty6epo3HOro ckneposa TSC1/2 B HOpMe ABAAKOTCSA
eCTECTBEHHbIMU TFeHamMu-cynpeccopaMu ONyX0NeBOro
pocTa; B pe3yfibTaTe UX NOBPEXAEHUA NPOMCXOAUT aK-
TUBaLMS NyTU cUrHanbHoW nepepaum PIBK/Akt/mTOR.
[aHHbIA KacKaj CNyXMWT KIKYEBbIM PErynsTopoM pocTta
nnponugepaLnmn KNeToK; BMHOTOYUCIEHHbIX NCCNe0-
BaHMAX MOKAa3aHO, YTO MMEHHO 3TOT MYTb CUTHaNbHOMN
TPpaHCAYKUMU — KNOYEeBOE 3BEHO naToreHesa Tyb6e-
pO3HOTO ckfepo3a. J/lekapCTBeHHble npenapaTbl, NHIU-
6uTopbl MTOR, nocne MXx BCECTOPOHHEr0 M3Yy4YeHUs B
KNAWHWYECKNX WCCNefoBaHMAX MOFYT cTaTb OCHOBOM
naToOreHeTUYeCKOn TapreTHOM CUCTEMHON Tepanun Ty-
6ep0o3HOro ckaeposa.

MoaxoAbl K MaTOreHeTUYecKoli Tepanum
Ty6epo3HOro cKkaeposa

Pa3BepHyBLIMeCs B NOCNeHMe JeCATUNeTUs aKTUB-
Hble MCCNe0BaHNS MeXxaH3Ma OnyXxoneBoi TpaHcdop-
MalLuu NPUMBENM K UAEHTUHUKALUMN PAAA CUTHANbHBIX
nyTeil, OTBETCTBEHHbIX 3a perynsyuto nponugepa-
LMW OMYXONeBblX KNeTOK. MHULUUpPYyeMble POCTOBbI-
MU (QakTopamMu, rOPMOHAMM WU LUUTOKMHAMU, Takue
CUTHaNbHble MYTU, KaK NpaBWIO, HauMHAKTCA C TU-
PO3MHKMHA3HOTO Kackaja W 3aKaHYMBAOTCA aKTu-
BalMeil pas3nMUHbIX CEMENCTB TPAHCKPUMLMOHHLIX
(aKTOpOB, KOHTPONMUPYIO LW NUX 3KCNPECCUI0 TeHOB Kie-
TOYHOTO fieNeHns. BbisiBNeHMe TaKUX aKTUBUPOBAHHbIX
Npu KaHLeporeHese CUrHaNbHbIX NyTeil U NojaBneHue
MX aKTUBHOCTM CNYXUT OJHOM M3 aKTyaNnbHbIX 3afay co-

B0O3MOXHOCTN NaToreHeTUYeCcKoli Tepanun

BPEMEHHOW CUCTEMHO TapreTHoil Tepanun. OnncaHue
KN04YeBON ponu B matoreHese Ty6epo3HOro ckneposa
Kackaga nepegauu curHanos PI3K/Akt/mTOR, oTBeT-
CTBEHHOrO 3a WHTerpayuto nNponndepaTuBHbIX CTU-
MYNOB W aKTMBaLWIO TpaHCcAAuWKM 6enkos, MO3BOANO
cCnnaHMpoBaTh W HavyaTb KJAMHWUYECKME UCCNefoBaHuA
no nM3yyeHuo 3 HeKTUBHOCTU MHIMBUTOPOB MTOR B
KayecTBe npenapaToB NaToreHeTUYeCKON Tepanuu Ty-
6epo3HOro ckneposa.

PanamuumnH, megmnatop cuHTe3a 6enkos, ABNAeTCH
WHTMOBUTOPOM NYTW CUTHaNbHON TpaHcayKuunm mTOR
W MMeeT NpAMOe BAMAHNE Ha Helipodu3nonornyeckume
npouecchl. Takxxe panaMmuuynH BAUAET Ha MEUNPOBaH-
Hoe MTOR nofgaBneHne TpaHCAALUKU Yepe3 peLenTopsbl
K TANLUHY U Tamma-amuHobyTmpoBoi kucnoTte (GHR/
GABA-R). [lOKAWHNYECKNE WCCNefOBaHUA Ha MbllU-
HbIX MOAENAX U paHHWe KAWHUYEeCKUe nccnesoBaHuns
panamuuuHa U ero akTUBHOrO aHanora 3Beponumyca
(RADO001) npofeMOHCTPUPOBANU WX MNOTEHLMWANbHYIO
TepaneBTWYECKYH 3HAYMMOCTb Npu Ty6EPO3HOM CKie-
po3e. PanamuuyuH n ageponumyc (RADO01) okaszanuchb
BbICOKOCMELUMUYHBIMN U 3PPEKTUBHBIMWN B OTHOLL €-
HUWM MHrubumposaHms nytu Akt/mTOR, a Takxe oka-
3blBaNN TepaneBTWYeCKOe BO3JeliCTBME B OTHOLEHUN
pa3MepoB M MUeNUHU3ALUN HEeWPOHOB (B MblLIMHbIX
MOfensx); pesynbTaTbl uccnefoBaHuii yb6egntenbHo no-
Kasanu TepaneBTUYeCKME BOZMOXHOCTM panaMuLmHa un
3BEpoONMMYycCa B 1eYeHNn Ty6epo3HOro cCkaeposa, B TOM
yucne accouMMpoOBaHHbIX C TYy6EpO3HbIM CKIEPO3OM
3a60neBaHNiA TONOBHOIO MO3ra M MHPAHTUNbHbLIX CNas-
MOB. MHrmbutopsl mTOR MOryT Hopmanu3oBaTb Ha-
PYLWEHHYIO Npu noTepe PYHKLWUN FEHOB Ty6epo3HOro
CKNepo3a akTUBHOCTb KUHa3bl MTOR; aHanorn panamu-
LMHa MOTYyT 6bITb 3D (DEeKTUBHBI B IEYEHUMN Pa3NNUYHbIX
nposBneHUn Ty6epo3HOro ckneposa, BkAtouyas C3IrA,
KOXHble naMmeHeHus, JIJAM, AMJI, NOYEYHOKNETOUHbI
pakK M NONIMKWUCTO3 MoYeK, a TakXe CBA3AHHbLIX C Ty6e-
PO3HbLIM CKNEpPO30M 3MUAencumn, yMCcTBEHHOW oTCcTano-
cTn 1 aytmsma [1].
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B0O3MOXHOCTM NaTOreHeTUYECKO Tepanuu
cy63ner,M|\naanb|x TMraHTOKNETOYHbIX
acTpoLMTOM, acCouMNPOBaHHbIX

C Ty6epo3HbIM CK/1EPO30M

Y 60NbHbIX Ty6epo3HbiM ckfnepo3om C3rA BcTpe-
yalTCcsa ¢ yacTtoToil 5-20 % CIrA npepacTtaBnset coboit
MeANeHHO pacTyLW Yy FMNOHERPOHaNbHY0 OMYyX0/b, He-
CNocobHY0 KCNOHTaHHOM perpeccuun. OnNyxonb 06bIUHO
pacrnofiaraeTcs B HeNocpeACTBEHHOW 61M30CTM K OTBEP-
CTN0O MOHpPO, POCT ONYXO0/IN CBA3aH C PUCKOM pa3BuTuA
oCTpoi rugpouedanum, nocnefcTemus KOTOPOW MoOryT
6bITb paTanbHbIMK. [lo NOCNE[HETO BPEMEHWN €UHCTBEH-
HbIM cnoco6om neyeHus CIMA 6bina Xxupypruyeckas
pesekuusa. OcobeHHOCTU nokanusauumm CIFA genatoT
XUpypruyeckoe BMellaTeNbCTBO 3aTPYAHUTE/bHbIM, a
yfaneHue onyxoiu cCBA3aHO C BbICOKUM PUCKOM pasBu-
TWA MHTPa- W NOCNeonepaLuoOHHbIX OCNOXHEHWNI 1, TeM
He MeHee, He WCKNoYaeT BEPOATHOCTb MPOLOJIXKEHHO-
ro pocta uau peumgusa onyxonum. MHrnoutop mTOR-1
Komnnekca ageponumyc (RADO0L) koppeKTupyeT cneym-
hnuecknini MONeKynapHblil AeteKT, Bbi3biBalOLW M 3a60-
neBaHue Ty6epo3HbIM CKepo3oM. VimeloTca oTAeNbHbIe
coobuieHns, 4yTo nogasneHne mTOR NPUBOANT K YMEHb-
weHnto obbema onyxoneit uau crabunusayumm CIMA,
AMJ noyek, aHrnopubpom nuua, JJAM [2]. PaHee Tak-
Xe coobujanocb 06 aKTUBHOCTW APYroro uHruéutopa
mTOR, panamMmuynHa, B oTHoweHnn CIrA. ABTOpbl Npu-
BOAAT faHHble 0 5 naumeHTax ¢ COrA, accouMMpoBaHHOM
C Ty6epo3HbIM CKNEPO30OM, KOTOpPbIE MOJlyyanu Tepanunio
panamuuMHOM B fo3e 15 Mr/mM2exeaHeBHO. Y BCex na-
LMEHTOB B pe3ynbTaTe IeYeHNA OTMEYEHO YMEHbLLEHUe
o6bema onyxonu, B cpefHeM 06bemM YMeHbLUACH Ha
65 %, BO BCeX MATW cny4yaax yfanocb nsbexaTb BbINo-
HEeHWA XuWpypruuyeckoro Bmewartenbctea [3]. B gpyrom
co06LlWEeHNN NPUBOANTCA KNNHNYECKOe HabnogeHne 3a
O4HUM NaLuUeHTOM, KOTOPOMY paHee ABaX/bl BbINOMHA-
nu cy6TOTanbHYH pe3eKL MU0 ONYyX0an roflIoBHOr0 Mo3ra.
MauneHTy 661710 NOKa3aHO WYHTUPOBaHUE, OfHAKO yCTa-
HOBWTb NEPUTOHEaNbHbIW WYHT He MPeACTaBiAN0Ch BO3-

B03MOXHOCTU NaToreHeTUYecKom Tepanuu

MOXHbIM M3-3a BbICOKOrO COfepXaHua 6enkKa B CMUHHO-
MO3roBOM XWUAKOCTU. Ha hoHe Tepanun 3BepoaMMYyCOM
B fo3e 4,5 mr/m2 cogepxaHve 6enka cHusmnocb ¢ 1400
f0 489 mr/gn, 4TOo MO3BOMINNO YCTAHOBUTL LWYHT. MNocne
6 mec. Tepanuun 3BEPONNMYCOM YPOBEHb 6enKa CHU3UA-
cA [0 189 mr/gn, 0TMEYeHO yMeHblleHVe pa3mMepoB CArA:
HanbonblW N AnamMeTp ONyxonu cokpatunca ¢ 54 fo
38 mm [4].

S heKTUBHOCTL M 6€30MacHOCTb 3BepoinmMyca Ans
NneYyeHUs accoLMUpoBaHHbIX C Ty6epo3HbIM CK/epo-
30M TMTaHTOKNETOYHbIX acTPOLMTOM FOJIOBHOTO MO3-
ray naymeHToB cTapwe 3 feT (N =28) 6bina oueHeHa B
KnnHnyeckom uccnegosaHuu I—H dassl (NCT00411619
ClinicalTrial.gov). BuccnegoBaHue BKntoYanu nayneHToB
cTaple 3neT ¢ AuarHo3om Ty6epo3HOro ckneposa, ycra-
HOB/MIEHHbIM B COOTBETCTBUM C MOANMULMPOBAHHLIMK
KpuTepmamu Fomeca AN NO3UTUBHBIMU FTEHETUYECKM-
MU TecTamu, u nporpeccupytowmumm CIrA (poct pas-
MEPOB OMYX0NU MOATBEPXEH cepueii He meHee 2 MPT),
OfiHAKO 6€3 KMCTO3HbIX U3MEHEHWI B FONIOBHOM MO3re
WU [EeKOMMNEHCUPOBaHHON rugpouedannun. 3Beponun-
MyC Ha3Hauyalu exeAHeBHO BHYTPb B Hauya/lbHOW fAo3e
3 Mr/mM2 Kotopas Morna 6blTb MOAUGULMPOBaHA 40 A0~
CTUXEHNA KOHLeHTpauuu npenapata B niasme 5-15 Hr/
M. QPHEeKTUBHOCTb OLEHWBANN MO W3MEHEHUI 06b-
ema onyxonn C3rAyepe3s 6 mec. Tepanuu npenapatom (c
LLeHTpaNn30BaHHbIM MEPECMOTPOM faHHbIX MPT), Takxe
OoueHWBanu BAMAHWE Mpermapata Ha 4acToTy CYAOPOX-
HbIX MPUCTYNOB, KAYECTBO XMU3HU, HEPOKOTHUTUBHY O
thyHKumnto. Beero ¢ suBaps 2007 r. no gekabpb 2008 r. B
uccnefoBaHue 6bI10 BKAKOYeHO 28 nauueHToB. Cpeg-
HWii BO3pacT 60NbHbIX B UCCnefoBaHny coctasun 11 net
(awanasoH 3-34 roga), 22 nayuneHTa 66111 MONOXe 18 1eT.
FeHoTMNMpoBaHMe 6biN10 NpoBefeHo y 22 (54%) nauneH-
ToB; MmyTauuu B TSC1 BbiiBNeHbl Y 4 601bHbIX, TSC2 —Yy
10 60NbHbIX, Yy 1 60/1IbHOTO He 6bl/I0 0OHAPYXEHO MyTa-
umnii Boboux reHax. MNpu oyeHke o6beMa onyxonu nocne
6 Mec. Tepanum 6b1/10 NoKasaHo, YTo y 21 (75%) nayuneHTta
0NyX0/b YMeHbLIMNNACL He MeHee YyeM Ha 30 %,y 9 (32%)



218

Ty6epo3Hblil CKIepos

nayneHtToB —6o0nee yem Ha 50 % OTMeuyeHOo, YTO Hanbo-
nee ObICTPOE yMeHblleHMe 06bema perncTpupoBanochb
B MepBble 3 Mec. Tepanuu, Npu nocneayrouemM npoaon-
XEHUUN NeyeHUs aPdeKT coxXpaHAncs Uam ycunueancs.
YMeHblueHne 06LLero o6bemMa onyxoneii BuccieaoBaHnm
6blI0 CTaTUCTUYECKM AOCTOBEpPHbIM (p <0,001), Takxe B
pesynbTaTe nevYeHUA OYEBUHO YMEHbLIAINCL NPOABIe-
HUA AUCNNas3uyu NapeHxXnmbl U rugpouedanuu. Y naym-
EHTOB B MCCMeA0BaHUN He 6blI0 OTMEYEHO MOSABMEHMWA
HOBbIX OMYXO0JIEBbIX 04aroB, HapacTaHusa rugpouedannu
NN yXY LW EHUA CUMMTOMOB, CBA3AHHbIX C MOBbILLIEHHbIM
BHYTPUYEPENHbIM [JaBNIeHNEM; KPOME TOr0, He BO3HWKNA
NoTPe6HOCTb BbINOAHATL XUPYPrUYECKYI0 pPEe3eKLunto
onyxonu. PacyeTHbI noka3aTeNb CPeAHEro eXerogHoro
M3MEeHeHUs 06bemMa ONyX0nn Ha hOHe NeYeHNa CoCTaBun
-0,57 cM3B rof No CpaBHEHWIO C aHANOTMYHbIM NMOKasa-
Tenem 6e3 neyeHus — +0,57 cm3B rog. LONoAHUTENbHO
6bl1 NPOBEAEH WUCCNEe0BaTENbCKUI aHANN3 U3MEHEHUSA
06beMOB N1€BOr0 U NPaBoOro XenyAoukos mosra. Cpeg-
HWI 06beM NIeBOr0 Xenyfouka A0 Hayana nevyeHus 6bin
15,5 cm3 uepe3 6 mec. — 12,3 cM3 1eBbIN Xenypouvek yepes
6 Mec. Tepanuu ymMeHblINACA BepefHem Ha 3,2cm3(oT-7,7
no 31,6). CpegHuili 06beM NpaBoro Xxenyfoyka o Havyana
nevyeHuns 6bin 173 cm3 yepes 6 mec. — 14,4 cm3 npaBblii
Xenygouek yepes 6 Mec. Tepanunm yMeHbLWWUICA B CPEefHEM
Ha 3,2 cm3(oT -4,8 fo 26,1). Tepanus 3aBepoaMMycom bbina
accoummpoBaHa CO CHUMXXeHWeMm 0OLieii 4acToTbl CyAo-
pPOXHbIX npuctynos (B cpeaHem -1 npuctyn,/) =0,02). Ha
MOMEHT BK/IlOUYeHUs B uccnefosaHune 23 (82%) nauueHta
nosyyanu nMpoTUBOINUAENTUYECKUE NpenapaThl; B Cay-
yasx, KorfafilaHHble npenapatbl nHayuuposanu CYP3A4,
UX MPUMeHeHVe B KOMOMHaLNWN C 3IBEPONUMYCOM NPUBO-
ANIO K CHVXKEHWNIO ero KOHUeHTpauuun. KavyecTBo XusHu
oueHnBann no 100-6annbHoit wkane QUOLCE (onmpoc-
HWKW NO KayecTBY XW3HW, NpUMeEHsAeMble Npu LEeTCKOM
anunencuun). bbiNno NokKasaHo, YTO KaYeCTBO XU3HU na-
LMEeHTOB Ha (hOHEe NeYeHNs B LLe/IOM XapakTepn3oBanoch
CTabUNbHbLIM yNy4YllEeHNEM: TaK, O Hayana nevyeHuns cpej-
HWI nokasatensb 6bin 57,8 + 14, yepes 3 Mec. NeyeHUa —
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63,4+ 12,4, yepe3 6 mec. —62,1 + 14,2. Heliponcuxonoru-
Yyeckoe TeCTUPOBaHWe 6bINI0 NPOBEJEHO Y 24 MaLMEHTOB,
ero BbINONHEHWEe B 60NbWNHCTBE CAyYvaes 6bl0 3aTpys-
HEHO M3-3a CHWXEHHOW cnoco6HOCTKU K 06y4yeHuWto, ay-
TW3Ma, 4pyrux pacctpoiicTs nosegeHus. Mo pesynbTatam
TeCTUPOBAHWSA He ObI/I0 OTMEYEHO N3MEHEHWIA BCNocob6-
HOCTW KOGYUYEeHUIO N 4PYTUM U3MepseMblM NOKa3aTenam.
Kpome aToro, y 13 n3 15 nayueHTOB C aHrnoubpomamu
nuua yepes 6 Mec. le4eHUs OTMEYEHO YMeHbLUeHNe pas-
mMepoB 06pa3oBaHUil. Tepanusa 3BepoNMMYyCOM XapakTe-
pusoBanacb pasBUTUEM KaK MUHUMYM OfHOr0O Hexena-
TeNbHOTO ABNEHUSA Y KaX0ro nawumneHTa, B 60/bWINHCTBE
CcnyyvaeB HexenatefbHble ABneHus 6ol |—H cTenexu
BbIPaXXEHHOCTU W COOTBETCTBOBA/IN W3BECTHOMY MNpo-
thunto 6esonacHocTu aBeponinmyca. Cepbe3Hble Hexena-
TeNbHble ABNeHUA Il cTeneHn 6bINN 3aperncTpupoBaHbl y
10 naymneHTOoB (EfMHMYHBIE CNyYan Pa3BUTUA CUHYCUTA,
NMHEBMOHUU, BUPYCHOTO GPOHXMTA, MHEKLNiA nonocTu
pTa, cTomMaTuTa, neiikoneHun), IV cteneHn —y ofHO-
ro nayuveHta (anunentuyeckuin npuctyn). CBA3aHHbIe
C uccrefgyemblM npenapaTtom HexxenaTenbHble ABNEHUA
11—V cTeneHn 6bIK 3aperncTpupoBaHbl Y 4 nauneHToB
(6ponxuT Il cTeneHn, nHesmoHua Il cTeneHun, psoTa
Il cteneHun, anunenTtuyeckuit npuctyn IV ctenenn). Uc-
cnefosaTenn NPULWIN K 3aKNOYEHUIO, YTO SIeYeHUe 3Be-
poNMMYyCcOM NPUBOLUO K 3HAYNTENIbLHOMY YMEHbLIEHUIO
o6bema onyxonu npu CIA, CBA3aHHOW C MOCTOSHHOW
akTuBaumeit komnnekca mTORI u accoumMnpoBaHHOW ¢
Ty6epo3HbIM CKNEPO30OM, a TaKXE 3HAYNMOMY CHUXKEHUIO
4acTOTbl CYAOPOXHbIX NPUCTYnoB. MocneaHuii ahekT
0C06EHHO BaXeH, T. K. JOCTUTaeTCA 3a cUeT MexaHusma
[eficTBMA 3BEPONINMYCA, OTIMYHOTO OT TPaAULMOHHBIX
NPoOTUBO3MUNENTUYECKNX NpenapaToB. CUCTeMHasa Te-
panus 3BepoNMMYCOM MOXET CTaTb MpUemMaemMon anbTep-
HaTWBON XUPYpruuyeckoi pesekuyumn. Pegykuns obbema
onyxonu Ha 30 %un 60onee ycTpaHAeT UNN CHUXAET PUCK
passuTus rugpouetdanun n MHBa3UMN B NapeHXUMy. Y He-
KOTOPbIX MayMeHToB Ha hOHE NeYeHns yaanocb 4OCTUYD
Hopmanusayum obbemaxenysouykos mosra [2].
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MonyyeHHble paHee foKasaTenbcTBa 3 PEKTUBHO-
cTn 3geponumyca npu C3rA 6binyn y6eanTeNbHO MNOA-
TBEPX/AEHbl B KNWHWYecKOM uccnegosaHuu Il dasbl
EXIST-1 (NCT00789828), nepBble pe3ynbTaTbl KOTOPO-
ro 6ol npefctaBneHbl Ha EBponeiickoM MynbTUAKC-
LMNNIVWHAPHOM KOHrpecce Nno OHKONOTMMWM B CeHTAbpe
2011 r. [5].

KnuHunuyeckoe wuccnegoBaHne NCT00789828 6binio
CNNaHMPOBAHO AN1A OLEHKMN 3 (heKTUBHOCTM 1 6e3onac-
HOCTKW 3BeponuMycay 601bHbIX Ty6epO3HbIM CKN1EPO30OM
c COrA. insaiin nccnegosaHna (4BOHOE cnenoe nnawe-
60-KOHTpONMpPyemoe) Nnpegnonaran feneHve nayneHToB
Ha ABe rpynnbl: B 04HON NauuMeHTbl NOoNy4Yann 3Beponun-
Myc, B fpyroin — nnaue6o. B uccnegosanune BkatoY4anu
60NbHbLIX C MOATBEPXAEHHbIM NO KpuTepuam [omeca
fnarHo3om Ty6epo3HOro ckneposa v NporpeccupyoLy el
C3rA pgunameTpom He MeHee 1 cm. lMporpeccupoBaHue
C3lrA nogTteepXpfann cepueil BU3yanusnpyoLwmnx uc-
cnefoBaHuii, B KTMHNYECKOE nccnefoBaHne MOrau ObiTh
BK/IIOYEHbl NaLuMeHTbl Kak C pacTylied onyxonbto, Tak u
C peynanMBOM OMYXONN MOCAe NPOBELEHHOTO paHee Xu-
pypruyeckoro nievyeHus. Npu BKIOYEHUU B UCCNeL0Ba-
HWe nayveHToB paHAOMM3NPOBASN B COOTHOWEHNUN 2:1 B
rpynnbl 3BeponmMmyca u nnawebo COOTBETCTBEHHO, CTpa-
Tuunkayuno nposoaunm no EIAED (enzyme inducing
antiepileptic drug — npoTuBOo3anNMaenTUYecKasa Tepanus,
MHAyUMpylowWwas (epMeHTbl; nonyvyanu/He nonyyanu
Tepanuto EIAED). 9BepoammMyc HazHayananm B HavyanbHOM
fose 4,5 Mr/m2B fieHb, fj03a Morna 6bITb CKOPPEKTUPOBaA-
Ha AN LOCTMXKEHNA TepaneBTUYECKOW KOHLEeHTpaLum B
CbIBOPOTKe KpoBM 5-15 Hr/mAn. Bxoge nccnefoBaHuns 4osy
3BeposMMyca MOrnu peayuuposaTb Mpu NPOABIEHUAX
TOKCUMYHOCTU. JleyeHne npojomkann f[o permcrpayunm
nporpeccupoBaHns AN NOABAEHNA NPU3HAKOB Hemepe-
HOCMMO TOKCUMYHOCTW, NauueHTbl rpynnbl nnaue6o
npu perncrtpayunm NpPorpeccupoBaHWs MOFIN NepenTn
Ha OTKpPbITbI/A NpWem 3BeponMMYyca W NPOAOIKUTL Ha-
6n10feHne B KNMHUYECKOM uUccnefoBaHunu. [lnsaiH nc-
cnefoBaHus npefcrasneH Ha puc. 151,

B0O3MOXHOCTM NaTtoreHeTMYecKol Tepanuu

Crpatugmkauma
no El

Puc. 15.1. Awu3aliH KAuMHW4eckoro wuccnegosaHus Il ¢a3sbl
EXIST-1 (NCT00789828)

BuccnegosaHuy oLeHMBanu cnegytolne nokasaTenu:

m OCHOBHOIi: yacToTa oTBeTa COrA. OTBET onpeaensnm
KaK YMeHbLlIeHWe CYMMbl 06beMOB TapreTHbIX 04aros
Ha > 50 % No CpaBHEHWUIO C UCXOAHLIM NPU OTCYT-
CTBUM YXY/LWEHNSA CO CTOPOHbI HETAPreTHbIX 04aros,
NoABMEHUSA HOBbIX 04aroB > 1cM B jnameTpe, nosaBsne-
HUS UK YXYALWEeHNa rugpouedannu.

m JlonoNHUTe/NIbHble OLEHWBAeMble MoKasaTenu: nime-
HEHUEe 4acTOTbl CyJOPOXHbIX MPUCTYNOB B TO4Yke 6
MecC. N0 CPaBHEHUIO C UCXOAHOI, Bpems A0 nMporpec-
cupoBaHusa C3MA, yactoTa OTBeTa KOXHbIX 04aros
(y naymMeHTOB C KOXHbIMW NPOABAEHUAMN).

m liccnepoBatenbCKuii OLeHWBaeMblli MoKasaTenb: 4a-
cToTa oTBeTa AMJ1 (y naymeHToB ¢ CarAun AM/).
Habop nayueHTOB npoBogunu c asrycta 2009 r

no ceHtabpb 2010 r. Bcero B nccnefoBaHne BKAOUYNAN

117 naynernToB ¢ COTAUN Ty6epO3HbIM CKIEPO30M, N3 HUX

B FPYNny 3BeponMmyca BKAKOUYNAN 78 6ONbHbIX, B Fpyn-

ny nnaue6o — 39 60nbHbIX. Nccnegyemble rpynnbl 6b1au

Xopowo c6anaHcMpoBaHbl MO BO3pacTy, Nony, Naowagm

NOBEPXHOCTU Tena, MposBneHuam 3abonesaHus. Cpea-

HWI BO3pacT 60/bHbIX B FPyNMe 3BepoinMyca CocTaBun

9,5 roga, Brpynne nnaye6o —7,1 roga, 601bWMUHCTBO Na-

LLMEHTOB, BK/OYEHHbIX B UCCnefoBaHue, 6611 B Bo3pac-

221



Ty6epo3sHblii cKnepos

Tabnnua 15.1

XapakTepucTuka gemorpaunyeckmx nokasaTtesneit naymneHTos,
BK/IIOYEHHbIX B uccnegosaHne EXIST-1 (NCT00789828)

3Beponmyc Mnauye6o
(n=178) (n =39)
Bo3spacrT, net, cpegHuit
(nHTepBan) 95(1,0-23,9)  7.1(0,8-26,6)
BospacT, %
<3net 17 18
OT1340 18 net 71 67
> 18 net 13 15
Mon, My>./>KeH., % 63/37 46/54
Paca, %
benble 94 92
YepHokoxwue 4 3
[Apyruve 3 5
Mnowazab NoBepxHOCTH
Tena, M2 cpefHsas,
(MHTepBan) 11(0,42-2,16) 1,0(0,40-2,14)

Te OT 3 fo 18 neT. XapakTepucTuka gemorpafuyeckmx
nokasaTefiel nauMeHTOB npeAcTaBneHa B Tabn. 151, xa-
pakTepucTuKa NposBaeHnii 3a601eBaHNA Ha MOMEHT Ha-
YyananeyeHma BuccnefoBaHun —eTabn. 15.2.

B xope wuccnefoBaHWa Tepanuio nonayvyann 76 u3
78 60nbHbIX rpynnbl 3Beponumyca u 31 n3 39 601bHbIX
rpynnel nnaue6o. Brpynne 601bHbIX, paHAOMN3NPOBaH-
HbIX Ha MONYyYEHUEe Tepannuu 3BePOIMMYCOM, 1 maymneHT
6bl1 NOTEpPAH 418 HabNOAEHNSA, APYTOW BblIObIA MO Npu-
YWHE 0T3bIBA UH(OPMMPOBAHHOTO COrlacus; NayneHTos,
nNpeKpaTuBLINX NeYeHne Mo NPUYNHE Nporpeccuposa-
HUSA, B rpynne aseponumyca He 6bi10. Hanpotus, B rpyn-
ne nnaue6o 6 naynMeHToOB NpeKpaTUaM Tepanuio BCned-
CTBME MPOrPecCMpPOBaHNS U NPUHANN PeLlEeHe NePeinTu
Ha OTKPbITbI Npuem 3Beponumyca, fjBoe pyrux 60/b-
HbIX BblObININ: BOAHOM C/ly4ae N3-3a 0T3biBa UH(DOPMUPO-
BAHHOTO cornacvs, B ApyroMm —no afMWHUCTPATUBHbLIM
npuymHam. MONHbIA aHanM3 M aHanu3 6e30MacHOCTM
npoeenn Ans Bcex 60/bHbIX, PAHAOMU3NPOBAHHbIX AN1A

B03MOXHOCTW NnaTtoreHeTUYecKoli Tepanuu

Tabnuua 15.2

XapakTepucTuka NPosBAeHU 3a60/1eBaHUA Ha MOMEHT Havana

neyeHnsa
2Beponumyc Mnaue6o
n=178) (1 =39)
2 OCHOBHbIX COObITUIA
Ty6epo3Horo
CKnepo3sa, % 100 100
Mcnonb3osaHue EIAED, % 19 18
> 1Ccyf0pOXHbIA NpucTyn
no 33l go Havana
NeveHwns, % 35 33
> 1 KOXHbIli oyar, % 92 97
> laHruomuonunoma, % 38 36
'vapouedanus, % 10 0
MpeaLwecTsytoLLee
neveHne CarA %
MefvkameHTO3HOE 0 0
Xupypruyeckoe 8 5

O6bem CIA cm3
CpefHuiA (MHTepBan) 1,6(0,18-25,15) 1,3(0,32-9,75)

yyacTua B uccnefosaHun. Ha MomMeHT nybnmkauum nep-
BbIX pe3ynbTaToB CPeAHAS NPOLOMKUTENbHOCTb Habnwo-
feHnd coctaBuia 9,7 Mec., CpefHAA NPOAOIXKUTENbHOCTb
Tepanuun —419 un 36,1 Hef. 4nsa 3BeponmMmyca n nnauebo
COOTBETCTBEHHO. CXeMa X0f4a uccnefoBaHuna npejcTas-
NneHa Ha puc. 15.2.

PesynbTaTbl. OCHOBHbIM OLEHWBAEMbIM MOKasaTe-
NieM B uccnefoBaHnMm 6bina BblbpaHa yacToTa 0TBeTa ony-
xonu C3rA Ha Tepanuto. [na OLEHKW 4acTOTbl OTBETa
naumeHTam BbiNoAHAAN MPT rofioBHOro Mo3ra Ha CKpu-
HWHre, yepes 3,6,9,12 mec. nocne paHgommn3saLmm, saTem
OlMH pa3 B rof, nokasaTenbp U3MePSN C UCMONb30BAHU-
eM 0 HOCTOpPOHHEro Tecta KokpaHa—MaHTena—X3aH3e-
na. CTpatunKaymno npoBoANAN NO AaHHBIM 0 NPOTUBO-
ANNNENTUYECKOM NEYEHUN, MHAYLMPYIOLWeM hepMeHTHI
(EIAED): nonyyanu nauneHTsl EIAED nnu Het. B rpynne
3BEpOSIMMYyCa 4vactoTa OTBeTa Ha Tepamuio cocTaBuia
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Puc. 15.2. Xog knuHuuuyeckoro uccnegosanuna Il gasel EXIST-1
(NCTO00789828)

35 % (95%-1i goBepUTENbHbIA MHTepBan 24—46), Hannyu-
Wi OTBET —YacTUYHAA perpeccus onyxonu, B rpynne
nnaue6o He 6b110 3aperMcTPMpPoOBaHO HU OJHOMO OTBETA
Ha Tepanuto. [laHHble pasnnunsa 6bINnM CTAaTUCTUYECKU
3HauumbiMu (p < 0,0001) n ybeanTenbHO NMOATBEPAUIN
paHee Nofy4YeHHble JaHHble 06 3 heKTUBHOCTUN 3BEPO-
nnmyca B oTHoweHun CITA. Tpu oueHKe 4acTOThl OT-
BeTa COlA Ha Tepanuio B noArpynnax 6bi10 BbiBAEHO,
4YTO 3BEPONIUMYC MUMEET MPenuMyLLecTsa B OTHOLWEHNN
yMeHblleHNA 06bema onyxonu CIFAHe3aBUCUMO OT NO-
nyyaemoii npoTuBoanunenTmuyeckoir EIAED-Tepanuum,
nona v Bo3pacTa nayneHTOB (faHHble NpefCcTaBieHbl Ha
puc. 15.3).

MN3mMeHeHNe 4acTOThbl CYyJOPOXHbIX MPUCTYMNOB B X0f4e
nccnefoBaHusa oueHUBany no pesynbraram 24-4acosBoro
93l -MOHMTOPMpPOBaHUA, MPOBEAEHHOro A0 Havyana uc-
cnefyemoii Tepanum n B TOYKe 6 Mec. 0T Hayana ieyeHus
(MM Ha MOMEHT OKOHYaHWA NeYeHNA B Clyvae ero paH-
Hero npekpaweHnsa). JaHHble 06 M3MEHEHUU cpefHel
4acToTbl CYJOPOXHbBIX MPUCTYNOB Yepe3 6 Mec. NeYeHuns
npescTaBfieHbl B Tabn. 15.3- BuccnegoBaHum He Ob1/10 MO-
NYYEHO [OCTOBEPHOIO Y 3HAYNUMOTO CHUXEHUSA YaCTOThI

B03MOXHOCTU MaTOreHeTUYECKOW Tepanun

OTnuna B yacToTe oTBeTa CAarA
(aBeponumyc n nnawe6o)

OtseT n/N (%)

Boe nauyentel (n= 17) Mnauye6o Sseponumyc
],Es"y”a"“ EIAED (n =22) 0/39 (00)  27/78 (34,6)
3 EIAED (n = 95) 07 (00) 4115 (267)
032 (00)  23/63 (36,5)
I Myx. (n = 67) 018 (00) 12149 (24,5)
KeH. (n = 50) 021 (00) 1529 (51,7)

07 (00) 313 (231)
0/26 (00)  21/55(38,2)

T <37net(n=20) 06 (00) 319 (30,0)

BospacT 3-<18neT(n=81)
T(n=16)

3seponumyc

Puc. 15.3. AHanu3 4actoTbl 0TBeTa Cy63aneHANManbHON rnrax-
TOKNETOYHOI acTpOLMTOMbI B NOArpynnax

3NUNENTUYECKNX NMPUCTYNOB Ha (POHe Tepanuu 3Bepo-
NMMYCOM MO cpaBHeHUt ¢ nnaueb6o. Hanbonee BeposT-
HbIMW MPUYMHAMM 3TOTO GbININ Manoe YNCNO 6ONbHBIX C
3NUNENTUYECKUMMN MPUCTyNnamMmmn J0 BKIOYEHUS B Uccne-
f0BaHWe, Manoe YMCNo NPUCTYNOB B Fpynne nauueHToB
CINUNENTUYECKUMWU NPUCTYNAMUN Ha CKPUHUHTE, a TaK-
e MeToA0M0TMYecKNe HeoOCTaTKN NPUMeEHeHNa MeToja
24-yacoBoro 33l 4NA OLEHKM YaCcTOThbl 3MUNENTUYECKNX
npUCTYnos.

CTaTncTUYeCKMil NnaH He NpeAnonaran aHanusa Apy-
rMX AONONHUTENbHbIX OLEHNBAEMbIX NMoKasaTenei B Cny-
Yyae, eCin NO MepPBOMY JOMOSHUTENbHOMY OLEHUBaeMoOMYy
nokasaTento He 6yfeT AOCTUTHYTa CTaTUCTUYECKMN 3HAYN-
Mas pasHuua. Tem He MeHee ipyrue JOMNOoSIHUTENbHbIE M0-
KasaTenu 6blv npoaHann3nposaHbl. Mpy oLeHKe BpeMeH!
[0 NporpeccupoBaHnsa 6bl710 NOKa3aHo, YTO NPU CpefHel
NPOAO/MKNTENBHOCTN HabntogeHns 9,7 Mec. B rpynne ase-
ponumyca flaHHblii NokKasaTenb He 6bl1 JOCTUTHYT, T. €. He
6b1/10 3aperncTpUpoBaHO HU OJHOrO cayyas nporpeccu-
poBaHusA, Torga Kak 'y 6 u3 39 nayneHToB B rpynne nna-
Luebo oTmeuyeHo nporpeccupoBaHue CIFA. KoxHble Npo-
ABneHMA (04HO MK 6onee) Ty6epoO3HOro ckaepo3sa 6bin
3aperncTpupoBaHbl Ha CKPUHUHTe y 110 3 117 BKNHOYEH-
HblX B UCCNef0BaHne 60/bHbIX. KOXHbIe 04aru oueHnsanm
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Kaxble 3 Mec., 0TBETOM Ha /lIeYEeHNEe CUMTANN YMEHbLIEeHUE

9 CYMMbl Han60MbLINX UAMETPOB KOXHbIX 04aros Ha 50 %
. 0 1 6onee. Hannyywnm oTBETOM Ha NlevyeHne Bblna YacTnuy-
R Has perpeccus KOXHblX 04aros, 0TBET Ha JleyeHune 3aperun-
] gglo' gl ﬂo 9 cTpupoBann y 42 % nauMeHToB U3 rpynnbl 3BeposinMyca
H 1 a o ny 11 % 60nbHbIX U3 rpynnbl nnaue6o (p =0,0004). AMN
Q * 8 g > % NnoYyek Ha CKPUHWUHTE BbIABUAK Y 44 nayneHToB, 3 Hux 30
n ?7 a @ nony4yanu Tepanuio aseponumycom, 14 —nnaue6o. Mayu-
2 ° | eHTam ¢ AMJ1 BbinonHANM MPT/KT noyek Ha CKpUHUHTE 1
n $R® yepes 3,6,12 mec., 3aTem exerogHo npu AMJ/1 > 1cm B Ana-
° meTpe. OTBeT AMJ1 Ha neyeHne onpefensany Kak yMeHblLue-
Hue o6bema onyxonu > 50 % onpefeneHne 3Ha4eHNAP He
& NPoBOAWUIN B COOTBETCTBUU CO CTATUCTUYECKUM aHanu-
30M. pn oueHKe oKasanocb, 4To oTBeT AMJ1 Ha neyeHune
8 oTMeveH Yy 53 % naumneHTOB rpynnbl 3BepoaMMyca u Hu 04-

0 HOTo nayueHTa rpynnsl nnaye6o.

.0

AHanus mytaumii TSC1/TSC2 6bin1 npoBefeH y Bcex

e ng naumeHToB. MyTauumn BbisaBfeHbl Y 84 % (98/116) nauyu-
© 11 ?—W EHTOB, Mpu 3TOM MyTauun TSC2 BbIABNANNCL Yalle My-
g g Taunit TSCL. Hu y o4HOro naumeHTa ¢ MyTalumneid ToONbKO

g

TSC1 (n = 13) He 66110 AMJ1 NoYeK C pa3MepoMm OnNyxonu
> 1cm. CnegyeT 0060 OTMETUTb TOT (haKT, YTO OTBET Ha
3BEPOIMMYC OTMEYancsa He3aBUuCMMO OT FreHoTHna.
[laHHble 0 MepeHOCUMOCTN Tepanuun NpeAcTaB/eHbl
BTabn. 15.4. Cpe4HAs NPOLO/KUTENbHOCTb HabOAeHMUA
nalueHToB B UccnegoBaHny coctasmna 9 mec. Bxoge nc-
KO cnefoBaHNA CMepTenbHbIX WCXOAO0B 3aperncTpupoBaHo
He 6blN10, Cepbe3Hble HeXenaTenbHble ABNEHUS, CBA3aH-
Hble C uccnefyemMblM npenapaTtomM, oTMeyeHbl y 5 % (4/78)

COGEgIEop B oS
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00 @: 0

WONACET VARERTXSGAT RO

K
A5 gg naLyMeHTOB, MONYYaBLINX 3BEPOAUMYC, Uy O % (0/39) u3
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M3 8 MauueHTOK B Bo3pacTe >13 feT, Nonyy4aBlINX 3Be-
ponMMYycC, Mo cpaBHeHWt ¢ 0 M3 5 mauueHTOK rpynnbl
nnaue6o Takoro e Bo3pacTta. Y nauueHTku 19 net npo-
LO/MKUTENbHOCTb aMEHOpPeN cocTaBuna 8 Hep., neyeHue
no MoBOJY aMeHOpPEeN He MPOBOAUNOCH, HEXeNnaTeNbHOe
fBleHMe paspewunnocb, Ha MOMEHT nyGnukayum pe-
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Tabnvua 154
He>xenaTtenbHble ABNEeHUSA, 3aperucTpnupoBaHHblie y > 15 % nauuneH-
TOB
3seponumyc (N =78) Mnaue6o (n =39)
asnenue, N% CteneHb CTeneHb CTeneHb CTeneHb
I-11 Hi-1v I Hi-1v
Bcero 63 33 67 23
£13Bbl B NONOCTH pTa 31 1 5 0
Cromatut 23 8 18 3
KoHBynscuu 18 5 21 5
Mupekcuns 15 6 15 0
HasothapuHrut 18 0 23 0
PBoTa 15 1 13 0
NHpekuun
BEPXHUX
[bIXaTeNbHbIX
nyten* 14 1 18 0

CornacHo MpoTOKONY, BCE MH(EKLMOHHbIE COObITUS PErncTpUpPOBaInChH

Kak

CBSI3aHHbIE C 1ccneayeMbiM NpenapaTom.

3yNbTaToB Yy MNayMeHTKW OTMeyalTCA HeperynapHbie

MeHCTpyauuu. ¥ fByx gpyrux naymeHtok 17 u 19 net

NPOAOMKUTENBHOCTL aMeHopen coctasuna 7 n 14 mec.

COOTBETCTBEHHO, MepBas NawuneHTKa noayyana repanuio

npoMeTpUyMOM, BTOpas — MeApOKCUNPOrecTEPOHOM U

3TUHUN3CTPaAnMoNoM (C LeNbio KOHTpauenuyuun), Ha Mo-

MEHT Nyb6nnKauum pesynbTaToBy 06enx nayMeHToK ame-

Hopes paspewmnnach. Buenom gaHHbie 0 MEPeHOCUMOCTH

Tepanuu 3BeposIMMYCOM COOTBETCTBYIOT MOJIyYEHHbIM

paHee B APYTUX KNUHUYECKNX NCCNEL0BAHMNAX U YXKE N3-

BECTHbIX CreLmanucTam.

Takum o6bpasom, B uccnegosaHuu Il ¢assl EXIST-1

(NCTO00789828) y6eamnTenbHO NoKasaHo, 4To:

H 3BEpPOIMMYC NPUBOAUT K 3HAYMMOMY COKpaLleHunto
o6bema onyxonu COFAno cpaBHeHMWO ¢ nnawe6o;

H 3BEepO/IMMYC NPUBOAUT K KNUHUYECKMN 3HAYUMBIM MO-
3UTUBHbLIM pe3ynbTaTam No NokKasaTensaMm BpeMeHU [0
nporpeccmpoBaHna CICAun yacToTe OTBeTa Ha /eye-
HMe KOXHbIX 04aros;

B03MOXHOCTU NATOreHETUYECKOM Tepanuu

m npodnab NEepeHOCMMOCTM 3BEPONMMYCA COOTBET-
CTBYET YXe M3BEeCTHOMY ANnA npenaparta, 60MbWMWNH-
CTBO HeXenaTeNbHbiX ABAEHWIA 6binn I—H cTeneHmn
BblPaXXEeHHOCTH.

B03MOXHOCTM NaToreHeTUYECKOl Tepanuu
aHTMOMMONMMOM MOYEK, acCoLMUPOBaHHbIX
C Ty6epO3HbIM CK/1EP0O30M

AHTMOMMONUNOMBI MOYEK BCTpeyaroTcs 6Gonee yem
y NONOBUHbI 60NbHbIX TY6EPO3HbIM CKNEPO30M. AHIUO-
mMuonunomMa — foOpoKavyecTBEHHAA Me3eHXUManbHas
OMyXo0/b, COCTaB KOTOPOW B Pa3NMUHbIX COOTHOLIEHNAX
npefcTaBneH XUPOBOI TKaHbH, BEPETEHOO06Pa3HbIMMK 1
AMUTENUONAHBIMU TNaLKOMbILEYHbIMU K/IeTKaMW, aHo-
ManbHbIMW TOHKOCTEHHBIMU KPOBEHOCHbLIMMW COCyAamu.
Y )KeHUWWH B ONYX0NAX HEepefKo onpefensaoTca peuen-
TOpPbI K NporectepoHy. AMJTnoyek cocTaBnAaoT 0Kono 1%
BCEX yAanfaemMblX XMPypPruyeckn onyxonei aToro opraHa;
npun atom 33 % Bcex cnyyaes AMJ1 noyek onpegensercs
y 60NbHbIX Ty6epo3HbIM Cknepo3om. lMpu Ty6eposHOM
CKNepo3e OMyXoNiv Yalie MHOXECTBEHHbIe, MOTYT coyve-
TaTtbecA ¢ JIAM [6].

Opyroii nHrim6nTop mTOR —cuponmmyc — 6bin n3y-
yeH y 25 B3pocCablX nauuMeHTos ¢ AMJ1 noyek, accounu-
pOBaHHbLIMU C TY6EpO3HbIM CKIEPO3OM UAN criopajunye-
ckum JIAM (NCT00457808 ClinicalTrial.gov). Mo gn3saiHy
nuccnefoBaHua nayMeHTbl Mojsyyann fnevyeHue CUPOM-
MycOM B TeyeHune 12 mec. [NaLMeHTOB, 3aBepLIUBLINX Ne-
ueHue, Npogomxkanu HabnwoaaTs ewe 12 mec. Bbino noka-
3aHO, 4To 06BbemM AMJI nocne 12 Mec. NeYeHMA COCTaBUN
B cpegHeM 53,2 + 26,6 % no cpaBHEHUIO C 06bEMOM [0
Hayana Tepanuun (p <0,001). ¥ 5 naumMeHTOB yMeHblLle-
Hune o6bema 6onee yem Ha 30 % coxpaHsANoOChb B TeYEHMUE
24 mec. lononHNTeNbHO Gbina NpoBefeHa oLeHKa yHK-
LN BHELWHEro AblXxaHua; yepes3 12 mec. Tepanmmn oTme-
YEHO y/y4ylweHne No BCEM OL,eHWBAEMbIM MokasaTenam
(o6bem hopcupoBaHHOTO Bbigoxa 3a 1 cekyHgy (O®B1),
hopcupoBaHHasa )XMU3HEHHAA eMKOCTb Nerknx, octaToy-
Hblii 06beM nerknx). Y 5 naynmeHToB 0OTMEYEHO pa3BuTHe
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Cepbe3HbIX HexenaTenbHbIX ABNEHWI (guapes, nueno-
He(pUT, CTOMATUT, pecnupaTopHblie MHGekLyun) [7].

Ony6nvnkKoBaHbl coo6LeHns 06 3pHeKTUBHOCTU CU-
ponumMmyca B cliyyasax TPYAHO NOAJaloLeica NevyeHunto
3NMaencumn, accouMMpoBaHHON C Tyb6epO3HbIM CKie-
po3om. B rpynne 15 nauyueHTOB C eXefHEBHbIMU CY/O0-
POXHBIMWU MPUCTYNnamMun Ha oHe npueMa cuponumyca
CHUXXEHMe YyacToTbl NpucTtynoB 6onee yem Ha 90 % fo-
CTUrHyTo y 3 (20 %) nayneHToB, 60/ee yem Ha 50 % —y
8 (53 %) nauyueHToB. OTBETA HA Tepanuio CUPOIMMYCOM
He 3aperncTtpupoBaHo y 4 (27 %) nauymeHTOoB. NHTepec-
HO, 4TO MONIOXUTENbHbLIN 3 EKT CUPOMMYyCa B OTHO-
WeEeHNN YacTOoTbl 3aNMAENTUYECKUX NpucTtynoB y 8 (53 %)
60N1bHbIX COXpPAHANCA B TeyeHUe 18 mMec. nocnegytouLero
HabnwogeHuns [8].

Ony6nnKoBaHbl TakKxe pe3ynbTaTbl KAWHWYECKOTO
nccnegosanus Il hassl NCT00490798 Tepanuu cuponm-
mycom AMJ] noyek, accouMUpPOBaHHbIX C TY6EPO3HbIM
CKfiepo3oM, n cnopaguyeckoro JIAM. B uccnegosaHue
BKAOUYMAM 16nayneHToB,y 10M3 HUX GbINyCTaHOBAEH AN-
arHo3 Ty6epo3Horo ckneposa (B Tom uncney 3 —c JIAM),
y 6 60MbHbIX — TONIbKO cnopaguyeckunii JIAM. MaumneH-
Tbl NOAy4Yann CUPOAMMYC B HayanbHOW gose 0,5 mr/m2
eXe[HEBHO C Nnocneayrolein Koppekyueid o gocTmxe-
HWA KOHLUEHTpauumu npenapata B nnasme B npefenax
3-6 Hr/MN, 4AUTENBHOCTL Tepanuu B UCCNefjoBaHNn —
2 rofa. YactoTa o6wero oteeTa Ha nevyeHne AMJ1 no Kpu-
Tepusm RECIST coctaBuna 50 % (8 n3 16) Bo6L el rpynne
1n 80 %B rpynne 60bHbIX TY6EPO3HbIM CK/IEPO30M (8 13
10). YacTUYHBIA 0TBET B rpynne 60bHbIX ¢ AMJ1 1 Ty-
6epo3HbIM CK/IEepPO30M Yepe3 2 rofa Tepanun oTMeYeH y
40 % (4 n3 10). Y naumeHTOB Kak co cnopaguyeckum JIAM,
Tak u ¢ JIAM npu Ty6epo3HOM CKnepo3e Ha (hoHe Tepa-
N1 OTMEYEHO HEKOTOPOe yNyulleHne GYHKL NN NEerkux,
0AHAKO 3HAYMMbIX U3MEHEHWI B NEroYyHoi TKaHu npu
BMN3yann3npyowmnx nccnegosaHnax (cepuiiole KT op-
raHOB rpyAHOW KNeTKM) He 6bIN0 3aperncTpupoBaHo [9].

BHacTosLee BpeMa NpogoMKaTCA Ba KNINHNYECKNX
ncecnefosaHus ageponumyca Il dasbi: NCT00789828 npu
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rMraHTOKNeTOYHO acTpouMTOME, acCOLMMPOBAHHON C
Tybepo3HbIM cknepo3omM, 1 NCT00790400 npu cnopagu-
YeCKMWX M accoLMMpOBaHHbIX C TY6epO3HbIM CKIEpP030M
AMIJ1 noyek. Pe3ynbTaTbl aHHbIX MCCNEA0BaHUIA MOCe NX
3aBepLlleHNs MOTYT MONOXMUTb Ha4ano NaToreHeTUYecKoi
TapreTHOW cUCTEMHON Tepanuun Ty6epo3HOro CKiepo3a.

anunencma n aytusm

Ty6epo3Hblii CkNepo3 — (aKToOp BbICOKOrO pucka
pa3BUTKUA y AeTeil paHHUX 3NUNENTUYECKNX MPUCTYNOB
1 ayTusma. @ akTopamm pucka pasButus aytusma CnyxxuT
Kak noKanusauna KOpTUKanbHbiX Ty6epoB, Tak U Hapy-
WeHWe perynaumm nepegaym CUrHanoB BHYTPU KNeTOK 3a
cyeT akTuBaLmu mTOR nyTn curHanbHoit nepegayn. Co-
BPEMEHHble JOCTUXEHNA B HEMpo6uonorum Ty6epo3Ho-
ro ckneposa —oT yHAaMeHTaNbHbIX UCCNEJ0BAHU MO-
NeKYNApHOW GMONOTUN U TEHETUKN [0 JOKIMHUYECKNX
nccnefoBaHW Ha 3KCMEPUMEHTaNbHbIX MOAENAX XWU-
BOTHbIX —NPUBENN KNYYLIEMY MOHUMAaHWUIO NaToreHesa
HEBPONOTNYECKUX CUMNTOMOB NPU TY6EPO3HOM CKIEPO-
3e, BK/toYas ayTusm. 3BecTHO, 4TO y UL, C MyTauuamm
B reHe TSC2 60niee BepOSATHO pa3BUTMe UHPAHTUbHbIX
CNasmMoB, CHUXeHNe KO3 ULNeHTa MHTENNEKTYanbHO-
ro passuTusA, NoOABIEHNE ayTU3Ma N0 CPABHEHUIO C nLia-
MU, Y KOTOPbIX UMeTCA MyTauum B reHe TSCL. OnucaHa
accoumaums pasnnmyHbiX MyTaunii B reHe TSC2 n ¢eHo-
ThMNa, XapaKTepusylowWwerocsd TAXKENbIM KIUHUYECKUM
TeYeHMEeM W anunencuen, BKNOYas CUHLPOM JIeHHOKCa—
lacTo, cuHgpom BecTa v ayTnsm, paccTpoiicTBa HacTpoe-
HUS, TPEBOXHbIe paccTpoiicTea [10].

PaunoHanbHasa cTpaterms npefynpexpaeHus anunien-
CUW COCTOWUT BHANpPaBIeHHOCTN NeYEeHNSA Ha NePBUYHbI
CUTHaNlbHbIA NyTb, 3anycKawwWunin Apyrne MexaHU3Mmbl
anunentoreHesa. JIOrMYHbIM KaHAMAATOM Ha MULIEHb
NoAO6GHONM Tepannuu cAYXWUT NyTb CUTHANbHOW Mepefayn
MTOR, KOHTPONUPYOLWMNIA CUHTE3 6eNKOoB, KNeTOUYHbIN
pocT M nponndepayuto, CUHaNTUYECKYO NNACTUYHOCTb.
HakannuBaeTtcs Bce 60MbLIe faHHbIX, YTO NyTb MTOR BO-
B/leYeH He TO/IbKO B MaToreHes3 anuaencum npu Tybepos-
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HOM CK/lep0o3e, HO TaKXe y4yacTBYeT B aMnuientoreHese no
APYTVM NPUYMHAM, B TOM Yucie npu QoKanibHON KOPTK-
KanbHOW AMcnnasnm u Npuo6peTeHHbIX NOBPEXAEHUAX
rofioBHOro mosra. MogasneHne akTMBHoctTn nytm mTOR
MOXET paccMaTpuBaTbCa Kak NOAX04 K MPOTUBO3NUEn-
TUYEeCKO Tepanuu Kak Mpu reHeTnvyeckn o6yCnoBneH-
HOW, Tak u npuobpeTeHHON anunencum [11].

MyTauun B reHax TSC npegpacnosiaraloT, HO He onpe-
fendioT pa3BuTMe ayTtusma. [pegnonaraetcsd, 4To Ha
pasBuTMe KNAWHUKWU ayTu3Ma MOTYT OKa3biBaTb BIUAHUE
Opyrvne reHeTM4yeckue M anureHeTuyeckme (akTopsbl, a
TaKXe (akTopbl MWUKPOOKPYXXeHus. lMccnegosaHna Ha
XWBOTHbLIX MOfeNiAX Mo3BOMIAT NPOBEPUTL NPefnoso-
XEHUe, 4TO B OCHOBE MaHu(ecTayMm HEBPONOTNYECKUX
NpoABNEHW A Npu Ty6epO3HOM CKNepo3e nexar Hapylle-
HUS BHYTPUKNETOYHOI Mepefayn CUTHaNoOB. Y MblLlei ¢
WHaKTUBMpPYOLW e MyTaumneid B reHe TSC2 HabnwopaloT-
CA HapylweHWs NaMATV U CNOCOBHOCTM K 06yyeHuto. AK-
TuBauma mTOR B runnokammne NPUMBOAUT K ero naTtono-
rMYecKON AONTOBPEMEHHON MOTeHUMaLuu, 4To BedeT K
HapyLWweHWo cnoco6HocTell K 06y4YeHUI, CBA3AHHbIX C
runnokamnom. AHanornyHble HapylleHna HabnwogaTcea
y MblWwel ¢ MyTauuamu B reHe TSCL, KpoMme 3TOr0 y HUX
0TMeualoTCA HapyLeHUs counanbHOro nosefeHuns. Banc-
NNacTUYHbIX KNeTKax KOPTUKanbHbIX TYy6epoB 0TMeyvaeT-
CA YHUKanbHaa 3KCnpeccms NOHOTPOMHbLIX PELENnTOPOB K
rnytamaty B COYETaHWU C MOBbILWEHHON BO36YAUMOCTbIO.
3T0 npefpacnonaraeT K HapyLWeHUO CUHANTUYeCKOM
NNacTUYHOCTW, HapyLWeHNAM B NOBEAEHUN N CNOCOBHO-
CTM K 06y4yeHWnto. BO3MOXHbI MexaHW3M anunenTore-
He3a Npu Ty6epo3HOM CK/Iepo3e CBA3aH CO CHUXEHWEM
GABA-3prmyeckoii MeXHelipoHanbHOW MNOTHOCTU CO
CHMXeHMeM BbicBOGOXAeHMA TAMK B nmpecuHanTuue-
CKMX OKOHYaHMAX U NOBbILWEHHbIM BO36YXAeHNEM. [laH-
Hble U3MEHEHUS MOTYT TakXe BO3HUKATb BTOPUYHO 13-3a
MONEKYNAPHbIX U3MEHEHWI peLenTopoB K rayTamaTty, 4To
TOXEe AB/IAETCA 3BEHOM NaToreHesa anuiencumn n aytmsma
npu Ty6epo3HoOM cknepose. AKTUBaL WA NyTU CUTHANbHOM
nepegaun PISBK/mTOR accouumpoBaHa c HapyLlweHnsiMun B
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romeocTa3e CMHaNCoOB 1 TakXe CNYXUT (hakTOpoM pucka
pa3suTusa aytusma. Euje ogHO n3mMeHeHue, npejgpacnona-
ratouiee KayTusmy, —HapyLleHne CNoCo6HOCTN HEAPOHOB
K B3aWMOZeincTBuni0. 3TN AaHHbIE 1ernn B OCHOBY Uccnefo-
BaHWi aKTUBHOCTM UHITMBUTOPOB MTOR. Ha MbIWWHbBIX
MOJensax nokasaHo, 4To panaMuLunH npefynpexpjaeT pas-
BUTUE 3NUNENCUN U NPUBOAUT K 06paTHOMY pasBuTUIO
NpU3HaKoB YMCTBEHHOIW 0TCTanocTu, NOATBEPXAasA, UTO
HapyLWeHNa MO3roBbIX PYHKL WA Npu paHHeM Havane ne-
YeHUs MOTYT ObITb 06paTUMBIMU. Ha MbILINHBIX MOAENAX
ayTu3ma Takxe nokasaHa a(heKTUBHOCTb panamMmuumnHa
B YUYW EHUN KNIUHWUYECKOTO TEYEHMA NaToNornyecknx
NPOABNEHUA NPU MOPPONOTMYECKOM, BUOXMMUYECKOM U
nosejeHyeckom peHoTunax [10].

Ha MblWWHOW Mogenu anunencuu, MHAYLUPOBaHHO!
KanmHaToM, NoKa3aHo, YTO panamMuULUH 3NMEKTUBHO UH-
rméupoBan akTUBUPOBaHHbIN CYy[OPOXHBIMU NPUCTyna-
MU CUTHaNbHbIA NyTb MTOR Kak B OCTPYl0, Tak U B XpO-
HUYeCKyo (ha3bl. PanamMuLMH, BBEAEHHbIA MbllaM nepeq
KamHaToM, CHMXXan CBA3aHHYI0 C ero BBefeHNeM rubenb
HEPBHbIX KNETOK, HeliporeHes, pOpMUpPOBaHME «MLUW-
CTbIX BONOKOH» (mossy fiber sprouting) n passuTue CnoH-
TaHHOW anunencun. PanamuuuH, BBEAEHHbIN MblLaM
nosfHee, nocsie pasBUTUA MHAYLMPOBAHHOIO KanHaToM
3NWNEeNTUYECKOro cTaTyca, 6/10KNMPOBan XPOHUYECKYIO
thasy aktuBauum mTOR v npegynpexsgan popmumpoBsa-
HUE «MLUUCTbIX BONOKOH» U anunencuto [12]. Ha Mbllwmn-
HOU Mopaenu c myTauueii B reHe TSC1 6b110 moKa3aHo, 4To
paHHee npumeHeHune panamuuuHa (¢ 14-ro 4HA XXMN3HKN)
npefynpexpjaeTt passutve anuiencumn, a no3gHee Hava-
N0 NeyvyeHMs panamMuMUMHOM (MO LOCTUXEHUN BO3pacTa
6 Hed.) NO3BONMAET NOAABUTL 3MUIENTUYECKUE MPUCTY-
Nbl U YBENNYUTb NPOJO/MKUTENBHOCTb XXU3HWN MbILLeR ¢
MHaKTUBMpPYlOLW e myTauuelt B reHe TSCL [13]. Y mbiwweit
C reTepo3MroTHON MHAKTUBUPYLOLLEA MyTaLunein B reHe
TSC2 B 3KcnepuMeHTe pa3BMBaIMCb paccTpoiicTBa na-
MATU W HapyleHne CnocobHOCTKN K 06y4YeHUto, TeM He
MeHee KOTHUTUBHbIA fedununT He CONPOBOXAanca pas-
BUTWEM HeRponaTtonorunm v CYAOPOXHbIX MPUCTYNOB.
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HenpogomkutenoHoe BBeAeHWe 3TUM Mblllam panamu-
LMHa 0Ka3biBaso MOM0XUTEbHOE BINAHNE HA CUHANTW-
YecKyl NnacTUYHOCTb U NoBefeHue [14].

Pe3ynbTaTbl JOKNVHWYECKUX UCCNE[0BAHWIA NO3BONN-
nunepeHecTMn3yyeHne uHrm6uTopos mTORNpu anunen-
CUW BKANHWKY. HacerogHAWHNMA feHb 0Ny6N1NKOBaHbl Kak
OTAeNbHblE COOOLEeHNA, TaK U MepBble pe3ynbTaTbl PaHHUX
KNMHUYecKnx uccnepgosaHnii. mTOR-UHrM6UTOPOB NpU
HEBPONIOTNYECKMX NPOABNEHNAX TYy6EpPO3HOro CKneposa.
Hanpumep, coobuianocb 06 apPpeKTUBHOCTU panamunLimn-
Ha B OTHOLWEHWY YacTOTbl 3MUNENTUYECKUX MPUCTYMNOB Y
nayueHTKN ¢ TY6epo3HbIM CKNepo30oM, y KOTOPOW Ha MO-
MEHT Hayana Tepanuu panamMuynHom Habnoganacs pesu-
CTEHTHasA K NeYeHUt0 annnencus ¢ 4acToTol NpucTynos
5-10 BCYTKW, CONPOBOX/aBLINXCA Nape3om npasoii pyKu.
NleyeHune panamuumHoOM 6bINO MPefNOXeHO B KayecTBe
anbTepPHaTVBbI XMPYPruyeckomy neyeHuto. MayneHTtka ¢
9-neTHero so3pacTta Hayana nony4yatb panamuLunH B 4o03e
0,05 mr/kr BeHb (ypoBeHb Bnna3me 3,8 Hr/mMn), 3aTem Ao3a
6blna noCcTeneHHOo yBennyeHa 4o 0,15 mr/kr B feHb. BTeue-
Hue 10mec. Tepanum 6611 4OCTUTHYT KOHTPONb HaJ 4acTo-
Tol npucTynoB. Mpu KOHTPONbHbIX MPT-uccnefoBaHuaX
roNI0BHOTO MO3ra He 6bl110 0TMEYEHO YMEHbLIEHUA Ynucna
Unu pasMepoB KOPTUKaNbHbIX TY6EpoB, TeM He MeHee Ya-
cToTa 3NUNENTUYECKUX MPUCTYMOB 3HAYUTENbHO CHU-
3unacb u coctasnana ot 140 58 aeHb. Cepun npucTynos,
OTMeYeHHble 0 Hayana ieyeHuns, Ha POHe NeYeHUs He pe-
rucTpuposanucs [8].

B KNVUHWUYECKOM nccnepoBaHum ] (hasbl
NCT00490798 kpome HenocpeCTBeHHOro otTeeta AMJI
Ha Tepanuio CUPOIMMYCOM U BAMAHUA CUPOIUMYCA Ha
hYHKUMIO nerkux npu JIAM oueHuBanmn Takxe Helipo-
KOTHWTUBHYI DYHKLMWIO Y 60/bHbBIX C YCTAHOBMIEHHbIM
fnarHo3oMm Tyb6epo3HOro ckneposa M cneyn@uyecku-
MW n3meHeHnamu B LUIHC. 4 naumeHTa B MCCnegoBaHumn
nony4yann nNpoTUBO3NUNENTUYECKOE NleyeHne. B xope
nccnefoBaHNa y HUX He Gbi0 3aperMcTpUpoBaHo cay-
yaeB aNMNEeNTUYECKUX NpucTynos. KpaTtkocpoyuHyto na-
MATb OLLEHUIN C MOMOLLLIO ONMPOCHUKOB Y 8 NaLMeHTOB,
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y 7 NayneHToOB OTMEYEHO YNyYlleHWe KPaTKOCPOUYHON
namaTu, OCHOBaHHOW Ha BOCMOMWHaHUW 06 06bekTe,
0A4HaKO He OTMeYeHO y/NyulleHU KPaTKOCPOYHON na-
MATW, OCHOBAHHOW Ha OTOX/eCTBNeHWN BOCNPUHNUMae-
MOro o6bekTa [91-

Ponb nHrné6mntopa mTOR 3aBeponiumyca y 60/bHbIX C
HEBPONOTNYECKUMU NPOABNEHUAMU TYOEPO3HOT O CKe-
po3a OUEeHWBAKOT B pAfe NPOLOKAKLWUXCA KINHNYe-
CKMX uccnepoBaHnini. B KNMHMYECKOM uccnefoBaHunm
I—H tassl NCT00789628 npu KOHTpose nocne 6 Mec.
Tepanuyu OTMEYeHO YMeHblueHue 06l el HacTOTbl 3NU-
NenTUYeCKUX NMPUCTYNoB Ha 1npuctyny 16 n3 28 nauun-
€HTOB C Ty6epo3HbIM Ck1epo3om u CIOTA. TeuyeHue anun-
nencum y 60nbHbIX Ty6epO3HbIM CKIEPO30M Ha (hOoHe
Tepanuun 3BepoOSIMMYCOM OLEHWBAKOT B KNMHUYECKOM
nccneposaHum I—H ¢asbl NCT01070316 M B KNUHUYe-
ckom wuccnegosaHum Il asbl NCT00789828. Sddek-
TUBHOCTb U 6€30MacHOCTb 3BEPOSINMYCA OLeHWBAIOT B
npojo/Kat L emcs nccresoBaHnmn, B KOTOPOe NaaHupy-
etcsa BKNOYNUTL 100 naumeHTOB C TY6epOo3HbIM CKIEpo-
30M U HEAPOKOTHUTUBHBIMMW HapyLEHNAMMN; OCHOBHbIE
oueHWBaeMble MoKasaTenu B [aHHOM McClef0BaHUN:
BepbanbHas namATb, BWU3yalbHO-MPOCTPAHCTBEHHAA
namsaTb, BHUMaHWe, BYHKLMN UCMNONHEHUS, [JOMONHU-
TeNbHO OLEHMBAKT TakKXe 4acToTy 3NUNENnTUYeCKUX
npuUCTynoB M (GYHKLMOHaNbHbIA cTaTyc nayueHTOB.
B Apyrom uccnefoBaHuy 3Beponnmyca y naynmeHToB C
Ty6epo3HbIM CKI1EPO30M N HEVPOKOTHUTUBHBLIMU Hapy-
WEHNAMW OLLEHNBAIOT HEMPOKOTHUTUBHYO (YHKLMWIO, &
TakKXe aNuNenTUHOPMHbIE NPUCTYNbI, HAPYLLIEHUSA CHA,
ayTumsm [15].

LaHHble [OKAWHUYECKUX WCCNeAOBaHWUA WHIMGHU-
Topos MTOR 1 o6Hafexusallne nepsble pesynbrarhl
PaHHUX KAWHUYECKWX WCCNeAoBaHWN MNO3BONAKT Ha-
[eATbCA, YTO B 6Avkaiwem 6yayuiem y Bpayeii mosBuTcA
BO3MOXHOCTb NMPOBOANTbL MaTONEHETUYECKYIO Tepanuio
Ty6epo3HOro ckfiepo3a, UTo NO3BOMUT YNYULWUTb Pe3yb-
TaTbl N€YEHNA MaLMeHTOB C Pas/IMYHLIMU MPOABNEHNA-
MU 3TOTO0 3a60neBaHuns.
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