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CBEAEHUA Ob ABTOPAX

Aaryauna I'aanna EBrenpeBHa — DD -accucreHT KAU-
unukn «Epilepsy-centem

Baraan Muua I'puropseBHa — Bpad 0pTaAbMOAOL, OT-
aeaerue odrassmororun, OCIT Hayuno-uccaepoBarean-
CKUIl KAMHUYECKUI MHCTUTYT IIEAHMATPHU UM. aKAAEMUKA
IO.E. Beavrummesa PI'bOV BO PHVIMY um. H.M. ITu-
porosa M3 PO

Beaoycosa Eaena AMuTprueBHA — AOKTOP MEAUIIUHCKHX
HayK, rnpodeccop, 3aBeAyrormas OTAEAOM IICHXOHEBPO-
Aoruu u snuaernrosorun, OCIT Hayuno-uccaeaoBarean-
CKHM KAMHUYECKHH MHCTUTYT HEAMATPUH HM. AaKAAEMUKA
IO.E. Beaptnmesa @I'bOY BO PHUMY nm. H.M. ITupo-
rosa M3 PO

Bepesnunkaa Bepa BacuabeBHa — KAaHAIAAT MEAHIIHH-
CKHX HAyK, 3aBeAyromas oTacAcHueM «Aerckoro Hayumo
ITpaktuaeckoro LlenTpa HapyIIeHHH CEPAECIHOTO PHTMA
M3 P®», OCIT Hay4uHO-ncCACAOBATEABCKIH KAMHIICCKIE

UHCTUTYT IeAanatpun um.akasemuka FO.E.Beasrtuinesa
®I'bOV BO PHUMY um. H.JM. ITuporosa M3 PO

Bosxkko Oapra BacuabeBHA — KAaHAMAAT MEAMIITMHCKHUX
HAYK, Bpad PEHTICHOAOT, OTACACHHE AYYEBOH AHMATHO-
crukn, OCIT Hayano-mccAeAOBATEABCKIE KAMHHYIECKIE
nHCTHTYT neanatpun uMm. axkapemuka FO.E.Beaprurnesa
®I'bOV BO PHVIMY um. H.M. ITuporosa M3 P®

Bepuenko Eaena I'eaHasbeBHA — Bpad yABTPa3BYKOBOH
amarHoctuku «Aerckoro Hayuno Ilpakrmdeckoro Llentpa
HapymeHuii cepacunoro putva M3 P®», OCIT Hayuno-
MCCAEAOBATEABCKIH KAMHHYECKHN WHCTHTYT TIEAHATPHH
um. akapaemuka FO.E. Bearrummesa ®I'bOYV BO PHYIMY
mv. H.W. ITnporosa M3 P®



Csegenns 06 aBTopax

Baoaasernr Amurpuii BaaammMupoBrd — KaHAHAAT Me-
AMIIMHCKHX HAYK, CTAPIIHE HAYYIHBIA COTPYAHUK OTAEAQ
ricuxoneBpoAornn u armAerrrosorun, OCIT Hayuno-
HCCACAOBATEABCKHH KAMHHIYCCKHH HHCTUTYT ICAHATPIH
nm. akapaemuka FO.E.Beapruinesa ®1I'bOY BO PHUMY
nm. H.M. ITuporosa M3 P®

TI'osopTeeB ArekcaHA A€OHUAOBUY — HEBPOAOI-OIIHACII-
TOAOT, pyKoBOAHTEAD KAHHHKH «Epilepsy-center

TI'opeasmres Cepreit KupuasoBud — AOKTOP MEAUIIHH-
CKHX HayK, Ipodpeccop, 3aBeAyroIIuil 1 oraeseHmenm,
OI'AY «HannmoHaApHEIN HAay9HO-IPAKTHIECKUN IICHTP
Herpoxupyprun um. akaaemuka H. H. Bypaerxo» Mun-
3apaBa Poccrm

Tl'opuxanosa 3apera KacOysaToBHA — KAHAHAQT MEAH-
LIMHCKHUX HAyK, Bpad HeBPOAOT, Aaboparopus Buaeo-DDI"
MouuTOpuHIra OTAEAQ IICHXOHEBPOAOIMH H SIIHAEITO-
aormu, OCIT Haygro-nccAeAOBATEABCKUI KAMHIYECKUN
HHCTUTYT neamatpuu uM. akapemuka FO.E.Beaprnmmesa
®I'bOY BO PHYIMY um. H.J. ITuporosa M3 PO

AobpriHnHa Mapuna BaaaucaaBoBHA — kaHAHAAT Me-
AHUIIHHCKHUX HAYK, BpAa4 YABTPA3BYKOBOH AMATHOCTHKH, OT-
acaerue AyueBoii anarsoctukn, OCIT Hayuno-mccaeaoBa-
TEABCKUI KAMHIYECCKUH HHCTUATYT IIEAHATPHI IM. AKAACMHKA
IO.E. Beaprumesa ®I'bOY BO PHUMY mm. HU. ITu-
porosa M3 PO

Aopodeepa Mapuna FOpbeBHA — KaHAHAAT MEAUIIIH-
CKHX HAYK, BEAVIIHI HAYYHBIH COTpyAHHK OTAEAQ IICH-
xoHepporornn u snmAentororun, OCIT Hayumo-mc-
CACAOBATEABCKUH KAHMHHYECKUN HHCTUTYT IIEAHATPUH
umM. akapremuka FO.E. Beaprumesa ®I'5O0YV BO PHUMY
mv. H.M. ITaporosa M3 P®

AyaapeBa AnHa AHATOABEBHA — KAHAHMAAT MCAHIIMH-
CKHX HAyK, BEAYIIHH HAYYHBIH COTPYAHHK OTAEAA Opra-
Hu3anuu 3apaBooxpadennd I'BY «HMI oprammsamun
3APAaBOOXPAHEHHA M MEAHMIIMHCKOIO MEHEAKMeHTa Aerap-
TaMeHTa 3APABOOXpaHeHHA TOPOAd MOCKBB



Ty6epOos3HbIN CKIIEPO3

3emaauckmii Muxama FOpseBuu — Helpoxupypr-KoH-
cyapTanT KAMHOKH «Epilepsy-center»

3uHoBbeB AHaToAmuii BaauMoBHY — Bpad peHTICHOAOT,
OTAEGACHHE PEHTICHOBCKOM AHMAHOCTHKH U TOMOTrpadum,
OI'bY «(IKb ¢ HOANKAMHHKON» YIpPaBACHHA ACAAMHU
[IpesenTa PO

Hnmanauros Eprennit HaymMoBIYI — AOKTOP MEAMITHHCKITX
Hayk, podeccop, gaen.-kopp. PAH, 3aBeayrommuii kadea-
poIl OOImEeH M MOAEKYAAPHOH MEAUIIMHCKON I'€HETHKH
®I'bOY BO «Caukr-IlerepOyprekuii rocyAapCTBEHHEBLIR
TTEAMATPIYECKIH MEAWITHHCKHH yHUBepcuTe™ MuH3Apa-
Ba Poccun, pyKOBOAUTEAD OTAE€AA OMOAOTHH OIIYXOAEBOIO
pocta @I'BY  «HayaHO-mCCACAOBATEABCKHE  HWHCTHTYT
oukororun umenn H.H. ITetposa» Mumsapasa Poccrm

Kazaxos Amurpuii OAeropud — Bpad PEHTICHOAOT,
oraeAenue AygeBoit amaraoctukn, OCIT Hayano-mccae-
AOBATEABCKHUN KAMHHUYECKHH HHCTHTYT IIEAUATPHUH HM.
axaaemuka IO.E. Beaprummesa ®I'bOY BO PHYIMY um.
H.N. ITuporosa M3 PO

Karpimesa Oabra Buxkroposna — Bpad HedpoAor, OTAE-
ACHHE HACACACTBEHHBIX U IIPUOOPETCHHBIX 3a00ACBAHNN
nouek, OCIT Hayano-mccAeAOBATEABCKHIE KAMHIYIECKITH
HHCTUTYT HeamatTpuu uM.akasemuka FO.E.Beaprurmesa
®I'bOV BO PHVIMY um. H.J. ITuporosa M3 PO

Komaues Amurpuit HukosaeBuY — KAHAMAQT MCAUIIHH-
ckux Hayk, Hefpoxupypr PI'AY «HannonaapHsi Hayd-
HO-TIPAKTHYECKHH IIEHTP HEHPOXHPYPTHH FMEHH aKaAe-
vuka H.H. Bypaerxo» Mrasapasa Poccnn

Kopmrynos AutoH EBreHpeBUY — KAaHAHAAT MCAHIMH-
CKUX HAyK, CTAPIIUNA HAYIHBIH COTPYAHHK 2 OTAEACHHS,
OI'AY  «HarmoHaApHBI HAYYIHO-IPAKTHYCCKHH IICHTP
Herpoxupypruu uM. akaremuka H.H. Bypaerxo» Mumsapasa
Poccnm

Kpammskua Asekceir IropeBud — AOKTOP MEAUIIMHCKIX
HayK, 3amecTuTeAb Aupekropa I'BY3 «HIIL aerckoit mcn-
xOoHeBpoAorun AerrapramenTa SApaBoOXpaHeHus I. MOCKBBI



Csegenns 06 aBTopax

Mocuna Mapa MuxaiiAOBAY — AOKTOP MEAMIIHMHCKHX HayK,
rrpodeccop, PyKOBOAUTEAD OPTAABMOAOTITIECKON KAMHUKH
Aerckoit KB um. 3.A. Bammasesoii.

Hasaposa Hartasma ®@epopoBHA — Bpad PEHITEHOAOT,
oTaeAeHHe AydeBoii amarnoctukm, OCIT Hayumo-wmc-
CACAOBATEABCKHH KAMHHYECKHH HHCTUTYT IICAHATPUH
mm. akapemuka FO.E. Beaptamesa @PI'bOY BO PHVIMY
mv. H.M. ITuaporosa M3 PO

Osepopa Basenrnna MapMHUYHA — AOKTOP MEAHIIUH-
CKHUX HAYK, BEAYIIIHI HAYYHBIN COTPYAHUK OTACACHHS PEHT-
renoaorun, PI'AY «HannoHaAPHBIH HAyIHO-IIPAKTUIECKIE
HeHTp HeHpoxnpyprun mvern akaaemuka H.H. Bypaerko»
Mrmasapasa Poccrm

Ocunosa DapkoHna KoOHCTAaHTUHOBHA — KAHAHAAT Me-
AMIIMHCKHX HAyK, Bpad YABTPAa3BYKOBOM AHATHOCTHKH,
oraeaeHue AydeBoir amarmocrukn, OCIT Hayuno-wmc-
CACAOBATEABCKHH KAHMHHYECKHU HHCTUTYT HEAHATPHHU
nm. akapemuka FO.E. Beasrummesa @PI'bOY BO PHVMY
nm. H.M. ITuporosa M3 PO

Ilepesesennen Oaer AAeKCAHAPOBHY — Bpad KAMHH-
9eCKOH Aa0OPATOPHOH AHATHOCTHKH H AaDOPATOPHOM
IEHETHKH, AAOOPATOPHA KAMHHIICCKOH IMaTOMOP(OAOrHH
U MOAEKYASPHO-OMOAOTHYECKUX HCCACAOBaHMM, I'ocyaap-
creenHOe ABTOHOMHOE Yupekaenne Pocrosckoit obaacTu
O06AACTHOH KOHCYABTATHBHO-AHATHOCTUICCKUI IIEHTP

ITuBoBapoBa AsexkcaHApa MmuxaliAOBHA — KaHAUAAT
MEAWITIHHCKIX HAyK, CTAPIIHI HaydHBI cOTpyAHHK OTAe-
A2 OPTraHM3AIUH W PasBUTHA HAYIHO-FICCAEAOBATEABCKOM
u uaHOBannoHHON AcfreapHOCTH, OCIT Hayuno-mccae-
AOBATEABCKUI KAUHWYECKAN MHCTUTYT IEAUATPHHU UM. aKa-
Aaemuka FO.E. Beavrumesa ®I'bOY BO PHIVIMYVY uwm.
H.J. Iuporosa M3 PO

Caranna AeoHuA AAGKCAHAPOBUY — KAHAHMAQT MCAH-
IFHCKHUX HAYK, CTAPIII HAYIHBIH COTPYAHHK 1 OTACACHHS,
®I'AY «HarmonaAbHBIN HAYIHO-ITPAKTHYECKIH LIEHTP HE-
poxupyprun umenn akaaemuka H.H. Bypaerxo» Munsapasa
Poccuu
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Ty6epOos3HbIN CKIIEPO3

Cremmanan Uropep DMHUABEBHY — AOKTOP MCAHIIHHCKIX
HayK, nmpodeccop, BeAyrni HaygHbiii corpyAnuk PI'b-
HY «enrtpaapusiit HUM 1yGepkyaesar»

Cycrmupsra Esrenmii HukoaaeBuu — KaHAMAAT MCAH-
LIMHCKHUX HAyK, AOLICHT Ka(DEAPEI OOIIEH U MOACKYAAPHOI
meaunuackor reaerukn PLI'BOY BO «Cankr-IlerepOypr-
CKHII TOCYAAPCTBEHHBIN IIEAMATPUYECCKAM MEAUITHMHCKHUI
yHnsepcutet» MuH3ApaBa Poccrm, cTapIimiil HayIHBIH co-
TPYAHUK AaOOPATOPHH MOAEKYAAPHOI oHkororuu PI'BY
«HaygHO-HCCACAOBATEABCKHI HHCTHTYT OHKOAOIHH HM.
H.H. I'lerposa» Munsapasa Poccrm

Tpounxuii Asexceil AHATOABEBUY — HEBPOAOT-3ITHACII-
TOAOT, PYKOBOAHUTEAB Aaboparopuu BuAco-DII'-moHMTO-
punra kanaukn «Epilepsy-center

Xoaprpepa A¥060Bb AA€KCEEeBHA — AOKTOP MEAHITHHCKIX
HAYK, 3aBEAYIOIIAd OTACAOM OPTAHH3AIINH 3APABOOXPAHE-
aus I'BY «HMM opranmsarmm 3ApaBOOXPAaHEHUA H MEAH-
LIMHCKOIO MeHeAxMeHTa AemaprameHTa 3APaBOOXPAHEHUSA
ropoaa MockBem, AorieHT Kadeaps! ypoaormu PI'BOYV BO
«MOCKOBCKII TOCYAAPCTBEHHBIH CTOMATOAOTHIECKUI YHII-
Bepcurer nMm. AV, EBAoKkHMOBaY

XyxaaeBa EaeHa AHATOABEBHA — KAHAMAAT MCAHITHHCKIX
HAyK, CTApIIUil HaydHBI cOTpyAHHK 1 oraeaennsa, PI'AY
«HarmmoHaABHBIH HAYIHO-TTPAKTHIECKUI IIEHTP HEHPOXM-
pypram mvenn akasemnka H.H. Bypaenxo» Mmnmsapasa
Poccun

Uymax Oawsra MBanoBHA — Bpad yABTPasBYKOBOM AHMa-
THOCTHKH, OTAeAcHUE AydueBoi amarHoctuku, OCIT Ha-
YIHO-HUCCAEAOBATEABCKHI KAMHHYECKHMH MHCTUTYT IIe-
amarpun uMm. akaaemuka FO.E. Beavrummesa ®I'bOY BO
PHMIMY wnwm. H.M. ITuporosa M3 PO

ITapxos Aprem AArexceeBUY — HAYIHBIH COTPYAHHK
Ortaeaa ncuxonespoaoruu u snnaenrosornn, OCIT Ha-
YYIHO-HCCACAOBATEABCKAN KAHMHHYECKHH HHCTHUTYT IIe-
amarpua uM. akaaemuka FO.E. Beastamesa PI'bOY BO
PHUMY wum. H.M. ITuporosa M3 PO



Csegenns 06 aBTopax

Anyc I'puropmii ApKaAbeBUY — HAyYHBIL COTPYAHHUK
AabopaTopuu MOAEKyAsipHOU AmarHocTrke, Casxt-Ilerep-
OyprcKuii rocyAAPCTBEHHBIH ITEAHATPIIECKHE Y HUBEPCHTET

Apocaasuesa Eaena BukroposHa — Bpad 0opTaAbMOAOT,
otaeaenue odraspmosorun, OCIT Hayano-uccaeaoBarean-
CKHH KAMHHUYECKUN MHCTUTYT IIEAHATPUU HM. AKAACMUKA
IO.E. Beavrumesa ®I'bOV BO PHVIMY mm. H.H. ITu-
porosa M3 PO
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CIIMCOK COKPAIITEHHUI

AMA — AaHTMOMHOAHIIOMA

EPO — Espomnetickoe Pecrimparoproe ObmectBo

KT — KOMITbIOTEpHAA (PEHITEHOBCKAA) TOMOIpadpus

KTBP — KOMITBFOTEpHAsA TOMOTPadHs BEICOKOTO
paspertreHus

KTC — KOMIIACKC TyOEPO3HOIO CKACPO32

AAM — AM(AHTHOACHOMIOMATO3

AAM-KTC — AnmpaHIHOAEHOMIOMATO3 B PAMKAX
KOMITACKCA TyOEPO3HOIO CKAEPO32

AKA — AQITAPOCKOIIHYECKasA KPHOAOAAIUA
(KpHOAECTPYKITHSA)

MBA — MHKPOBOAHOBAS aOAAITHA

MPT — MATHUTHO-PE30HAHCHAA TOMOTpapus

MOT — MarHErTO3HIIe(aOTpad U

O®B, — 00BeM POPCHPOBAHHOTO BHIAOXA
32 1 cexkyHAY

OKT — OIITHYECKas KOrepeHTHAS ToMorpadus

ODOKT  — oAHODOTOHHAA IMICCHOHHAA
KOMITBEOTEpHAA TOMOrpadpus

1T — IO3UTPOHHO-9MHUCCHOHHAS TOMOrpadus

PAC — PACCTPOMCTBA AYTHCTHYIECKOTO CIIEKTPA

PA — pasMep AncKa

PUA — PAAHOYACTOTHAA ADAAIHA

CABI' — CHHAPOM Ae(DUITNTA BHUMAHUA

1 TUTIEPAKTUBHOCTH

CHOI'A — CyO3IEHANMAABHAS THTAHTOKACTOYHAS
ACTPOIIITOMA



Ty6epo3HbIl CKIIEPO3

(0C)% — CyOSIICHANMAABHBIH y3€A

T1BU — T'1-B3BerrenHBIC N300paKEHIA

T2B1 — T2-B3BeIIICHHbBIE H300PAKEHISA

TC — TyOEpO3HEII CKACPO3

V3u — YABTPa3BYKOBOE UCCAEAOBAHHE

DAT — (payopecnieHTHasA aHTHOrpad U

LIAK — IIBETHOE AOIIAEPOBCKOE KaPTHPOBAHIE
[HHC — IEeHTpaAbHAsA HEPBHAA CHCTEMA

DKI” — 3AEKTpOKapAnorpacpus

ODMA — BIHUTEAUAABHBI MEMOPAHHBIN aHTHICH
OPI — 3AEKTPOPETHHOTPAMMA

OXO-KI' - axokapanorpadus

cClh — 9ACKTPOHIIedAAOTPAMMA

DLCO — auddysuonHas crrocoGHOCTb ACTKHUX

FDA (Food and Drug Administration) — YipaBAeHIe 110 CAHUTAPHOMY
HaA30pY 32 KAYECTBOM IUINEBBIX IIPOAYKTOB M MEAHKAMEHTOB —
areHTCTBO MUHICTEPCTBA 3APABOOXPAHCHHSA U COLIMAABHEIX CAYIKO
CIIA

FLAIR (Fluid Attennnated Inversion Recovery) — m3o0OpaxeHns, IOAy-
ueHHBIE ¢ ToAaBAcHIeM MPT-curaasa ot BOAB!

GAP- 6eaok, axtusupyroruuit I'T®aszy

mTOR-S6K~ MuIIeHP parmaMuimHa MACKOIUTAFOIIHIX/CCpHH-
TPEOHUHOBAA KIHA3A

NGS — (Next Generation Sequencing) — CeKBEHUPOBAaHHE HOBOIO
ITOKOACHUS

PKD— mmoaunkncros mmouek 1 tuia

STIR (Short TT Inversion Recovery) — nsoOpameHus, OAYICHHBIC
¢ moaasAacHEeM MP curaasa or KHpPOBOH TKAHK

TAND (TSC Associated Neuropsychiatric Disorders) — Accormmpo-
BAHHEIE C TYOEPO3HBIM CKAEPO30M HEHPOIICHXHATPUIECKIE Pac-
CTPOMCTBA
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ITPEAMCAOBHE

B Hayuro-mccA€AOBATEABCKOM KAMHHYECKOM HHCTH-
TyTe meamatpun M. akaaemuka FO.E. Beapruimesa Myab-
THAHACLIUIIAMHAPHAS KOMAHAQ Bpadel HaOATOAACT IIAIIHCH-
TOB C TyOEPO3HBIM CKAEPO3OM H3 PA3AHYHBIX PEIHOHOB
Poccun, 6oaee 20 aer.

AwmarzocTuka TyDepO3HOrO CKAEPO32a 32 IIOCACAHIE TOABL
IpeTepIIeAd 3HAYUTEABHEIC U3MEHEHHA: MOAECKYASPHO-
TE€HETUYIECKHE HMCCAEAOBAHHSA, AAIOT BO3MOXKHOCTD Ce-
MBSM IIAIIHEHTOB C TyOEPO3HBIM CKAEPO30M IIAAHHPOBATH
POKAEHHE 3AOPOBBIX AETEH; IPEHATAAbHAA AMATHOCTHKA
3200AEBAHNSA, TIO3BOASET IIPOBOAUTD IIPEBEHTHBHYIO TEPa-
[HIO IPOTUBOCYAOPOKHEIMU IIPENAPATAMUA AO ITOABACHHS
SIUACIICHU Y ACTEH C TyOEpO3HBIM CKACPO30OM, IPEAYIIpE-
HKAAIOIIYIO PA3BUTUE KOTHUTUBHBIX HAPYIIEHUM,



Ty6epo3HbIl CKIIEPO3

C 2009 roaa cCOTPYAHHKH MHCTHTYTA4 HEIIPEPBIBHO yda-
CIBYIOT B MYABTHIICHTPOBBIX MEKAVHAPOAHBIX KAHMHHYE-
CKHX MCCACAOBAHMAX IIPEIApaTa DBEPOAHMMYC, OAATOAAPA
kotopeM B 2012 roay or Opra sapeructpuposas B Poccun
AASL ACICHUS OCAOKHEHHH TyOepO3HOro ckAeposa. [Ipnme-
HEHHE DBEPOAHMYCA AAA ACUCHHSA TAKEABIX IIPOABACHHIM
OOAE3HH, AACT HAACKAY HA IIOAHOIICHHYIO KM3HD HAIIIHX
IIAIIHEHTOB.

HOCACAH@C BpeMs pPaCHIUPAIOTCA BO3MOXKHOCTH Hel-
POXHUPYPIUICCKOIO ACUCHUA SITUACIICUU 1IIPU TY6Cp03HOM
CKAEpPO3€, KOTOPOEC ITO3BOAAICT 3HAYUTCABHO YAYYIIIHUTDH
KAa4E€CTBO KM3HM ITallMCHTA 1 BCEM CEMBbH.

Ha 6ase HVIKM neamarpuu um. akaaemuka FO.E. Beas-
THILEBA BEACTCA BCEPOCCHICKHI HAYYHBIH PETHCTP TyOe-
PO3HOIO CKAEpPO3a, TOTOBATCA BUACOMATEPHAABL AASL OOyHa-
FOITUX TIPOTPAMM, KaK CTYAGHTOB MEAUIIHHCKHX BY 308, Tak
H Bpavei.

Momnorpadus «I'ybeposHslil ckaepos. AuarHocTrka u Ae-
YEHHE», CO3AAHHAA IIPH YIACTHH KOAAEKTHBA aBTOPOB H3
HUKHM mreAnaTpun 1 APYTUX MEAUITHHCKAX OPTaHU3AITHIH,
HAOAIOAAFOIINX HAIIIEHTOB C TYOEPO3HBIM CKAEPO30M, IIO-
CBAILICHA PA3AMYHBIM ACIIEKTAM AHMATHOCTUKH M ACYCHUA
5TOIO PEAKOIO 3a00AEBAHMA.

Kaura 6yaer, 06e3yCAOBHO, IIOAE3HOH AAfl IIHPOKOIO
Kpyra CIIELHAAMCTOB, CTAAKHUBAIOIIUXCA B IIOBCEAHEBHOM
IIPAKTHUKE C IIPOOAEMAMHE TYOEPO3HOIO CKAEPO3a.

Bsrpasxaem 6AarOAapHOCTE KOAACKIHBY aBTOPOB, IIPEA-
CTABHBIIIIM B CBOUX Pa0OTaX COOCTBCHHBIN M MCKAYHAPOA-
HBIN OIBIT HAOAIOACHHA M ACYCHHUA IAIIECHTOB C TyOEPO3-
HBEIM CKACPO3OM.

Boarimioe criacubo HAIIIM TaIEHTAM B HX POAUTEAAM,
y4aCTBOBABIIIUM B IIOATOTOBKE 3TOM KHUIH K H3AQHHUIO
U IIO3BOAUBIINM IIPEAOCTABHTH CBOH oTorpadum AL
HAAFOCTPAITU.

M.IO. Aopodeesa
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NCTOPHUA N3YUEHUA
TYBEPO3HOI'O CKAEPO3A

M.FO. AoPOdEEBA

[TepBoe AOKYMEHTHPOBAHHOE OIIHCAHHE TYOEPO3HOTO
ckaeposa aatupyerca 1835 ropom. B atom roay PE O.Rayer
B CBOEM 4TAACE ITOMECTHA M300PAKEHUE AHIIA MOAOAOTO
YEAOBEKA C IIOPAKEHIEM KOXKHI, XAPAKTEPHBIM AAf TYOEpO3-
HOT'O CKAECPO3a. DTH U3MEHEHHA KOXKHI HMEAH 0cODOE pac-
ITIOAOKEHHE Ha AHUIE U OBIAHM CXOXKH C aHrHopuOpomamu,
KOTOPBIE Y4CTO BCTPEYAIOTCA IIPH TYOEPO3HOM CKAEPO3E

(puc. 1.1).

Pucynox 1.1. Tlepoe n ucropu-
ugeckre n300paKeHus aHrHopuO-
poM AnIa.
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25 mapra 1862 r. F. von
Recklinghausen (puc. 1.2)
Ha 3aceaaHnu bepammckoro
AKYIIIEPCKOTO ODINECTBA CAC-
AAA COOOIIEHUE O PE3yAb-
TaTrax I1aTOAOTOAHATOMHYE-
CKOI'O HCCACAOBAHHUSA CEPALIA
MAAAEHIIA, YMEPILEIO dYepe3
HECKOABKO ~MMHYT —ITOCAC
poxacuua. CoraacHO AaH-
HBIM  IATOAOTOAHATOMHYE-
CKOI'O HCCAEAOBAHHA, y pe-
OeHKa HMMEAOCh MHOMKECTBO
OIIYXOAEH, KOTOPHIE BEICTY-
[IAAM  HAA  IIOBEPXHOCTBIO Pucynox 1.2. F. von Recklinghausen
CEpALIA, IIPOPACTAAH B €I'O IIOAOCTH, BBIABAAANCH B CTCHKAX
AKEAYAOUKOB. OIYXOAb CTEHKH AEBOIO JKEAYAOUKA OBIAA
pasmepom ¢ «roAydmuoe fiiro». I von Recklinghausen
KAACCH(PUIIIPOBAA OIYXOAH CEPALA KAK «MHOMATO3HBIE.
Kpowme Toro, o HarrieA ©3MEHEHUA B MO3Te PeOCHKA, KOTO-
pBIE OIIMCAA KAK PACIIPOCTPAHEHHBIH CKAEPO3.

IlepBoe AeTaABHOE OIMCAHHE HEBPOAOIMYECKIX CHMIITO-
MOB H IPyOOH ITATOAOTHU I[CHTPAABHOH HEPBHOM CHCTEMBI
y 6OABHOIT ¢ TyOeposHBIM ckAeposzom Aaa D-M. Bourneville
B 1880 roay (puc. 1.3). Ilpu maromopdoaormaeckom odcae-
AOBAHHH ITAIIMEHTKH C TAYOOKOM YMCTBEHHOH OTCTAAOCTBIO
OH ODOHAPY/KHMA CBOCOOPA3HBIC M3MCHCHHSA B MO3IE, XapaK-
TEPU3OBABILIIECA  YIACTKAMH
rareptpodui U CKACPO3H-
poBaHus 60posa.  Muoxe-
CTBO 32TBEPACHUI IIPHAABAAL
HU3BUAMHAM V3AOBATBHI BHA,
HAIIOMPHABIIHNA KAYOHH (Ty-
6epsr). CBocOOpasHBINT KAYO-
HEBUAHBIN BHA H3BHAMH A2A
ocuosarne D-M. Bourneville
IPEAAOKUATH HOBBI TEPMUIH
AASl HA3BAHUA OITMCAHHOIO

Pucynox 1.3. D-M. Bourneville
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HIM CAy9Yaf — «ITYOCPO3HBIH CKAEPO3 M3BHANH Mo3ra» (puc. 1.4).
3areM PETPOCHEKTHBHO OBIAA ACTAABHO ITPOAHAAU3HPO-
BaHA KAMHHYECKAA KapTUHA OOAE3HN. DIIHACITTHYCCKHE
IIPUCTYIIBl B BUAE 3aBEACHHSA IAA3HBIX AOAOK ITOABHAHCD
y HAIIHCHTKH B IIEPHOA HOBOPOKACHHOCTH. B moapoct-
KOBOM BO3PACTe Ha €€ AHIe OOPa30BAAACH «CAUBHAS BE3H-
KYAO-IIAITyA€3HAsA ChIIIb Ha HOCY, IIEKaX U AOy», KOTOPYIO
D-M. Bourneville HaszBaa «acne rosaceen.

B 1881 roay D-M. Bourneville n E. Brissaud omucaan
4-X ACTHETO MAABYMKA C SIMHACIITHYCCKUMU IPUCTYIIAMI,
3AAEPAKKOM PEUH, CEPACIHEIMH IITYMAMH, KOTOPBIH B TIOCACA-
CTBHH yMEp, IPEKPATHB IIHTh U ccTh. Ha ayromcum Obiam
HAHACHBI CKACPO3HUPOBAHHEIC THIIEPTPOPUPOBAHHEIC H3BHU-
AVIHBI MO3Ta M MHOKECTBO HEDOABIINX CKACPO3NPOBAHHBIX
OIIyXOAEH, ITOKPBIBABIIIIX OOKOBBIE CTEHKH KEAYAOYKOB MO3-
ra. D10 OBIAO TIEPBOE OIHCAHIE OOPA3OBAHMUH, KOTOPHIE 103~
K€ OBIAM HA3BAHBI CyOSIICAMAABHBIMU y3AaMH. Tarike oTH
ABTOPBI OIIHCAAM MAACHBKIE KEATO-OCABIE OIIYXOAH B ITOY-
KaX ¥ IIPECATIOAOKHAY HAAMYHE CBA3H MCKAY HOPAKEHUEM
IIOYEK U IICHTPAABHON HEPBHOH CHCTEMBI IIPH TYOEPO3HOM
cKAepose.

F Balzer u P. Menetrier (1885) u sarem J.J. Pringle (1890)
OIIMCAAM HM3MEHECHHA KOXKH Ha AHIE IIPH TyOEPO3HOM
CKAEpO3e 1 HasBaAW HX «congenital adenoma cebaceumy»
(BPOIKACHHAS aACHOMA CAABHBIX JKEAE3). DTH M3MCHCHUSA
paree 6srAu mponaArocTpuposansl B araace PE O. Rayer.

Pucynox 1.4. TyGeposHeLil CKACPO3 H3BHAUH MO3I4
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Oamaxko, B 1962 roay W.R. Nickel u W.B. Reed moxasaamn, aro
IIPH TyOEPO3HOM CKAEPO3€ Ha ITOPAKEHHBIX YIACTKAX AHIIA
CAABHBIC JKEAE3BI HE YBEAHUEHEI, 4 HA0OOPOT, YaCTO OTCYT-
CIBYIOT HAN aTpoduaHbL [locae AOITOAHHTEABHOIO HCCAE-
AOBAaHI, TIOKA3ABIIICIO, YTO TePMHH «adenoma sebaceumy»
HE BEPEH, 5T U3MEHEHUA OBIAU IIEPEUMEHOBAHBI B «AHIHO-
dHOPOMBI AUIIA».

B mocaeayrorrre roasl MHOTTIE aBTOPBI OOpAIIAAN BHH-
MaHHE Ha IOAMCHCTEMHOCTD IIOPAKEHHH IIPU TyOEpO3HOM
CKAEGPO3€ M Ha Pa3sHOOOPA3HYIO CTEHEHb BLIPAKEHHOCTH
KAMHHYECKON KAPTHHBI 300AEBAHIA, AKE B PAMKAX OAHOM
cempbu. Tax, G. Perusini B 1905 roay coobrmma o gacroii B3a-
HUMOCBSA3H HOPAKEHMI MO3Ia, IIOYEK U CEPALIA C «KOKHBIME
2ACHOMAMID».

B rederne MmEOIrIX ACT TpH pH3HAKA OOAE3HU (SITHMACIITH-
YeCKHe IIPHCTYIBL, YMCTBCHHAA OTCTAAOCTh M «adenoma
sebaceumy), Betaeaeruerx H. Vogt (1908), mcroap3oBaanch
B KAYECTBE AUATHOCTHYIECKIX KPHUTEPUEB TYOEPO3HOIO CKAE-
posa (rpuasa Vogt). H.Vogt ykasbiBaa, 910 OIIyXOAH CEpAILA
U IIOYEK TAKKE ABAAIOTCA IPOABACHHAMI OOAEIHIL.

B 1920 roay J. van der Hoeve mpearosua TepmitH «dako-
MATO3» AAA OIIMCAHUA 3aDOAEBAHMI, KOTOPEIE XapaKIEPHU3Y-
IOTCA HAAUYHEM OYATOBBIX M3MEHEHHI MAHU IIATEH HA KOXKE
(phakomas), a TakiKe pasBHTHEM MHOXXCCTBEHHBIX AOOPOKa-
YECTBEHHBIX OMyXOAcH. TyOeposHblil ckaepos, HEHpodH-
OpomaTos 1 00oAe3Hb o Xummead-AuHAQy OBIAI OTHECE-
HBI K (DAKOMATO3aM.

B 1932 roay M. Critchley u C.J.C. Earl ykasaau na Ba-
HYIO POAB THITOIHIMEHTHBIX IIATEH B AUATHOCTHKE TyOEepO3-
HOIO CKAEPO3a. DTH € aBTOPHl OIHCAAH AYTHUCTHYECKOE
ITOBEACHHUE HEKOTOPEIX DOABHBIX C TyOCPO3HBIM CKACPO30OM.
Uepes 11 aer 1. Kanner ommcas paHHHI ACTCKHI ayTH3M,
HO TOABKO HEAABHO OBIAA M3yYEHA CBA3D MEKAY CHEKTPOM
AYTUCTUYIECKUX HAPYILIEHHH U TYOEPO3HBIM CKACPO3OM.

S.E. Moolten (1942) aAsi OIIHCAHHA TOAHUCHCTEMHOIO Te-
HETUYECKOIO HAPYILIEHNU, BRKAFOYAIOIIIEIO B CeOA IOPAKEHIE
KOKH, CEPALIA, MO3T4, IIOYEK, ACTKHX, F'AA3 U IIEIEHHU BIIEPBBIE
IIPUMEHMA TEPMHUH «KOMIIAEKC TyOEPO3HOIO CKAEPO3a».
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HacaeacTBerHas mprpoAa TYOEPO3HOTO CKAEPO3a CTaAd
msBectHa B Hagare 1900 roaoB Gaaroaaps HaOAFOACHUIO 34
CEMBSIMH IIALHEHTOB C TyOEPO3HBIM CKAEPO3OM, TA€ DOAB-
HBIE BBIABAAAUCH B 2-3 mokoaeHwusAx. P Schuster (1914) moa-
TBEP/KAAA TCHETHYCCKYIO ITPHPOAY 3a00ACBAHUA 1 OTMETAA
MOAMMOP(U3M TEUCHUA OOAE3HM, YKA3BIBasd HA BO3MOKHOE
HAAIYHE Y IAIHCHTOB TOABKO OAHOIO AHATHOCTHYECKOIO
IpU3HAKA 13 TPUAABl Vogt (HaIpuMep, HAAMYHE TOABKO
«adenoma sebaceum» 0e3 SMUACHITHYECKAX IIPUCTYIIOB
U HMHTCAACKTYaABHOI HepoctaTounoctm). B M. Gunter
u L.S. Penrose (1935) u N.C. Nevin u W.G. Pearce (1968)
ITPOAEMOHCTPHPOBAAN AOMIHAHTHEIH XapAKTEP HACACAOBA-
HusA TyOEPO3HOIO CKACPO3a.

CyIriecTBEHHBIH IPOIPecC B MOHUMAHHUI HACACACTBCH-
HOH IpHPOABI 3a00AeBaHmA ObiA OTMedeH B 1967 roay,
koraa J.S. Lagos u M.R. Gomez coobmuan o cBoeM Ha-
OAIOACHHNN CEMbU, B IIATH IIOKOACHUAX KOTOPOH OBIAO
71 6oABHBIX TyOEpO3HBIM CKACpO30M. B a1oit cembe v 38%
n3 69 m3ydeHHBIX OOABHBIX OBIA CPEAHHI YPOBEHb HH-
TeAAEKTa, a 62% MMEAN YMCTBEHHYIO OTCTaAOCTE. Bee st
AQHHBIC IPUBEAH K HEOOXOAUMOCTH IIPUHATHA HOBHIX AU-
ATHOCTHYCCKIX KPUTCPHEB, KOTOPHIE OBIAY OIyOAHMKOBAHBI
B 1988 roay, a 3aTem, 110 Mepe HAKOIIACHUA HOBBIX KAHI-
YECKUX M ICHECTHYCCKUX AAHHBIX O OOAC3HH, OBIAM 3aHO-
BO mepecmoTpersr B 1998 roay. B macrosdmee Bpems, aas
AVIATHOCTHKI TYOCPO3HOIO CKAepO3a mpumMensarorcsa Ama-
THOCTUYECKUE KPUTEPHH, IPUHATEE Ha MeKAyHapOAHOI
Koudepennnn B nrore 2012 roaa B r. Barmmmarrone, CLLIA.

MOAEKYAAPHO-TEHETHYECKHAE  MCCACAOBAHMSA, BBIIIOA-
HEHHBIC B IIOCACAHIE TOAHI, ITOKA3AAN TCHETUICCKYIO TeTe-
POreHHOCTh 3a00AeBAHIA. DBIAO YCTAHOBACHO, UTO PasBH-
THE TyOEPO3HOTO CKACPO3a OIPCACAACTCH ABYMfA TCHAMI.
B 1987 roay ren Tybeposuoro ckaeposa 1-ro tuma (TSC1) 6b1a
AOKAAU30BaH B yYacTKe 34 AAHMHHOIO ITA€Ya XPOMOCOMEI 9.
B 1997 roay 6bIAO BBIABACHO, UTO OH KOAHPYET OEAOK ra-
maptuH. B 1992 roay reu TybeposHOro ckaeposa 2-ro THIa
(TSC2) 6p1a B AOKaAm30BaH B yaacTke 13 KOpOTKOro Imaeva
xpomocomsl 16. B 1993 roay 6s1a0 1mokaszaHo, 9TO OH KOAH-

pyer 6eA0K TyOepHH.
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[To Mepe COBEpIIICHCTBOBAHUA MEAHIIMHCKAX TEXHO-
aormit ¢ cepeanHsr 1970-x TOAOB CTaAO BO3MOKHBIM AH-
ATHOCTHPOBATh IPU3HAKA TYOCPO3HOIO CKAEPO3a y AMII
0e3 KAMHIYECKHX IIpofBAcHn 0oAesum. [TogBaeHme KOM-
IbIOTEpHON TOMOrpadpuu Mosra B 1974 roay 1mosBoAuAo
BBIBAATD CYOSIIEHAHMMAABHBIC Y3ABI, CYOIIICHANMAABHEIC
TUTAHTOKACTOYHEIC ACTPOIUTOMBI M KAABIIMHATBI MOS3TA.
C 1982 roaa ¢ IOMOIIBIO YABTPA3BYKOBBIX METOAOB HICCAC-
AOBAaHIS TOABHAACH BO3MOKHOCTD BU3YAAU3HPOBATE OITyXO-
AW CepAlla M IToYek. IIpuMmeHeHme MarHHTO-PE30HAHCHOM
Tomorpacum, HagmHad ¢ 1984 roaa, Aaet BO3MOKHOCTB OO-
A€€ TOYHO AHATHOCTHPOBATH MOPPOAOIIIECKIE H3MEHEHHA
OpraHoB IIpH TyOEpO3HOM CKAepo3e. bes comuenui, moss-
ACHUE HOBBIX TEXHOAOTMEH IO3BOAHT y3HABATh O TyOEpO3-
HOM CKAepO3e Bce DOABIIIE 1 OOABIIIE.

B 2002 roay Opra orrcan mpoIiecC aKTHBALIHH IIyTH CHI-
nmaapHOM mepepaaan PI3K/Akt/mTOR, kotopsii sBAsieT-
€A KAIOYEBBIM 3BEHOM ITATOIE€HE3a TYOEPO3HOIO CKAEPO3a.
Iensr TyGeposuoro ckaeposa TSC1/2 B Hopme ABAAIOTCS
€CTECTBEHHBIMH I'€HAMHU-CYIIPECCOPAMH OIIyXOAEBOIO POCTa,
B PE3YABTATE X IIOBPEKACHIUSA IIPOUCXOAMT AKTHBALINA Iy TH
curaaspHOln mepeaaun PI3K/Akt/mTOR, uro npuBoant
K POCTY U IPOAUQEPALIN KACTOK.

Hagmran ¢ 2003 roaa, BO MHOITIX CTpaHAX MHpPa IIPOBO-
AUAMICh MHOTOIICHTPOBBIE KAMHHYECKHE HCCACAOBAHUSA Ae-
KapCTBeHHBIX IperapatoB mHruoutopos mTOR, B measx
nzydaeHusd ux 9(p@eKTUBHOCTH I OE30IMACHOCTH B TAPIeTHON
TEPAIIMH OCAOKHEHMI TyOEPO3HOIO CKAEpo3a. baarosaps
9THUM HCCACAOBAHIAM DBEPOAHMYC OBIA 3aPETHCTPUPOBAH
B CLIA 29 oxrs6ps 2010 ropa Aaf AedeHHsA CyO3IIEHAN-
MAABHBIX THTAHTOKACTOYHBIX ACTPOLUTOM, ACCOLMUPOBAH-
HBIX € TyDepo3HBIM ckAepo3oM. B Poccniickoit Peaeparrru
OBepoaumyc ObiA 3apeructpuposan 3 mag 2012 roaa.

OCHOBHBIMH HAIIPABACHUAMI HCCACAOBAHHI TyOepO3-
HOI'O CKAEPO3a B HACTOAIIEE BPEMS ABAAIOTCA: AdABHEIIIIEE
HM3y4YEeHNE ITE€HOMA U T€HOB, CBA3AHHBIX C KAMHHYECKOH Kap-
THHOM 3200AEBAHUSA; YTAYOACHHOE HCCAEAOBAHHE CUTHAAD-
HOTO IIyTH M HAPYIIEHHBIX BHYTPHUKAETOYHBIX MEXaHU3MOB
IIPH TyOEPO3HOM CKAEPO3€, MEXAHU3MOB ACHCTBHSA PalaMU-
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ITHHA; KAMHHYECKIE NCCACAOBAHISA TyOEPO3HOIO CKACPO3a,
BKAIOYAA OIIMCAHUE IIOBEACHUECKOIO (PEHOTHITA, BHIABACHIIE
CBA3EI MEKAY IIOPAKEHHEM MO3IOBBIX CTPYKTYP M KAHUYE-
CKOH KapTHHOH 3200AEBaHUA, OIIPEACACHHUE IIPEAUKTOPOB
COXPaHEHUSA BEICOKOI'O KAYECTBA KIU3HU; U3YICHUE MEXAHU3-
MOB SIIMACITOICHE33; OIMpeACAcHne Haumboace dpeKTHB-
HBIX CTPATETUIl ACUCHMH.
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KPUTEPUU AMATHO3A,
PEKOMEHAAITMH ITO HABAFOAEHHTO
3A BOABHBIMU, SITMAEMHOAOI'A
TYBEPO3HOTI'O CKAEPO3A

M.FO. AorooEEBA, E.A. BEAOYCOBA

TyGepo3HBbIll CKAEPO3 — IIOAUCHCTEMHOE, TCHCTHYC-
CKH AE€TEPMHHHPOBAHHOE 3a00AEBaHHE C BApHUAOEABHON
SKCIIPECCUBHOCTBIO, IIPH KOTOPOM AODPOKAYECTBEHHBIE
OIYXOAH (TaMapTOMBI) BEIABAAIOTCA B Pa3ANYIHBEIX Opra-
HAX, BKAFOYAsA TOAOBHOH MO3T, I'Aa3a, KOKY, CEPALIE, IIOYKH
u nedeHb. Pexxe B IPOIIECC BOBAEKAIOTCA AETKHE, IHAO-
KPHHHAA CUCTEMA H )KEAYAOTHO-KHUIIEUHBIH TpakT. OKoAO
96% rarueHTOB C TyOEPO3HBIM CKAEPO30OM HMEIOT OAUH
HAU HECKOABKO KOXKHBIX IPH3HAKOB Ooaesuu, y 90% —
BEIABAAFOTCA M3MEHEHHA B TOAOBHOM MosTe, 84% — cTpa-
AAFOT anmAericueit, 6oaee yem y 60% — BIABAsCTCA I1ATO-
Aorua modek, y 50% — ramapToMel ceTdaTol 0OOAOYKH
U AUCKa 3pureAbHOro Heppa. PeHOTHI HanueHTa 3aBU-
CHT OT YHCAQ, AOKAAH3ALIUU U PasMepa AOOPOKAYECTBEH-
HBEIX onyxoAei. Bospacr marmenTa Takke Urpaer BamKHyrO
POAB, T.K. Pa3HBIE CHMIITOMBI OOAE3HH IPOABAAIOTCA
B PasAMYHEIC BO3PACTHBIE IepUOAH (120. 2.1, T20. 2.2).

TyOepo3HBIN CKAEPO3 AMATHOCTHPYETCA HA OCHOBAHHU
COBOKYITHOCTH KAMHHNYECKHX CHMIITOMOB M AAHHBIX AO-
IIOAHUTEABHBIX METOAOB HCCAEAOBaHMA. OAHAKO, OOABIIIOE
KOAHMYECTBO KAMHHYECKUX IIPU3HAKOB TyOEPO3HOIO CKAE-
po3a, BapuabeApHOCTh (heHOTHIIA, TOT (DAKT, YTO MAHU-
decranind IPU3HAKOB 3aBUCHT OT BO3PACTA IIAI[MEHTA,
3ATPYAHAIOT AHATHOCTUKY 3a00AEBAHUA.

Mmorme mcCAEAOBATEAH, KaK B ITIPOIITAOM, TaK M B HACTO-
AITEM, TIPOBOAAT ITOMCK ONTHMAABHBIX AHMATHOCTHYECKIX
KpHUTEpUeB TyOEPO3HOIO CKAEPO3a.

Aoaroe BpeMs CAMHCTBEHHOI o6meanHaToﬁ B KAU-
HHUYECKON AMATHOCTUKE TYOEPO3HOIO CKAECPO3a ABAAAACH
TpHaAa IPH3HAKOB, IpearoxkerHad B 1908 roay H. Vogt,
COrAQCHO KOTOPOH, XapaKTEPHBIMH CHMIITOMAMHU TyOe-
PO3HOTO CKAEPO3a ABAAAHCH CYAOPOTH, YMCTBEHHAA OTCTa-
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Tabmmma 2.1.
Bospact marndecTamm CHIMITTOMOB TyOEPO3HOTO CKACPO3a'

Bospacr Ipusnak/Cumirrom

C 20 mepean B PabaoMuoMa cepAna
GepeMEHHOCTH
AO POKACHHSA

IlepunaraApubiii @ CyGaleHAMMAABHEIE Y3ABL, TyOEPbI/ OIIyXOAN MO3I2
TTEPHOA B MHOKECTBEHHBIE KUCTEI ITOYEK

B Cuappom WPW

8 OubposHbie OAAIIKE Ha ADY

B DIIIAEITHIECKUE TIPUCTYIIB /71 #1ero

Ieproa HOBO- M DOKAABHBIC SIIMACIITHYCCKIE IPUCTYIBL ¢/6e3
POKACHHOCTH BTOPUYHOI ICHEPAAUSALIAI
Ao 1 roaa ® [TadanTnabHbIE Crrasmbl/ cHHAPOM Becra

B [ UIIONMUIMEHTHBIC IIATHA HA KOKE
B 3aAepiKKa IICHXOMOTOPHOTO Pa3BUTHA
B ['aMapTOMBI CETIATON OOOAOYKHI IAA3

Ao 5 aer 8 Cusapom Aennoxkca-I'acto
B AyTH3M, HAPYILICHUA OOyICHIUA
B Aurrodubpomer Anra

6-12 aer B VMCTBEHHAS OTCTAAOCTb, TAKEAOE TEYCHHE
SIUACIICHN
B CyOsIIEHAUMAABHBIE Y3ABI, THTAHTOKACTOYHAS
aCTPOLUTOMA
Bapocasre ® HopmaAbHOE yMCTBEHHOE Pa3sBUTHE, CCAT

He OBIAO SITUAEIICHN

B AHTFOMHOAHIIOMBI ITOYCK (OCAOKHEHHSA —
remMaTypus 1 KpOBOTEUEHHS)

B AnmaHIHOACHOMIOMATO3 ACTKIX,
ITHEBMOTOPAKC, ABIXAT€AbHAA HEAOCTATOYHOCTD

B OKOAOHOITEBEIE PUOPOMBL

Arocte U «adenoma sebaceumy». Haarrame AaHHOH TpHAABI
LIPU3HAKOB ACHCTBUTEABHO AA€T OCHOBAHUE IIOCTABUTH AUa-
rHO3 TyOepO3HOIo ckAepo3a. Ho, kak mokasaan aAaapHeHIIIIE
HaOAFOACHHSA, HEKOTOPBIE U3 IIPU3HAKOB TPHAABI ITOABAAIOTCA
AHIID B CTAAUHU PA3BEPHYTHIX KAMHHYECKUX IIPOABACHUI OO-
aesnn. Tax, 1o aarabsiM MR, Gomez' anrnodubpomer Anra
BeTpedarorcs y 56% OOABHBIX, SIIHACIITHYICCKIAE IIPUCTYIIBL —
y 90%, ymcTBEeHHAA OTCTAAOCTD — § 48%0, BCe TpH IMpHU3HAKA —
y 29% 1 HE OAHOTO U3 IPU3HAKOB — y 6% OOABHBIX.
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Tabmura 2.2.

Mamndecramms cumaromos TC B 3aBHCHMOCTH OT BO3PACTA ITATIMCHTOB?

100

80

60

40

20

Yacrora npossaeuuii (%o)

0 T ' ' T

T T T T
Ilperaraspno Ilpu 1 5 10 15 25 40 60
POKAECHHH  TOA Aer Aer Aer AeT AeT AeT
Bospacr
—&— [MIOIMMIMEHTHBIE IIATHA Anrnocubpoma Anra
—4— Cy0aneHANMAABHBIC Y3ABI AHIHOMHOAHITOMBI —¥— TamapTomsr eden
—8— Drmaencus —®— Pabaommonma cepana =+ Tamapromer cerdaTkn

Curatolo P, et al. Lancet 2008;372:657-68.

OueBUAHOI CTaAd HECOOXOAUMOCTH IIEPECMOTPA AHATHO-
CTUYECKUX KPUTEPUEB TYOEPO3HOIO CKACPO34, IIOUCKA KPH-
TEPUEB, XAPAKTEPHBIX AAf PA3HBIX CTAAMNH OOAE3HH. DTO
CTAAO BO3MOJKHBIM B CBfI3H C PACLIHPEHHEM CIIEKTpa HEH-
POPAAHOAOTIYECKUX U HEHPO(PU3MOAOTHIECKUX METOAOB
nccaeaoBaHusA. [1oCKOABKY IO Mepe pasBUTHA OOAE3HH
HAOAIOAAETCA AMHAMUYECKOE HM3MEHEHHE KAHMHHYECKON
CHMIITOMATHKH, MHOIVE HCCAEAOBATEAM, HE O€3 OCHOBA-
HUf, CIUTAIOT LIEACCOOOPA3HBIM BEIACAATH KAK OOAUTATHBIC
HIpU3HAKK 3200AEBAHHUA, IIO3BOASIOIIIHE AOCTOBEPHO OTHO-
CHTb TOT HAU HHON CAyYal K TYOEPO3HOMY CKAEPO3Y, TAK
U «TPEBOMKHBIE» CHMIITOMBI, Y4CTO BCTPEYAIOIINECH IIPH
TyOEpO3HOM CKAEpO3E.

M.R. Gomez B 1988 r'. mpeAAOKHA pacCMATPHUBATD B Ka-
YCCTBE 0fiteamieix AA TYOCPOZHOTO CKACPO3a 7 duazHocmiu-
YeCKUX MPUSHAKOS:

B CyOIIICHAMMAABHBIE TAUAABHBIC Y3AHL;

B KOPTHUKAABHBIE TYOEPBI;

B aHrHO(OUOPOMEL ANIIA;

B OKOAOHOITEBBIE (DHOPOMBI;

® (huOPO3HBIE OAAIIKKI ADA HAH CKAADIIA;

¥ MHOKECTBEHHBIE AHTMOMUOAHMIIOMEI IIOYEK;

B rAMAPTOMBI CETYATKH.
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Coraacao M.R. Gomez, BBIABAEHHE OAHOIO U3 3THUX
IPH3HAKOB AABAAO BO3MOMKHOCTB CACAATH 3AKAIOUCHHE
0 HAAMYNHN Y TAINEHTA TYOCPO3HOTO CKAEPO3a.

Bumecre ¢ Tem, cyrectByeT OOABIIIAS IPYIIIA CHMITTOMOB,
KOTOpPaf BCTPEUACTCA IIPH TYOCPO3HOM CKACPO3€E AOBOABHO
gacro. [To muernro M.R. Gomez', Haaumane AByX U3 CACAY-
FOIIIUX «TPEBOMKHEIX» IIPU3HAKOB AABAAO OCHOBAHIE ITPEA-
ITOAOXKHUTE O TYDEPO3HOM CKAEPO3E Y IMAI[HECHTA:

® nH(AHTHABHBIC CITA3MEl, MHOKAOHIYIECKIE, TOHMYCC-
KHC HAU ATOHHYECKHE CYAOPOIKHBIEC IIPUCTYIIEL;

® IUITOIUTMEHTUPOBAHHBIC TIATHA,;

B YIACTKH «IIIATPEHEBOM KOKID;

B [IEPUIIATIAAAPHAS TAMAPTOMA CETYATOH OOOAOUKH,
KOTOPYIO CAOXKHO OTAMYHUTE OT APY3HI;

= puOpOMEI AcCeH;

B [JOpAKEHHUE SMAAU 3YOOB;

B MHO)KECTBEHHEBIC OITYXOAH U KHCTHI IIOYCK;

® pabAOMIOMA CEPAIIA;

= AMM(AHITOMHUOMATO3 ACTKUX, «COTOBBIC» ACTKHC;

B TPEXIPAHHBIC KOPKOBBIE-CYOKOPKOBBIE KAABIII(DHUKATEL,
MHOXKECTBEHHBIEC CYOKOPTUKAABHBIC THIIOMIEAMHOBBIC
Y9ACTKI;

= HaAmgre OAMKAHINErO POACTBEHHHKA, CTPAAAIOIIEIO
TyOEPO3HBIM CKAEPO3OM.

Kpurepun, npeasoxernnsie M.R. Gomez B 1988 roay
AAfl AMATHOCTHKH TyOEPO3HOIO CKAEPO3a, HAIIAK IIHPO-
KO€ IIPUMEHEHHUE B KAMHIYECKON IIPAKTHKE U, OE3yCAOBHO,
ABHAUCH BAXKHBIM 9TAIIOM B OOBEKTUBH3ALINN KAUHUYIECKO-
ro Amaraosa. OAHAKO aHAAM3 IIPEACTABACHHOIO IIEPEIHA
IIPU3HAKOB ITOKA3BIBACT, ITO, HECMOTPSA HA OIPEACACHHDIC
AOCTOMHCTBA 9TOH CHCTEMBI OIICHKH, HMEIOT MECTO M He-
koropsie HeaocTaTku. Kak u tprmasa Vogt, Aannas crucrema
OIICHKH OBIAA OPHEHTHPOBAHA HA CTAAHIO PAa3BEPHYTHIX
KAMHIYECKUX IIPOABACHUI OOAE3HI.

J.P. Osborne B Tom ke 1988 r.> mpeAAOKHA HECKOABKO

APYIHE AMATHOCTHYECKHE KPUTEPUU TYOCPO3HOIO CKAECPO-
3a (1ab. 2.3).
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Tabrura 2.3.
AmarHocTrEeckne KpUTEpHN TyOEPO3HOTO CKACPO3a®

TOYHBII AHATHO3 [TpEAITOAOKITEABHBII AUATHO3
(TIepBUYHEIC IIPH3HAKI — (BTOpHYHBIC TIPU3HAKH —
TPEOYETCH TOABKO OAMH) TpebyeTcs ABa)

B KAACCHYECKHH YIACTOK B [ UIIOIMUIrMeHTHBIE TITHA
«IIIArPEHEBOM KOKID B OuOPOMEI ACCCH

® OkoaoHOrTEBEIC PUOPOMEL ABYCTOpPOHHIIE MHOKECTBCHHBIC
B MHOKECTBEHHBIE I'AMAPTOMBI ~ KUCTBI ITOYEK

ceT4aTol OOOAOYKHU IAa3a m PaGAOMITOMEI cepAITa

] AHI‘I/IO(bI/I6pOMI)I AHIIA u KOPKOBI)IC TYGCPI)I

m CyOorieHANMAABHbIE (THCTOAOTHYECKOE IIOATBEPKACHIIE)
TAUAABHBIC Y3ABIL B «COTOBBIC ACTKHIC)

B MHOKeCTBEHHbIC HA PEHTIEHOrPAMME
AHTMOMHOAUIIOMBI TTOYEK m [HdaHTHABHbIE CITA3MbI

® MIOKAOHIYECKHE, TOHIYCCKIE
MAM ATOHUYECKHE CYAOPOIKHBIE
TIPHCTYIIBL

m POACTBEHHIK ITepPBOIT CTEIICHH
POACTBA C TyOECPO3HBIM
CKAEPO30M

m OubposHbIe OAAIIKT Ha ADY

® [ MranTo-KA€TOYHAA ACTPOIIHTOMA

Hu oAMH U3 IIPU3HAKOB, IIPEACTABACHHBIX B CAHHCTBCH-
HOM 9HCAE, HE MOXET ABAATHCH HATOTHOMOHHYHBIM AAS
TyOEpO3HOTO CKAECPO3a, HO, TEM HE MEHEe, HEKOTOPbIE IIPH-
3HAKH IIO3BOASIFOT IIPEATIOAOKUTh HAAUYHE 3200ACBAHUA
BoAee OIPEACACHHO, YeM Apyrue’. Tak, Harpumep, HaAH-
upe aHrHo(HOPOM AHUIIA § IAIHEHTA OOABIIE CBUACTEAD-
CTBYET B IIOAB3Y HAAMYNSA TyOEPOZHOIO CKAECPO3a, YEM THIIO-
[IATMEHTHBIC IIMTHA HA KOXKE 10 THIY «KOH(eTTI». B cBAsu
¢ otuM, Ha 3aceaanun CoraacureasHort Komuccuu 1o tybe-
po3sHOMY ckAepo3y B urose 1998 rosa 8 Aunanoauce (CLLIA)
OBIAO IIPEAAOKEHO PA3ACACHHE IIPH3HAKOB TyOEpPO3HOIO
CKAEPO32 Ha IIEPBUYHBIE (MAN OOABIINE) U BTOPUYHbIC (HAH
maAere). Taroxe CoraacuTeAPHON KOMHCCHEH OBIAO PEIIIEHO
HCKAIOYHTH SIIHACIICHIO, YMCTBEHHYIO OTCTAAOCTD H Ay TH3M
13 AHATHOCTIYECKUAX KPHTEPUEB TYOEPO3HOIO CKAEPO34, TAK
KaK 9TH COCTOAHHUS UMEIOT PasHbIEe STHOAOIHYECKHE (DaKkTO-
PBL M 9aCTO BCTPEYAIOTCS B OOLIEH rTormyAsimm’,
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Ty6epOos3HbIN CKIIEPO3

AnarHocTuueckne KpUTEpHUU TyOepO3HOIro CKAe-
po3a, 1998 roa‘.
[ epsuunvie (Gorvuine) npusraru:

m aHTHOPUOPOMEL AHIIA HAH (PUOPO3HEIE OAALIKH Ha ADY;

® HCTPABMATHICCKUE OKOAOHOITEBEIE (DHOPOMET;

® THIIOITUTMEHTHBIE IATHA (DOABIIIE TPEX);

® Y9ACTOK IIIATPEHEBOM KOMKID;

= MHOYKECTBEHHBIC FAMAPTOMBI CETIATKI;

m KOPKOBBIH TyOep;

m CyOSIIEHAUMAABHBIC Y3ABL;

® THTAHTO-KACTOYHAS ACTPOIIUTOMA;

= PAOAOMHOMEI CEPAIIA MHOKCCTBCHHBIC HAU OAMHOYHEIC;

= AUM@AHTHOACHOMIOMATO3 ACTKHIX;

= MHOYKECTBEHHBIC AHTHOMUOAUIIOMEI IIOYCK.

Brmopuurvie (masnvie) npustaxu:

® MHOTOYHCACHHBIE YTAYOACHHUSA B 9MAAN 3YDOB;

® TAMAPTOMATO3HBIC PEKTAABHbIE TIOAHUIIBL;

= KOCTHBIC KHUCTBL';

® MUTPALIIOHHBIC TPAKTHI;

= hubpoMBI Aecem;

® TAMAPTOMBL BHYTPEHHHUX OPTaHOB;

m AXPOMATHYCCKHH YIACTOK CETIATONH OOOAOUKH TAA34;

® IIATHA «KKOH(ETTH» HA KOKE;

® MHOKECTBEHHBIC KHCTBI IIOYCKA.

* Tpebyercs IMCTOAOIMYECKOE HOATBEPIKACHHUE;
© AOCTATOYHO pCH'l‘I‘CHOAOI‘I/I‘ICCKOI’O IIOATBCP)KACHI/IH.

HecoMHeHHBIH AMArHO3 TyOEPO3HOIO CKAEPO3a yCTa-
HABAHMBAETCA HA OCHOBAHHH HAANYHUA 2 IEPBUYHBIX IIPU-
3HAKOB HMAHM 1 IEPBUYHOTO M 2 BTOPHYHBIX IIPHU3HAKOB,
BO3MOJKHBIH AUATHO3 — HA OCHOBAHUU HAAHYHA 1 IepBUY-
HOro u 1 Bropu¥HOIO IPU3HAKOB, HPEAIIOAOKUTEABHBIH
AVIAarHO3 — H4 OCHOBAHHH HAAHYNA UAU 1 IIEPBUYHOIO
LIPU3HAKA, UAH 2 (1 ODOABIIIE) BTOPHYHBIX IIPU3HAKOB.

B 2012 roay Ha MexxayHapoAHoii CoraacureAbHOMH
(KouceHcycHOIT) KOH(epeHIUH 10 Ty0epO3HOMY CKAe-
po3y OBIAM HEPECMOTPEHBI KPUTEPHUH IOCTAHOBKH
Auarfosa 3aGoaeBaHusm’. B cOOTBETCTBUAM C PEKOMEHAALIHSA-
MH, IIPUHATBIMA Ha KOH(EPEHIINN, AHATHO3 «TyOepPO3HBIH
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CKACPO3» MOIKHO CUUTATD (HECOMHEHHBIMY VINUL (BOIMONCHBIM,
B 3aBUCHMOCTH OT HAAHYHA UAU OTCYTCTBHSA, TAK HA3BIBAC-
MBIX, HEPBUYHBIX (OOABIINX) MAM BTOPUYHBEIX (MAABIX)
KAMHIYCCKUX CHMITTOMOB. Heconmennsiti duazros «mybepos-
Hotll CKApO3» YCTAHABAMBACTCA HA OCHOBAHNUH HAAMYHA
2 mepBUYHBIX IIPU3HAKOB HAK 1 mepBuaHOro 1 2 (1 GoAee)
BTOPUYHEIX IIPU3HAKOB; 603MOMNCHbII 0Uazio3 «mybepostiviil
¢K/16p03» — HA OCHOBAHUY HAAMYHUA 1 IEPBHYHOTO IIpU3HA-
ka uAu | mepBudHOro u 1 BTOPHYHOIO IIPU3HAKOB, HAH
2 (m Goace) BTOpUYHBIX IPU3HAKOB. [loATBepiKACHHAA
matorenHas myranusa 1SCT nau TSC2 sBastercs raaBHei-
IIIM KPHUTEPHEM, AOCTATOYHBIM AAA IIOCTAHOBKU AHATHO32
anybeposmwtti ckaepos» (1ab. 2.5).

Tabmyma 2.5.

Kanmumyeckue coraacoBanmbie PEKOMEHAAIMH II0 AHMArHOCTHKE TC
(2012 r.): GoOABIIHE 1 MAABIC KPHTEPHI

Heconmennsrit Anaraos: 2 6oAbIux kputepus nan 1 6oAbmIon u 2 ma-
ABIX KpI/ITCpI/IH;

Bosmosmbriit Amarios: 1 60AbIIo#H n 1 MaABIi KpHTEPHIL.

AAH HECOMHCHHOI'O AMArHO3a AOCTATOYHO HAAMYHNEC TOABKO BbIAB-

Aennoit myramuu TSC1 man TSC2

Boabmme kpurepun'? Maaste kpurepun'=

B ['MIIOIIMIMEHTHPOBAHHEBIE IIATHA ® [1aTHA THIA KOHETTH

(23), He MeHee 5 MM HA KOKE
® Aurmodudbpomst (23) nan Oaamkn 8 AedpekTsr amasn 3y00B (=3)

HA FOAOBE B QuGpomsr morocTH pra (=2)
® Horresbre huOpomer (=2) ¥ AeIUIMEHTHPOBAHHbIE IIITHA
® [IaTHA (ITAarPEHEBOH KOMKID CeTYATKH

MAU MHOJKECTBEHHAS KOAAATCHOMA M MHOKECTBCHHBIC KACThI
B MHOKeCTBEHHBIE TAMAPTOMBI ITOUeK

CeTIATKH mHermoveunas ramaproma

® KoprukaspHas aucnaasus (23)*

u CyGareHAUMAABHBIE Y3ABI (22)

u CyGameHAMMAABHAA THIAHTOKAE-
TOYHAA ACTPOIIUTOMA

® PaGaoMHIOMA CEPALIA

= Amvidarrnoaeitomumomaros (AAM)**

B AHIHOMIOAHUIIOMEI ITOUCK (=2)**

* Croda exodam mybepsr U paduasveie MUzpayuoHusie mpaxmer.
** Couemare smux 06yx 6oasuiux kpumepues, AANM u aneuoruonunomse, bes
opyeusc npusaxos TC nedocmanouno 044 oKonuamensnozo duazosa.
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Hroke puBeACHBI IEPBUYHBIEC U BTOPUYHBIE IPU3HAKA ™,
Iepsuuneee (Gonrvumue) npusraxy: aHrmoPUOPOMEL AHIIA
(e MeHee Tpex) mAN PUOPO3HEIE OAAIIKK HA TOAOBE; I'M-
IIOIIMIMEHTHEIE IIATHA (HE MEHEEe TPEX M HE MEHee 5 MM
B AHAMETpPE); HETPABMATUYICCKUE OKOAOHOITEBBIE (PHOpPO-
MEI (HE MEHEE ABYX); YIACTOK IIIATPEHEBOM KOMKIDY, MHOMKE-
CTBCHHBIC TAMAPTOMBI CCTYATKI; KOPKOBBIC AHCITAA3HH (He
MEHEE TPeX): KOPKOBEIE TyOEPHI M MHUTPAIIMOHHBIC TPAKTEL
B DEAOM BEITIECTBE TOAOBHOIO MO3I2; CYOSIEHANMAABHEIC
y3ABI (HE MCHEE ABYX); CYOIICHANMAABHAA INTAHTOKACTOY-
Hasg ACTPOIMTOMA; PaOAOMHOMBI CEPAIIA MHOMKECTBEHHEIC
AV OAMHOYHBIE; AUM(DAHIHOACHOMHOMATO3 ACTKHX; MHO-
’KECTBEHHBIC AHTMOMUOAHUIIOMEL IIOYCK (HE MEHEE ABYX).
Bmopuunsse (mansre) npusaxu: MHOTOYHCACHHBIE YIAYO-
ACHHS B 9MaAX 3y0OB (He MeHee Tpex); (DHOPOMEL B ITOAO-
cTu pTa (He MECHEE ABYX); FAMAPTOMEI BHYTPEHHIX OPTaHOB;
AXPOMATHYCCKHUN YIACTOK CETYATOH ODOAOUKM rAa3a; IAT-
Ha «KOH(ETTH» HA KOXKE; MHOKECTBCHHBIC KUCTHI ITOYCK.
[1pu BBIABACHHH Y IAITUEHTA TYOCPO3HOIO CKACPO3a, pe-
KOMCHAYCTCS IIPOBOAUTE OIIPEACACHHBIC AHATHOCTHICCKUE
IIPOIICAYPHI AAfL IIOAHOTO ITPEACTABACHHSA O CTEIICHI BBIPA-
’KEHHOCTU 3a00A€BaHUA. B 00A3aTEABHBII ITEPEUCHD TAKIX
IIPOIICAYP IPU BBIABACHHUN IIPH3HAKOB TYOCPO3HOTO CKAE-
PO32a BKAIOYCHA MATHHTOPE30HAHCHAS TOMOTPadOys MO3Ta.
DaexrposniiedasorpaMma 00A3ATEABHO IIPOBOANTCA IIPH
HAAMYMUN SIHACITHYCCKHX IIPUCTYIIOB Y IAIMCHTA HAHM
IIPH BBIABACHHUH PAOAOMEOMEL CEPAIA IIPEHATAABHO HAHM
Y HOBOPOMKACHHBIX C IICABIO HE IIPOIYCIUTH SIIMACIITH-
(POPMHYIO AKTHBHOCTB. Y ABTPa3BYKOBOE HCCACAOBAHUE
OpraHoB OpPIOIIHOMN ITOAOCTH H IIOYCK IIPOBOAHTCA BCEM
ITAIIMEHTAM C BIICPBBIC AHMATHOCTHPOBAHHBIM TyOEpPO3HBIM
CKACPO30OM. DACKIPOKAPAHOIPAMMA H IXOKAPAHOTPAMMA
00A3aTEABHO IIPOBOAATCH IIPH IIEPBHYHOM OOCACAOBAHMIIL.
PabAOMHOMSBI CEpAIIA MOIYT IIPHBOAHTH K HAPYIICHHAM
CCPACYHOIO PHIMA KOTOPHIC HHOTAQ BBIABAAIOTCH IIPH
PONACHUN PeOCHKA AWM ITOABAAIOTCHA B TCYCHHCE YKU3HHI
marueHToB. [TOAHBI OCMOTP KOMKHBIX ITOKPOBOB HEOO-
XOAHUM IIPH IEPBUYHOM ODCACAOBAHHHU AAfl BBIABACHISA



Kpurepun guartosa, peKOMEHIAMNA 10 HabJIIOAEeHMIO
3a GOJIBHBIMY, SIIMAEMUOJIOrUS TYOEPO3HOro CKIIEP03a

KOJKHBIX ITPH3HAKOB 3a0O0ACBAHUA M AAABHCHIIIETO AMHA-
MIYECKOrO HaOAFOACHMSA 3a HEMIH. [TocAe TOATBEPKACHISA
AHArHO3a «TyOEPO3HBIH CKACPO3» B ACTCKOM BO3pacTe 00s-
3aTEACH IIOCTOSIHHBIA KOHTPOAB 34 HEHPOIICHXOAOIHHYE-
CKUM ¥ YMCTBCHHBIM Pa3BUTHEM PEOCHKA.

[ManmeHTH ¢ TYOEPO3HBIM CKACPO3OM AOAKHBI HAXO-
AUTBCS TTOA OCTOSHHBIM AUCIAHCEPHBIM HaOATOACHHEM .
AHIFIOMHOAHITOMBl TIOYCK, CYOSIICHANMAABHBIC THIAHTO-
KACTOYHBIEC ACTPOIITOMBI, OCAOKHEHUS CO CTOPOHBI ACTKIX
1 CEPALIA MOTYT IPHBOAUTH K TAKEABIM IIOCACACTBUAM U I~
OeAr OOABHBIX. BaKHO OTMETHTB, YTO IIPH ITOAO3PEHIUN HA
TyOEpPO3HBII CKACPO3, ITALMEHT AOAKEH OBITH OOCACAOBAH
Y PABAMYHBIX CIICLINAAUCTOB AAS HCKAFOUCHMS / IOATBEPIKAC-
HUA HATOAOTUH PAa3AMYHBIX BHYTPEHHNX OpraHos (puc. 2.6).

TpenarabHbit
TIEPHOA <1roaa 1-5 aer 1-18 aer >18 aer
}
- T T T i
Tenernk Akymep- Aercknii - Odpraasmonror  Hedpoaor/ TlyapmonOAOr
ruaekoror/  Hespoaor/ ypoaor

KapAHMOAOT AEpMaTOAOT

PabaoMuoMbr’

AAM — anvicparrHOACTHOMIOMATO3

PucyroK 2.6. MyAbTHANCHHIIANHAPHAS KOMAHAA CIIELUAANCTOB,
HAOAFOAQFOIIHX 32 ITAIMEHTOM C TYOEPO3HBIM CKAECPO3OM.

Coraacao M.R.Gomez', B pasAHMYHBIX BO3PACTHBIX
IPYIIAX K CMEPTH OOABHBIX IIPUBOAAT PA3AMIHEIE OCAOK-
HeHHUsA TedeHHA OoAesHH. B pammHeMm AeTckum Bospacte
1 B IIEPHOAE HOBOPOKACHHOCTH — OGA0ICHEHUA €O CIH0POHD!
cepdeuro-cocyoucmon cucmemer (PAODAOMHUOMBI CEPAIIA, HAPY-
IIAFOIIHE KPOBOTOK; PA3PHIB AHEBPH3MBI IPYAHOM AOPTEL),
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B Bospacte 10 Aer u crapIie — oaroscHenns co cropoisl noUex
(mouedHas HEAOCTATOYHOCTH, KPOBOTEUEHHA H3 AHIHO-
MUOAUITOMEI, KAPIIMHOMA IIOYKU) U 0CA0NCHENUS (O CIIOpOHbL
ITHC (ruranToKA€TOYHASA ACTPOIIMTOMA, TIOBBIIIICHUE BHY-
TPUYEPEIIHOIO AABACHUSA, OCAOKHEHHUA HEHPOXHpyprude-
CKOTO BMEITIATCABCTBA, SITHACIITHYCCKUE CTATYC), B BO3PACTE
40 Aet u cTapIIie — oaroscHerus co croporst aeekux (AMdpaHTHO-
ACHOMHOMATO3 ACTKUX, ABIXATCABHAA HEAOCTATOYHOCTD, Pe-
LIIAMBUPYIOLIHI ITHEBMOTOPAKC, OPOHXOITHEBMOHIS ¥ OOAB-
HBIX C BEIPAKEHHOI! CTCIIEHBIO YMCTBEHHOM OTCTAAOCTH).

PexomenAyeTcs IPOBOANTH MATHHTOPE3OHAHCHOE HC-
CACAOBAHHE TOAOBHOTO MO3Ta BCEM ITAITMEHTAM B BO3PACTE
AO 2-X ACT M AAACE EIKETOAHO, TIPH HAAITYIHH KAUMHHYIECKIX
CHMIITOMOB HMAH HAAMYHH CYO3IIEHAHMMAABHOTO Y3Ad HAM
TUTAHTO-KA€TOYHOM ACTPOIHMTOMEL y oTBepcTua Momnpo.
ITpu OTCYyTCTBHHM KAMHHYECKUX CUMIITOMOB MAHM HEHpOpa-
AVIOAOTHYECKHX IIPU3HAKOB PHCKA Pa3sBUTHA THIAHTO-KAE-
Tognou acrpormromer, MPT — mccaeaoBarme TOAOBHOIO
MO3ra PEKOMEHAYETCA IPOBOAUTH KaKABIC 2-3 TOAQ AO
Bospacta 20 Aer (B cTapIieM BO3PACTE Pa3BUTHE IMIAHTO-
KACTOUYHBIX ACTPOIINTOM MAAOBEPOATHO). Y ABTPA3BYKOBOE
HICCACAOBAHUE IIOYEK PEKOMEHAYETCA IIPOBOAUTD KAKABIE
1-3 roaa. MPT u KT nccaeAoBaHHA OYEK IIPOBOAATCA IIPH
Pa3BUTHH OCAOKHEHHE CO CTOPOHEI ITOYEK (KPOBOTEUEHHE,
ITOAO3PCHUE Ha MAAHTHH3AIHIO oIyxoAcei). [Tocae 6 aer
3X0-KaPAHOIPAMMA IPOBOAUTCA TOABKO IO KAHHHYECKUM
ITOKA32HHUAM, T.K. PADAOMHOMBI CEPALIA HMEIOT TEHACHIIUIO
K perpeccy B TeYeHHE IEPBBIX AeT #u3HH. KomproTepHas
TOMOTrpapuA AEIKHX IIPOBOAMTCA B3POCABIM JKCHIIIMHAM
IIpY HApyIIeHUH (DYHKIIUH ACTKHX' .

ITpodmaaxruka. B mupooii mpakTike IpodHAAKTHKA
3200AeBAHNA CBOANTCH K ITPEHATAABHOM AMATHOCTHKE Ty-
0epo3HOro CKAEpO3a. PHCK MOBTOPHOIO pOMKAECHHA DOAB-
HOTO PEOCHKA ITPH CIIOPAAMYIECKOM TyOEPO3HOM CKAEpO3e
cocraBafer 2%, npu HacaeactBeHHOM — 50%. B caydae
ITOATBEPIKACHHOTO KAMHHUYIECKOTO AHATHO32 «TyOEpO3HBIH
CKACPO3» § CTAPIIHX ACTCH MAHM y OAHOTO H3 POAHTEACH,
IIpY ITAAHHPOBAHNI POKACHIA PeOCHKA, HEOOXOAMMO ITPO-



Kpurepun auarsosa, peKoMeHAauuy o HabIogeHnIo
3a GOJIBHBIMY, SIUAEMMOJIOTUS TYOEPO3HOr'o CKIIEPO3a

BOAUTB MOAEKYASPHO-TEHETHYIECCKOE HCCACAOBAHHE CEMBH
AAf BoIBAeHHA MyTanuu B rerax 1TSC1 mau TSC2 y 60ab-
HOTO YACHA CEMBH H ITOATBEPIKAATH HAAMYHE MYTAITFIH
y poAcTBeHHHKOB 1 cTemenn poActBa. OCHOBaHIEM AAAL
IIPOBEACHHSA HHBA3UBHOM IIPEHATAABHON AHMATHOCTHKI fB-
ASIETCA ITOATBEPIKACHHEIH AHATHO3 TyOEPO3HOTO CKACPO3a
y OyAyIIEil MaTepn/OTHA UAU CTAPIIHX ACTEH B CEMBE.

[Ipu moao3peHHE HA HAAMYHE TyOEPO3HOIO CKAEPO3a
y I1AOAQ, Ha Cpokax ¢ 20 HeAeAH OepeMEHHOCTH PEKOMEH-
Ayerca mpoBeAeHHe AmHAMEYIecKuX Y3V mccaeaoBamHmE
AASl BBIIBACHHA PAOAOMHOMEI CEPAIIA HAH C 22 HEACAH
bepemennocTu — nposeacare MPT-mccaeaoBarus TAOAL
AASL BEIIBACHHSA TyOEPOB B TOAOBHOM MOS3TE.

B macroAmii MOMEHT BPEMCHH, MBI MMCEM BO3MOJK-
HOCTb ITPEAYIPEIKAATH PASBUTHE Y HAIHCHTOB JKI3HEYIPO-
KAFOIITIX OCAOKHEHHH CO CTOPOHBI IIEHTPAABHOM HEPB-
HOI CHCTEMBI U ITOYEK (CM. PA3ACA ACUCHHE).

Cy1ecTByroT 3apyOE/KHBIE MCCACAOBAHMA' >, CBUACTEAD-
CTBYIOIIHE O TOM, YTO HA3HAYCHHC ITPECBCHTUBHOMN IIPOTH-
BOCYAOPOXKHOM TEPAITHH IAI[HCHTAM IIEPBOTO TOAQ JKH3HI,
erre He CTPAAAIOIIIM SIIHMACIICHEH, HO Y2Ke MMEIOIIINM ITH-
AerrrudpopMHEIe paspAabl Ha DDI, IPUBOAUT K TOMY, UTO
SIMACIICHSA Y HUX HE Pa3sBUBACTCA M ACTH B AAABHEHIIICM
HE MMEIOT KOTHHTHBHBIX HAPYITICHHUH.

YacroTa TyOeposHoro ckaeposa, coraacuo J.P. Osborne
u coast.'*, cocrasaser 1:30000 maceaerus. R.H. Lindenbaum
u A. Hunt" nposean nonyasinuonnoe uccaeaosanue B Ox-
cpopae (BeankoOpuranus) 1 ero OKPECTHOCTAX U IPUIITIAK
K BBIBOAY, YTO YACTOTA TYOEPO3HOIO CKAEPO3a BAPHADCAD-
Ha ¥ 3aBIICUT OT BO3PACTa DOABHBIX. ABTOPHI ITOKA3AAH, ITO
B BO3PACTHOI KaTeropuu A0 65 AeT 9acTtora TyOEepO3HOro
ckAeposa cocraBager 1:29000 maceAeHus, B BO3PACTHOM
rpymme Ao 30 aer — 1:20000 HaceaeHws u B BO3PACTHOM
rpyme Ao 5 aer—1:15000 Haceaenus. Yacrora rydeposHoro
ckAeposa npu poxacHun cocraBager 1:10000 mHoBopoix-
ACHHBIX. DTH AAHHBIC HAIIIAU ITOATBEPKACHHE B paboOTax
J-R. Sampson u coasrt. (1989), J.P. Osborne u coasr. (1991)
u EJ K. O’Callaghan n coasr.!*'%"".
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TEHETHUKA
TYBEPO3HOI'O CKAEPO3A

E.H. CycriniipH, I'A. AHYC,
M.FO.AorooEEBA, E.H. IMAHUTOB

Ty6eposusrtii ckaepos (TC) —ayrocomHo-AOMHUHAHT-
Hoe 3a00AeBaHMe, BbI3BaHHOE MyTaramu BreHax TSC1
u TSC2. AHK-anarnocruka TC ocaoxusaeTcsa oTcyT-
CTBHEM YACTBIX MYTAIlUH, a TAK)KE CYIeCTBOBAHUEM
mo3aunusma. B Oarmkaiinieii nmepcrexkTuBe 3TH TPYA-
HOCTH MOTI'YT OBITH IPEOAOACHBI 34 CUET IMPUMEHECHUA
CEeKBEHHPOBAHMA HOBOI'O IIOKOACHUA.

B raaBe 060011IeHBI CBEACHUA O YACTOTE U THUIIAX My-
Taruii B reax 1TC, mexaHM3Max pa3BUTHA raMapTOM.
ITpeAcTaBAeHBI COOCTBEHHBIE AAHHBIE O CIIEKTpE Ie-
HETHUYECKUX IIOBPE>KACHUN Yy POCCHICKHUX IALINIEHTOB
C Ty0epO3HBIM CKAEPO30M.

Passurne TyOeposHoro ckaeposa (TC) cBA3BIBAIOT C re-
tTeposurotrHeiMu MyTaruaMu B reae TSC1 man TSC2.

HaunboApImx AOCTIKEHUIT B MCCAGAOBAHUAX OMOAOIHH
TyOEpPO3HOTO CKAEPO3a YAAAOCHh A0DHTBCA B 1993-1997 ro-
Aax, KorAa Obiam oTkperTel remer 1SC1 (OMIM*605284;
TyOeposHsiit ckaepos 1 tuma, OMIM#191100) u TSC2
(OMIM*191092; Tybeposusiii ckaepos 2 tuma, OMIM#
613254). I'er TSC2 xaouuposan B 1993 roay; on mveer 41 ak-
30H, obpasyer PHK-rpanckpunT pasmepom 5.5 k6 u pacrio-
aoxkeH B Aokyce 16p13.3. I'er TSC1 kaoHmpoBaH mosike —
B 1997 roay, o Aokaausyerca B peruone 9q34 u BkArogaer
23 sk30Ha, 21 13 KOTOPEIX ABAACTCA KOAUPYIOIIIHIM; PasMep
PHK-rpanckpurrra cocrapaser 8.6 k0.

I'er TSC1 koaupyer 6eaok ramaptur pasmepom 1164 amur-
HOKHCAOT (130 KAa), KOTOPEIH B KOMIIACKCE C TYOEpUHOM
peryaupyer mTOR-S6K — omocpeaoBanHEBIl ITyTh CHI-
HAABHOH TPAHCAYKIIHH U KACTOYHYIO aATEC3HIO Yepe3 B3a-
nMoAericteue ¢ a3punoMm u Rho. TSC2 xkoaupyer Geaok
TyOepuH, cocrosmuii u3 1807 amuuokmcaor (180 xAa).
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Komrtaeke ramMapTHH-TYOEPHH BO3ACHCTBYCT HA CHUTHAAB-
Hyto TpaHcAykunio mTOR-S6K u GAP-akTuBHOCTD, 2 TaK-
K€ UTPAET POAB B KACTOYHOM ITHKAE (IIPEAITOAOKUTECABHO,
BAHACT HA (POPMHUPOBAHIE AKTHHOBOTO IINTOCKEACTA).

C touxkm 3peHus MOAekyAApHOIT renermku reas 1SC1
n TSC2 saBafroTcsa coocratogno npormxéuuaevu. ['en TSC
HIMECT AAMHY TPAHCAHPYEMOIT gacTv B 3.4 KO 1 cOCTOHT 13
23 9K30HOB (9K30H 2 ITOABEPIKCH AABTECPHATHBHOMY CIIAAT-
cunry), TSC2 ke nmeer aanay B 45 k6 (rpaHcAampyemas
gacth 5.4 k0) u Bkarouaer 41 sk3on, mprraém sk3o0HsI 25, 26
u 31 TakKe ITOABEPIKEHBI AABTCPHATHBHOMY CIIAAFICHHIY.
Cpeanee coornorrenue myrarui B reae TSC2 k rery TSC1
cocraBafer 3.4:1, To ecTp, MyTaIEH B TEHE TyOEpHUHA BCTpPE-
YATOTCA IIPHMEPHO B 3 pasa JaIre, YeM B reHe TaMapTHHA.

ITpoAykrel 0OOMX reHOB, raMapTHH U TyOepuH, op-
MHUPYIOT T€TEPOAHUMEPHBIH KomItAekc ¢ beakom TBC1D7,
kotopeiil, depes maayro ['TdPasy Rheb peryampyer ak-
tuBHOCTD KOoMmmAekca MTORCI (mammalian Target Of
Rapamycin Complex 1). Canraercs, 9T0 IPAKTHYIECKH BCE
myTarn TSC1 u TSC2 BBI3BIBAIOT yTpaTy (OYHKIIHH COOT-
BETCTBYIOITUX OEAKOB, YTO IPUBOAUT K ITOBBIIICHHIO aK-
tuaoctt MTORCI1. B cBoro odepeap, mmocaeaHee BeACT
K ITOBBIIIICHUIO TPAHCAAIINY DEAKA, YCKOPEHUIO POCTA KAC-
TOK, YCHACHUIO CHHTE3a HYKACOTHAOB U CHEDKCHHIO AyTO-
parun’. VIcxoaf U3 5TOro, reHsl TyOEPO3HOIO CKACPO3a
MOJKHO OTHECTH K KAACCHICCKUM CYIIPECCOPAM OITYXOAEBO-
ro pocra. Kpome toro, curnaapmerii kackap mTOR wurpaer
BAKHYIO POAb B OOECIICYCHUM BO3OYAMMOCTH HEHPOHOB
U ITPOIIECCAX CHHAIITOTCHE3A, IIOITOMY €r0O H30BITOYHAS aK-
THBAITVA ITOBBIIIIACT PUCK SIIHACIICHH, YMCTBEHHOM OTCTa-
AOCTH M CHMITTOMOB ayTHCTHYECKOTO CIICKTpa™.

Oxono 70% cay4gaeB TyOEpO3HOIO CKAEPO3a CBA3AHBI
¢ myranmsamu ' TSC2, a okoro 30% — TSC1>. Oanako caeay-
€T IOAYEPKHYTh, YTO TAKOE COOTHOIICHUE XAPAKTEPHO AASL
crpar Esporer n CIIIA, Toraa xax, Hampumep, B SAmoHun
npouenT myranuit TSC1 snaunreapHo Boie’. [Tpuaunst mo-
AOOHBIX reOrpapUIeCcKuX Pa3sANYHI OCTAIOTCA HE OYEHB I10-
HATHBIMU, T.K. 3HAYUTEABHAA AOAS cAydae TC mpuxoanTesa
Ha MyTAITHHM, BO3HHKIIIE de novo. Y HEKOTOPHIX IAIINEHTOB



TleneTuxa Ty6epPO3HOrO CKIIEpO3a

MYTAITH BCTpEYaroTcs B pOpMe MO3AHIIN3MA, T.C., TCHETH-
YECKOE ITOBPEKACHUE COACPKUTCA TOABKO B OIIPEACACHHOM,
HEPEAKO OUCHb HEOOABIIOHN, (PPAKIIMU KACTOK OpraHu3Ma’ .

Oxoao tperu cayaaeB TC MOKHO OTHECTH K CEMECHHEBIM,
4 ABE TPETH — K CITOPAAHYCCKHM, IIPUYEM CUNTACTCA, UTO
B CEMEHHBIX (POPMAX IIOBBIIICH IIPOIICHT IIOBPEIKACHIH
TSC1¥'. TTIpumepro y 10% manuenTos ¢ npusaakamu TC
naeHTHHITEPOBaTh MyTaruu B reHax TSC1 mam TSC2 me
yaaerca'’. AOATOe BpeMms CYHTAAOCDH, YTO ITOAOOHBIE CAY-
YAU CBA3AHEI C CYIIICCTBOBAHHEM APYIOTO, CIIe HE OTKPHI-
toro rera (I'SC3). OaHako, ceKBEHHPOBAHNIE HOBOTO IIO-
koAeHuA (NGS) IO3BOAHMAO ACTEKTHPOBATH MO3ANIHEIC
U UHTPOHHBIE MyTanu B m3BecTHBIX reHax 1C, KoTopee
paHee He BBUSIBASAMCDH IO TeXHHYeCKnM mpuanaam . Ta-
KHM O0pasoM, ITPH HCIIOAB30BAHNIN BEICOKOYYBCTBHUTCAB-
ubix MetopoB AHK-anaanmsa aedexrsr TSC1/TSC2 moryr
OBITH OOHAPYKEHBI ITOYTH Y BCEX IAIIMCHTOB, YTO ACAACT
CYITICCTBOBAHUE AOIIOAHUTCABHBIX AOKYCOB, CBA3AHHBIX
¢ passuraeM TC, MaAOBEPOATHBIM.

B macrosree Bpemd, B 6ase aarabx LOVD, coaepxat-
ca ceeaerus o npumepHo 700 YHHKAABHBIX TTOBPEKACHUAX
B rere TSC1 u 1900 — B TSC2; mpu 910M «rOpA<IHE TOUYKID)
MyTareHesa MPakTHIeCK OTCYTICTBYIOT. Bee n3BecTHEIC My-
tarua TSC1 IpHUBOAAT K IIPEKACBPEMEHHON TEPMHUHALIIH
CHIHTE32 TAMAPTHHA; TOBPEKACHHUSA, BCAYIIIIE K AMITHOKFIC-
AOTHBIM 3aMEHAM (MHCCEHC-MYTAIHH) HE OIIMCAHEI, 4 KPYII-
HEIC ITEPECTPOHKU (ACACIINI OTACABHBIX 3K30HOB HAH BCE-
ro rena) oueHb peaku. Hamporus, B TSC2 oOnapy:xeHsr Bce
THIIBl TCHETHYICCKUX ITOBPEKACHHIM, BKAIOYAs MICCEHC-MY-
TALIMH, 4 TAKKE MACIITAOHBIC ACACIIHN/ AYIIAMKAITIH'.

Kannmaeckne mpusmakua TC y HocmrTeAaeh myrarumit
TSC1 u TSC2 B 3HAYUTEABHOH Mepe IEePEKPBHIBAIOTCS' .
Cumrraercs, 910 AAf IAIUEHTOB C IOBpekAcHuAME TSC2
foAee XapaKTEPHO TAKEAOE TECUCHHCE 3a00ACBAHUA: Pa3-
BUTHE OOABIIIETO YHCAA OIYXOAEH, PAHHHH ACOOT 3In-
ACIICHHM, HAAMYHE YMCTBEHHOMH otcraroctu'’. Ecre cBe-
ACHHA O TOM, 9TO OOABHBIC ¢ Myranuamu TSC2 mmeror
GoAee BBICOKHIT PUCK PasBUTHUS AHTMOMHOAUIIOM IIOYEK'’.
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Bmecte ¢ Tem, BBHAY BapmaOeABHOM SKCIPECCHMBHOCTH
MYTAITHH, IPECACKA3aTh XapakTep TeYeHHA 3a0OACBAHHA
B K&)KAOM KOHKPETHOM CAYYae IPAKTHYCCKH HEBO3MOKHO.
YAeHBI OAHOM CEMBH, U AQKE MOHO3UIOTHEBIE OAM3HELBI,
HECYIIIHE OAHY M Ty € MYTAI[HIO, ACMOHCTPHPYIOT pa3-
HOOOpasue KAMHMYECKUX HposBAeHHI'“'. Aas rpymiis
OOABHBIX C MO3AMYHBIME MYTAIIUAMHE B IIEAOM XapaKTEPHO
BoAee MArKoe TeueHne 3a00ACBAHMS .

Kanmrraeckue mccAeAOBaHIA, TOCBANEHHbBIC ACKAPCTBECH-
vomy Aeuernio TC (EXIST-1 u EXIST-2), ne BeiBUAH CBA-
31 MEKAY THUIIOM BBIBACHHBIX MyTAIHH U 9PpDEKTUBHOCTHIO
teparun uarubrropoMm mTOR sBepoAumMycom o oTHOIIE-
HUIO K acconnuposaHHbM ¢ TC cyOsrreHANMAABHBIM ITITaH-
TOKAETOYHBIM ACTPOLIMTOMAM 1 aHTHOMHOAHIIOMaM". Bepo-
ATHO, 5TO CBA3AHO C TEM, YTO BCE ITCHETHYCCKHUE IIOBPEKACHEA
TSC1 n TSC2 npuBoAAT K IPUOAHSHTEABHO OAHHAKOBBIM
ITOCACACTBHAM — ycuAeHunro akrupaHocta mTOR.

leHeTMYECKME IOBPEKIEHMS B OIIYXOJISIX,
aCCOLMMPOBAHHEIX C TYOEPO3HBIM CKJIEPO30M

B 1meaom, mexaHm3M pasBUTHA AOOPOKAYECTBEHHBIX
onyxoaeil (ramaprom) npu TC MozkeT OBITH OIIMCAH B paM-
Kax T.H. «ABYXyAapHOI» (two-hit) Teopun kaHIeporesesa,
IIPEAAOKEHHOH aMepuKaHCkuM Ieamatpom A. Knudson.
B coBpemenHOIT TpakTOBKE 9T TEOPUA IOAPAZYMEBAET, ITO
AASL OOPA30BAHUA OIYXOAHU TPEOYETCA IOBPEKACHUE OOOHX
aAAEAEH TeHA — OIIYXOAEBOIO CYIPECCOpa, IIPUYEM B CAydae
HACAEACTBEHHBIX PAKOB OAHH H3 AAACACH yiKe MHAKTHBU-
POBaH 32 CUET MYTAIHH, IIOAYIEHHOH OT poauTeAei. CXOA-
HBIM 00Pa3oM, IIPU TYOEPO3HOM CKAEPO3€ BCE KACTKH OpIa-
HHU3M4 H3HAYAABHO COAEPIKAT HACACACTBEHHYIO MYTAIIHIO
TSC1 man TSC2, a B HEKOTOPBIX COMATHYECKHX KAETKAX
MOKET ITPOU3OMTH HMHAKTUBALIMA BTOPOIO, HEIOBPEKAECH-
HOIO AAAEAS, YTO IIPUBOAUT K OOPA30BAHHUIO IaMApPTOMBI
COOTBETCTBYIOIIEro oprana'®.

3a IIOCAGAHME TOABI HAKOIIMAHCH IKCIIEPHMEHTAABHBIC
CBHACTEABCTBA TOIO, YTO 3T4 MOAEAD IIPABAOIIOAOOHO 00B-
ACHAET IPOUCXOKACHHIE aHTHO(MHOPOM, AHIMOMUOAUIIOM,
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[TOYEIHOKACTOYHBIX KAPITIHOM H AMM(DAHTHOACHOMHOMA-
To3a y maruentos ¢ TC',

AHrHoHUOPOMBI AHIIA OTHOCATCA K BAKHBIM AHATHO-
crryeckum npusaakam TC. B omyxoAeBoil TkaHH HaOAFO-
Aaercs (DYHKITMOHAABHAA HMHAKTHBAITNA OAHOTO H3 aAAC-
aeit TSC1/2 3a cuer MuKpOMyTAIIHMI (TOYKOBBIE MYTALIHH,
HeboAbIIMe MHCepImn/AeAerun). [IpuMedaTeAbHO, 9TO
9TO IIPOUCXOAHUT B (prOpodAacTax, a He B APYITHX KACTKAX,
BXOAAITIMX B COCTaB aHTrHOPuOpoM. Ilo-BuamMomy, >TH
dubdbpPOOAACTEL ABASAIOTCA IIPOU3BOAHBIMU KACTOK HEPB-
Horo rpebun’’. TToAoBnHA OOHAPY/KEHHBIX COMATHYICCKIX
MyTanui npeacrabaeHsl sameHamMu CC>TT — ato kocBeH-
HO CBHACTEABCTBYET O TOM, YTO HEOOXOAHUMBIM YCAOBHEM
AASL PasBUTHA aHTHO(PUOPOM ABASETCHA BHEIMHNUN (PAKTOP,
a IMEHHO COAHEYHOE (YABTPapHOAETOBOE) H3AyIeHHE .

AHTHOMHOAHUIIOMBI OTHOCATCS K HANOOAEE Y9aCTBIM IIPO-
ABACHHAM ITaTOAOTHH ITo4eK y OoApHBIX T'C. [To-BHAIMO-
MY, 9TH OIIyXOAH IPOMCXOAAT U3 AUMMATIHICCKIX SHAOTE-
AHMAABHEIX KACTOK, KOTOPBIE IIOABEPTANCH THITCPAKTHBAIINN
mTORC1?". [ToBpeKACHIE HOPMAABHOI KOIIMH I'€HA IIPO-
HCXOAUT 34 CYET IIOTEPU TETCPO3UTOTHOCTH IIO AOKYCY
TSC1 uan TSC2'%,

[ToueIHOKACTOYHBIC KAPITMHOMBI — OTHOCHTCABHO He-
yacTad HaXOAKa y manueHToB ¢ TC, OAHAKO B HEKOTOPBIX
CAyYAfAX TAKHCE OIMYXOAH OBIBAIOT MHOKCCTBCHHBIMH, IIPHU-
YeM HOPAKEHHE MOYCK HOCHT ABYXCTOPOHHHE XapakTep.
VCTaHOBAGHO, YTO MHOKECTBEHHBIC HOBOOOPA3OBAHUA,
PA3BHBAIOIIHECH Y OAHOTO H TOTO K€ HHAMBHAYYMA, IMCIOT
HE32BUCHMOE KAOHAABHOE IIPONCXOKACHHE .

AerounbiM mposiBacHneM TC sBastercs AnmdaHrno-
aefiomrnomaros (AAM), aasi kKoTOporo xapakrepHo ¢op-
MUPOBAHHE KUCT, PA3BUTHEC ITHEBMOTOPAKCA M XHAEC3HOIO
ITACBPAABHOTO BHIIIOTA. B ITOAaBAAIOIIEM OOABIIIHHCTBE
cAygaes crpaaaror skenmuasl. Kak TC-acconnmposannsie,
Tak u cropasudeckne caygan AAM cBA3aHBI ¢ OHaAAeAb-
voit mHaxktuBanuei TSC1 wan TSC2, Toapko mpu criopa-
amgeckoit popme AAM dyHKIIa 000HX aAA€A€H HapyIIIe-
Ha 32 CIET COMATHYECKAX MYTALHI™.
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ITopxopb! K AMArHOCTUKE

HecmoTpst Ha AOCTATOYHYIO HAACKHOCTh KAMHHYECKUX
KpuTepres TyOEPO3HOIO CKAEPO3a, B HEKOTOPBIX CAYYAAX
ITOCTAHOBKA AMATHO3a BBI3BIBACT 3aTpyAHeHHus. B wacrHO-
CTH, Y MAACHBKIX ACTEH 3a9aCTyIO OTCYTCTBYIOT HEKOTOPBIE
TUIIHEE TposBAeHHA TC — 9TH CHMITTOMBI MOIYT pPa3-
BUTBCH B DOAEE ITO3AHEM BO3pacTe. B Takux cAy9asx BOIIpoc
o anddepernmarsHoi Anaraocruke TC ¢ Apyrumu 3260-
AEBAHUAMHI MOJKET OBITb Pa3peII€H ITOCPEACTBOM MOAEKY-
AfpHO-TeHeTHIecKoro uccaeaoBauus. B 2012 roay mexay-
HAPOAHAsA IPYIIIA CIICIIHAAHCTOB B OOAACTH AMATHOCTHKH
u Acverws TC OCTAHOBHAA, YTO BBIIBACHUE ITATOICHHOM
myraraa TSC1 uan TSC2 ABAfercss AOCTATOYHBIM OCHOBA-
HHEM AASl YCTAHOBACHUS AMATHO3a TyOEPO3HOIO CKAECPO32
AQKE B OTCYTCTBHE €0 KAMHUYECKUX IIPOSBACHHI.

Cranaaprom AHK-Amarsocruku 1y6epo3HOro ckaeposa
ABASIETCA CEKBEHHPOBAHUE KOAHUPYIOIIEH ITOCACAOBATEAD-
voctu TSC1 (23 aksona) u TSC2 (42 sksona). Kak npasn-
AO, MY IIPEALLIECTBYET STAII IIPEABAPUTEABHOIO CKPHHHIHIA
MYTALIAIN; AASL 3TOTO HCITOAB3YIOT TAKHE METOAUKH KaK aHA-
An3 TOABMOPGHU3MA KOH(OPMAIIHE OAHOHHTEBBIX (hpar-
meHTOB (SSCP), A€HATYpUPYIOIIHHA TeAb-3AeKTPpOdOpe3
(DGGE), BbICOKOpa3pEIIArOIIIi aHAAN3 KITHETHKH ITAQB-
aerust pparmerros [TLIP (HRMA) u T.a.

CyrmectBoBaHHEe KPYITHBIX AeAermit/ AYIAHKAITUI  OT-
ACABHBIX 5K30HOB HMAH BCEH IIOCACAOBATEABHOCTH I'€HA
AHUKTYET HEOOXOAMMOCTD IIPUMEHEHHA AOIIOAHHTEABHOIO
METOAA — MYABTHIIACKCHOH AHIa3HON IIPOOO3ABHCUMOMN
ammandukarnun (Multiple Ligation Probe Amplification,
MLPA) B cAy9ae, €CAM MEKPOMYTALIIH HE OBIAU BBIIBACHEL
B cpearem, KOMOHHALIA STHX METOAOB ITO3BOAAET AOOHTD-
cs ycIexa, T.e., OOHAPYKUTh IATOICHHYFO MYTALIHIO, IIPHU-
mepHO B 75-85% cayuaes TC**%. OrcyrcrBue «opsaux
TOYEK», T.C. AKKYMYAALIIH MYTAIIUH B OIIPEACACHHBIX y9IACT-
Kax, TPeOyeT IIOAHOTO aHAAH3a KOAHPYIOIIUX IIOCACAOBA-
TEABHOCTEH OOOHMX I'CHOB, 32 BO3MOIKHBIM HCKAFOYCHHEM
sk30HO0B 25 n 31 TSC2%.

[IpumeHeHIHE METOAOB CEKBEHHPOBAHUA HOBOTO IIOKO-
aerust (NGS) mosBoasieT oBbICHTD 3(DPEKTUBHOCTD BBIAB-
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AeHMA MyTAITHH. B riepByro ouepeAp 5T0 OTHOCHTCA K IPYII-
I1e IAIIUEHTOB, ¥ KOTOPBIX MyTALIUNN He OBIAN OOHAPY/KEHBI
TPAAUITHOHHBIMI METOAAMHE (ceKBeHUpOBaHue 110 CaHrepy,
MLPA). Oxkasaaoce, uro B 18-42% cAydaes cayvaes Tap-
rerHoe NGS-cexBeHHpOBaHHE TO3BOAACT BHIABUTH PaHEE
IIPOIYINEHHBIE MYTALIIH 1 MO3ANIHBIC BAPUAHTHL .

VIAyOAEHHEIE METOABI  MOAEKYAAPHO-TCHETHIECKOTO
AHAAM3A TIO3BOAAIOT AOOHTBCHA BBIABACHHUS TICHCTHYCCKIH
OpuyHH 3a00AcBaHuA y 85% ITAIIMEHTOB, § KOTOPHIX My-
TAIMM HE OOHAPYKUBAAUCH CTAHAAPTHBIMH METOAAMH'.
Takue ycrrexn AOCTUTHYTHI 32 CUET BBICOKOH AYOHHEI IIPO-
arennsa (>500X) mpu Bemoanermua NGS — 310 caeaano
BO3MOYKHBIM BBIABACHHE MYTAIIUN, IPEACTABACHHEIX B TKA-
HAX OpraHu3Ma C OYCHb HH3KOH wactoTod (Memee 5%).
Kpome ToTO, 0Ka3aAOCH, YTO B HEKOTOPBIX CAYYAAX MO3a-
HYHBIC MYTAITIH HE OOHAPY/KHBAIOTCSA B KPOBH M CAIOHE, HO
MOLYT OBITh HAHACHBEI IIPU HMCCACAOBAHHHU OMOIICHH KOK-
HBIX 09aroB 3a0oAeBanus. B oToff ke rpymme marreHTOB
BBICOKA YACTOTA MHTPOHHEIX MyTAITHH, KOTOPBIC BAUAIOT HA
nporecc cruaaricuara. Hexoropele n3 3THX TOBPEKACHUI
AOKAAH30BaHEI TAYOOKO B HHTPOHAX, YTO TOBOPHUT O HEOO-
XOAHUMOCTH OOACE TIIATEABHOIO MCCACAOBAHISA HEKOAUPY-
IOINNX ITOCACAOBATCABHOCTEH I€HOMA.

I'eneTtnka Tyb6epo3HOro ckieposa B Poccun

Hecmotpss Ha pacrymee BHumanue kK mpobaeme TC,
CBEACHHA O I'€HETUYECCKUX XAPAKTEPHCTHKAX POCCHHCKHX
ITAITHEHTOB AO HACTOSIIETO MOMEHTA OIPAaHHYUBAIOTCA He-
MHOTOYUCACHHBIMU ITyOAHKAITAAMEA® 2,

Harr cOGCTBEHHBII OIIBIT CBHAETEABCTBYET, YTO CIIEKTP
myranuit TSC1 n TSC2 B Poccun B 1meAOM COOTBETCTByET
AQHHBIM €BPOIEHCKIX 1 AMEPUKAHCKUX HCCACAOBAHUH (T20.1).

IIpumenenue xkomOuHarmu cexkBeHuposanua u MLPA
ITO3BOAHAO HACHTH(DHUIIUPOBATD MyTauH y 54 u3 65 manu-
eHToB ¢ KAuHHYecknmu npusHakamu T'C (83%). I1pu stom
28% (15/54) myranumit npuxoansocs Ha rex TSC1, a 72%
(39/54) — ma TSC2.

Bmecre ¢ tem, renernka poccuiickux marmerTos ¢ TC
HMMEET CBOM OCODEHHOCTH. B wacTHOCTH, HMCCAEAOBaHHE
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Tabmmua 1.
CrekTp OOHAPYKEHHBIX MyTAIIHIT

BrrasAerHBIC MyTaIIII TSC1 TSC2
de novo cTon-KoAOHBL 9 (60%) 6 (15%)
MyTanum co CABUrOM 6 (40%) 8 (20%)
PAMKFL CIHTHIBAHIA
In-frame aeaerun 0 1 (3%)
M}:ram/m, 3aTparmBarone 0 10 (26%)
CAITBI CITAAMCHHTA
Muccenc-myTarmm 0 7 (18%)

AeAermn/ AyIARKaIIH OT-
AEABHBIX 9K30HOB 0 7 (18%)
HAHM BCETO IeHa

15 (100%) 39 (100%)

AHK poanrtesel manueHTOB, ¥ KOTOPEIX OBIAH BBIABACHBI
MYTALIMN, TTOKA3aA0, YTO B ITOAABASFOIIEM OOABIIIMHCTBE
caygaes (51/53 (96%)) reHeTHdYecKkue IIOBPEKACHHUS BO3-
nnkaaun de novo. HeoObYHO HHU3Kas 9acTOTa CEMEMHBIX
dopM orTMedeHA B B OTeYeCTBEHHOM Permcrpe GOABHBIX
¢ TyOepO3HBIM CKACPO3OM™. DT HAOAFOACHHS MOIYT
HMETb pasAHYHBIC OOBACHEHUL. BOZMOKHO, B psAc CAyIacB
POAUTEAH SBASIOTCA ODAAAATCAIMU MO3AMYIHBIX MYTALIH.
B 3TOM CcAyYae KAMHIYECKHE IIPOSBACHES MOIYT OBITh He-
3HAYUTCABHBIME U ACTKO VIIYCKAIOTCS IIPU HEAOCTATOYHO
CKPYIIYAE3HOM OOCACAOBAHUIH, 4 IIPH BEUSIBACHIN My TAITHIA
CHEIIMAAUCTBl CTAAKUBAFOTCS C TEXHUICCKIMU CAOKHOCTS-
M. TaKKe MOKHO IPEATIOAOKHTH, YTO MHOTHE ITAITMCHTHL
C TSKECABIM TEUCHHEM TYOCPO3HOIO CKACPO3a HE OCTABASIIOT
ITOTOMCTB2 B CBfI3U C HU3KHUM KAYECTBOM KU3HL.
OGparmaer Ha cebsA BHUMaHHE HEOOBIYHO BBICOKAA Ha-
croTa KpymHbIX AcAermil/Aymaunkanuii TSC2, mabaroaae-
Mmas B Hamre# BeiOopke 60ApHBEIX (11% cayuaes) — ato cy-
LIIECTBEHHO IIPEBBIIIACT OLEHKH 32PYOCKHBIX aBTOPOB.
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[TourH Bce BBIABACHHBIC MYTAIINN YHHUKAABHBI, OAHAKO,
Y ABYX IIAIIMCHTOB OOHAPY/KCH ITOBTOPAIOIIUICA BAPUAHT
TSC2 ¢.1384+1G>A, MHOTOKpAaTHO OIMCAHHBIN B AHTEPa-
Type®*?. Erme y AByXx GOABHBIX HAOAIOAAAACH KPYIIHAS AC-
Aenns, 3aTparusarortas sk3ousr 37-42 TSC2, a taxke gacTp
coceanero reaa PKD1. B pommoanerue K «MaKOPHBIMY ITPHU-
saakam TC (paOAOMHOMBI CEPALIA, MHO)KECTBEHHBIE IIATHA
THUIIOIUTMEHTAITUH, TYOEPHI), BBI3BAHHBIX ITOBPEKACHHCM
TSC2, mapymenne dyukiun PKD1 mpuseao k pasBuruio
Y 9THX MAITHMEHTOB IMOAMKUCTO32 rodek. [lopoOHOro poaa
HAPYIICHUSA ABAAIOTCA IPUMEPOM T.H. «CHHAPOMA CMEKHOTO
reHay», TPU KOTOPOM KAMHHYECKHE ITPOSBACHISA CBA3AHBI
C ACACITHEH XPOMOCOMHOTO YYACTKA, COACPIKAIIETO ICHEL,
PACIIOAOKEHHBIC TIO COCEACTBY APYT C APYTOM.

V HEKOTOPBIX IAI[HCHTOB C BEIABACHHBIMI MYTAITHAME
HA MOMCHT HCCACAOBAHIA HAOAIOAAACH BCETO OAMH «OOAD-
ITOM» AHMATHOCTHYCCKHH IIPH3HAK. DTO IIOAYEPKUBACT
IIEACCOODPA3HOCTD TIPOBEACHHUA TICHECTHYECKOIO AHAAN3A
y OOABHBIX, XaPAKTCPHU3YFOIITUXCA IIPUCYTCTBHEM AHIID OT-
AeAbHBIX Tpu3HakoB TC.
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POAb CUTHAABHBIX ITYTEH PI3K/
AKT/MTOR U ERK B ITATOTEHE3E
TYBEPO3HOI'O CKAEPO3A

M.FO. AorooEEBA, O.A. I [EPEBESEHIIEB

IlepBrie sKCIIEpUMEHTAABHBIE HCCACAOBAHMA (DYHKINU
raMapTHHA U TyOepHHA OBIAU IIPOBEACHBI Ha MyXaxX ApPO-
3odurax. BuoxuMudeckne HCCAEAOBAHHA IOKA3aAH, UTO
TyOepuH IoaABepraercs IpAMomy HPocOpHAHUPOBAHUIO
nporeunknnazoi B (PKB) man AKT, mo ocrarkam S939
n T1462. Kommaeke ramaprus/TyGepus paboTaer BbIIlIe
MHIIIEHH paraMuiimaa Maekonuraronmux mTOR, cepun-
TPEOHHHOBOM KHHA3BI, YCHAUBAIOIIEH poCT U mpoAudepa-
nuro KAetok myrem dpocdopusuposanus AByx addexrop-
uerx 6eaxos p70SOK u 4E-BP1.

Murrens panamurimaa Maekormrarormux mTOR — ce-
PHH-TPEOHHHOBAS KHHA34, OTBETCTBEHHAS 32 HHUIIMAIILIO
rparcaarmu MPHK u cunres 6eaxkoB B pubocomax, HeOOXO-
AHMBIX AAAL IIPOAU(EPALIIH KAETOK, PETYAALIIH KACTOYHOIO
LHKAQ B KACTOYHOIO MeTaboansma. B kadecrse curHaros,
peryaupyronmx akruBHocth kuHasel mTOR, Beictymaror
PAa3AHYHBIC BHEIIHUE CTHUMYABL IINTATEABHBIE BEINECTBA,
daxropsl pocra 1 T.A. B kaerke beaxu-apdexroper mTOR
p70S6K orBeuaror 3a Omorenes B puOocomax uepes oc-
dopuauposanne pudocomasbHOro Geaka SO. beaox 4E-
BP1 ceasemaerca ¢ elF4E i moaasaseT 5’ cap — 3aBucHMyro
tpancasnuio MPHK'. B 2003 roay 6s1a naeHTHDUIIPOBAH
Rheb xax mmumens axrusupyemoro I'Td-azoit GAP-Gea-
koBoro Aomena rema Tybepuua TSC2 (GAP — GTPase
activating protein). Rheb ormocnres k cemericrBy OeAKoB
Ras 1 B KA€TKE HIpaeT ABOAKYIO POAB: aKTUBHPYET IIyTh
mTOR u uarudbupyer B-Raf.

ITozxe ObiAm ommcambl Mytanmu GAP aomena, mpu-
BoAsme K CHuKeHHIO GAP-akIuBHOCTH®, UTO SBASETCA
moatBepxacarneM GAP-akruBHocTn TyOeprHA Kak €ro
ocHOBHOI (pusnororugeckoii pyuxuuu. boaee Toro, BeI-
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ABAAIEMBIC TIPH TyOEpO3SHOM CKAepose myrtaruu B 1SC2
MOTYT IIPUBOAWUTD K HAPYIICHUIO CBA3BIBAHNA TaMapTHHA
¢ TyOepHHOM, B pesyAbTate dero cHmkaetcst GAP-akTuBHOCTD
TyOEpHHA, YTO TAKIKE ITOATBEPIKAACT HEOOXOAUMOCTE CBA3BI-
BaHHA C TAMAPTHHOM AAfl (PYHKIIMOHUPOBAHUA TyOepHHA
B kauectBe GAP’. DTu AaHHBIE XOPOIIO COTAACYIOTCSA CO
CXOACTBOM KAmHmdaeckoit kapruusr npu TSC1 mam TSC2
ACCOITUHPOBAHHOM 3a00ACBAHUIL.

B crumyasmmn mTOR yaacTByrOT HHCYAHHOITOAOOHBII
paxkTOp pOCTa M €ro PErenTOPH], CEMEHCTBO PEIEITOPOB
SMUAEPMAABHOIO (DAKTOPA POCTA M X AHTAHABL, PEICIITO-
PBI (DAKTOPOB POCTA SHAOTEAUS I UX AUTAHABI, SCTPOTCHBI
u pererrropsl sactporeHos, 6eakun RAS, ABL, AMPK, koro-
psle 3amyckaroT peaknnu ¢ yaactueM knaas PI3K u AKT
(PKB) u 6eakos Raf/Ras.

M30bITOK HHTATEABHBIX BEIECTB U (PAKTOPOB POCTA
IIPUBOAUT K aKTHBALIH IIEPEAAY CHIHAAA B Kackaae PI3K/
Akt/mTOR u B pesyApTate CTUMyAHPYET POCT H IIPOAH-
depammro kaerok. Kackan PI3K/Akt/mTOR — Bakmbit
peryastop pocra u BeuKHBaHUA KAeTOK. HecMoTps Ha pas-
HOODOpAa3ye MUTOTCHHBIX CUTHAABHBIX IIyTEH, B KACTKAX CHI-
naapubil nyte PI3K/Akt /mTOR urpaer poAb eAMHOTO
VHHBEPCAABHOIO MEXaHM3Ma IIEPEAAYN IPOAUEpaTHB-
HOTO CHTHAAA HA ATIIAPAT TPAHCAAIMN, OTBETCTBCHHOIO
B KACTKAX 34 HMHTCTPAIIUIO IPOAUQEPATUBHEIX CTHMYAOB
U OAHOBPEMCHHYIO AKTHUBAIIMIO TPAHCAAINM. AKTHBAIIHA
mTOR npuBoAnT K ycuAeHHIO cuHTE3a OeAka gepes doc-
dopuauposanue p70S6K u 4E-BP1. IToa AactictBrem
MHCYAUHA B APYTHX (DAKTOPOB POCTA HEKOTOPHIC KHHA-
31, B Tom uncae AKT/PKB, dpocdopuanpyror tydbepnn
(TSC2), uro mpusoAuT k moaaBAeHuro ero GAP-akTHBHO-
cru n aktuBarma MTOR. @ocdopusnposanre ramapTuHa
(TSC1) CDKI1 raxike ABAfETCA HETATHBHBIM PETYAATOPOM
AKTUBHOCTH KOMIIAEKCA raMapTus/ 1y0epuH. VHakTuBarms
B-Raf mponcxoant zesaucnmo or mTOR: Rheb wmamps-
MYIO CBA3BIBACT M IIOAABASICT AKTHBHOCTH KHMHAa3bl B-Raf’;
IIOCTOSIHHASA MAH BPEMEHHAA SKCIIPECCHA TyOCPHHA ITOBHI-
mraer ocdopuanposanne yuactkoB p42/44 muroren-
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aktuBHpOBaHHON nporenaknHassl MAPK. B HOopme ot
AB4 ITPOTHBOIIOAOKHBIX 3(D(EKTa YPaBHOBEIINUBAIOT APYT
APYTa, TAKIM 00pa3oM, AUMATHPY# crrocoOHOCTh Rheb nH-
AYITHPOBATB OIIYXOACBBIH POCT B KACTKAX, 9KCIIPECCUPYIO-
mux B-Raf, u 0ObsacH:As TOT (pakT, IT0 OOABIIHHCTBO OITy-
XOACH IpH TyOepO3HOM CKAEPO3e AOOPOKAYECTBCHHBIC.
WMaruburopsr mTOR — romoaor docdarassr u TeH3HHA
PTEN, Geakn — mpoaykrsr reaoB TSC1/TSC2 tybepnn
u ramaptuH. VHrOnpyromiee AelicTBre ramMapTHHA Ha
kuHasy mTOR omocpeaoBano nporenukuaazoi B (AKT),
dochopuaupyromeit ator Geaok. Ere oAnH HHrHOH-
Top mTOR — Gerok LKB1 — ocymectBasier sHeprosasu-
cumyro peryasiuio TSC*. Poap komiaexkca ramaprux/
TYOEPHH KaK IICHTPAABHOTO PErYAATOPA IIYTH CHIHAABHOMN
tpancaykunu PI3K/AKT/mTOR npu tyGeposnom ckae-
po3e mpeacTaBAeHA Ha pHCYHKe 1.

Wsoerrounas axrmparma mTOR nrpaer KAIO4YeByIO poAb
B IIATOTCHE3E PA3AMYHBIX 3AOKAYECTBEHHBIX HOBOOOPa30-
Banmil. ['ensr TSC1/TSC2 B HOpMe (DYHKIHOHHPYIOT Kak
KAACCHYECKHUE TCHBI-CYITPECCOPHI OITYXOAEBOTO POCTA; IIOTEPS
(PYHKITHN 9THX TCHOB ACKUT B OCHOBE PA3BUTHA TyOEPO3SHOIO
CKAEPO32, 4 TAKXKE ITOBBIIIIACT PHCK PA3BUTHA PAAA 3AOKAUC-
CTBEHHEIX OITYXOACH, B TOM YHCAE IIOYCIHOKACTOYHOTO PaKa,
paKa MOYEBOTO ITy3BIPS, PAKA MOAMKEAYAOTHOH KEAE3EL; C IOTe-
peit dyuxrmu reros TSC1/TSC2 moBsimaercst crocoGHOCTD
OITyXOAEH K ITPOTPECCHPOBAHIIO U MECTACTA3UPOBAHHIO.

Hexoropere nccaeaoBateAn BeiABHAN THIIEpdOchopu-
AMPOBAHIE BHEKACTOYHOM KIHA3BI, PEIYAUPYEMOI BHEIII-
auMu pakropamu — ERK, B KACTOYHBIX AMHHAX HEOIIAA3M
TyOeposHoro ckaeposa: COI'A, COYV, AMA, AAM, HorTe-
BBIX (DHOPOM, 4 TAKXKE B MBIIIIMHBIX CAPKOMAX. AKTHBHPO-
BauHad ERK Moker urpare Ba)KHYIO POAB B IIPOTPECCHE
omyxoaed. B skcneprmente Hedpocdopuanposanras ERK
ITOAABASIAA TYMOPOTEHHBII ITOTEHITUAA KACTOYHBIX AMHHUI
U POCT OIYXOACH, ACCOIUHPOBAHHBIX C MYTHPOBAHHBIM
crarycom TSC. Kaaccudaeckum IPEACTABHTEAEM IPYIIIIBI
ERK' cAyXHUT MHUTOreH-aKTHBHPOBAHHAA IPOTEHHKHHA32
MAP2K; B AOKAMHUYECKIX UCCAEAOBAHUSX IIOKA32HO, YTO
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nuruouposanne ERK mpu COI'A mocutr MAPK-Hesasu-
CHMBIH XapakTep; B oryxoAsx nHruouposats ERK moxer
uHruouTop mukAnHzasucumon kuHassl (CDK) 2A. Axru-
Barua BERK mpw orTcyrcrBum reTeposuroTHOCTH IPU Ty-
OEPO3HOM CKAEPO3E MOMKET OBITh CACACTBHEM AKTHBAITEIN
THPO3UHOBBIX KHMHA3 PELEITOPOB (DAKTOPOB POCTa, B TOM
gyucae brc-abl tmposunknHassr (ABL), THpO3HHKHHA3EHI
TpomboruTapaoro ¢akropa pocra . Hakoraenusre AaH-
HBIE ITO3BOAAIOT IPEATIOAATATh, 9TO TurrepakTupannd ERIK
MOJKET OBITh TPHITEPOM ODPA30BAHUA ACCOLIMIPOBAHHBIX
¢ TyOepo3HBIM CKAepo3oM omyxoAei’. Tem He Menee, 0Opa-
30BaHHE OITYXOAEH — MHOTOCTYIIEHYATHIN ITPOIECC, KOTO-
PBI He MOKET OBITB OOBACHEH TOABKO OAHFIM MEXAHI3MOM;
OYAYIIIHE HCCACAOBAHMSA ITO3BOAAT DAMDKE IIOAOWTH K ITOHU-
MAHUIO TIATOTCHE3a TYOEPO3HOIO CKACPO3a.

CDK1 REDD1

AMPK
TSC2
GSK38
ERK

ER o B-kaTeHnH
KaabpmoAyAAwH
P27 RHEB c-Myc,muxanu D1
SMA D2 TPAHCKPUIILIS
14-3-3
PAM ¢ Ilporpeccus KAETOUIHOrO ITHKAA
Raptor D\ S
Parramunms —
mTOR
GBL AN

ITurareapHsre

K \, BEIEeCTBA

Buorenes B pubocomax, TpaHCAAIINA, KACTOUHBIH POCT

Pucynox 1. Komiaexc ravaptun/ TyGepHH 1 €10 POAb KaK LEHTPAABHOIO
peryastopa mytn cnraabHO Tpancaykmn PI3K/AKT/mTOR npn
TyBEPO3HOM CKAEPO3E.
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[Tocae BoOzAeticTBHA (PAKTOPOB POCTA KOMITAEKC Tramap-
T/ Ty0epuH noasepraercs pocOPUANPOBAHNIO; AKTHB-
HocTh Oeaka GAP, akrusupyrorero ['T®-asy, cHmxaercs.
IToA BO3AEGHICTBHEM CTUMYAHPYIOIINX CUTHAAOB (THITOKCHA,
CHIDKEHME 3aI1aca ITHTATCABHBIX BEINECTB M 9SHEPIHM)
GAP-akTHBHOCTD BO3pacTaeT, KOMIIACKC akTuBupyeT Rheb,
AKTUBUPYIOIMUN B cBOIO ouepeAb kuHasy mTOR, koropas
HIPACT KAFOUEBYIO POABb B TPAHCAAIIMK OEAKOB, TAKHAX KaK
c-Myc 1 OpHHTHHACKAPOOKCHAASEL, M YIACTBYET B KOHTPOAE
kAerouroro nnkaa. mTOR obpasyer cssasu Mexay cyObe-
amantest mMTORC1 (Raptor) n GBL u gepes apdexroprsre
Oeakn S6K u 4E-BP1 mHumumupyer TpaHCAALHIO OeAKa
U KOHTpOAHpyeT Omorenes B pubocomax. [lurateapmere
BEITIECTBA MOIYT ITOAACPIKUBATD TPAHCAAIINIO YEPE3 KIHA3Y
PI3KIII n nporennxnnasy B (PI3K/AKT), uro npusoant
K dpocdopuauposaruro MTOR u akTHBaIIIH TPAHCASIIIE
u 6uorenesa. I'enst TSC1/TSC2 mMoryT Takike B3aUMOAEH-
crBoBathb ¢ Oeakamu ERa, kaabmoayausaOom, p27, SMAD2,
14-3-3, PAM’.

YcrnosHbIe 00603HAYEHNS:

4E-BP1 — 6eaok 1, cBaseBaromuii (pakTop MHUIUAIINN TPAHC-
Adnun sykapuotT 4B

AKT — IpoTenHKHHA32 B

AMPK  — nporeunknHasa, akruprposannad AM®

CDK1 — muxkAmH3aBUCHMAA KUHA3a 1

ERK — BHEKAETOYHAA IIPOTEMHKIHA32, PETYAHPYEMas BHEIII-
HUMH CHTHAAAMH

GBL — B-cyopeannnita G-moaob6HOTO HGeaka

GSK3@ — xmmuasa 33 cuHTe3a rAMKOTeHa

PAM — 6eAOK, acconmmpoBaHHEi ¢ Myc

PI3KIII — cpocaTmANAMHO3HTOA-3-KHHA3A
REDD1 — orBer Ha PEryAAIUMIO PasBUTUA U IIOBPEKACHUA

AHK

RHEB —romoaor RAS, ompeaeasiemMsrii B GOABIITOM KOAMTHe-
CTBE B TOAOBHOM MO3I¢

RSK1  — pubocomarpmasn S6 knHasa 1

S6K1  — xknHasa, akruBupyroras S6-cyObeArmHuITy

B prOOCOMax
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KOJKHDbIE ITPOABAEHMA
TYBEPO3HOI'O CKAEPO3A

M.FO. AoPOSEEBA

Koixupre msMeHeHHA P TYOCPO3HOM CKAEPO3E ITPEA-
CTABACHBI IMITONNTMEHTHBIMU IIATHAMH, aHIHOMHOpOMa-
MH AHWIA, YIACTKAME «IIIATPEHEBOH KOMKI», OKOAOHOITE-
BerMu  puOpoMamu, (HUOPO3HBIME  OAALIKAME, OEABIME
psAAIMz BoAoc! .

I'mmonmurmenrasre maTHa (puc. 1 a 1 6) Hanboaee gacTsie
KOXKHBIC IIPOABACHIUA TyDEPO3HOIO CKACPO3a (BCTPEUAIOTCA
B 90% cayuaes). OHE ABAAIOTCA OAHHUM M3 IIEPBBIX MAHU-
decTHBIX IPU3HAKOB 3a00ACBAHISA U HEPEAKO OOHAPYKHBA-
ro1cd ¢ powAeHuA. C BO3pacTOM HAOAIOAACTCA TEHACHIIHA
K YBEAHUCHHIO HX UHCAA. | MIIONMHWIMEHTHBIC IATHA IIPH
TyOEpPO3HOM CKACPO3E IPEUMYIIICCTBEHHO AOKAAM3YIOTCA
Ha TYAOBHIIEC, KOHEYHOCTAX H ATOAHIIAX, PEKE HA AHIIC.
XapakTepHOH 0COOECHHOCTBIO ABAACTCA ACHMMETPUIHOCT
nx pacnosokenus. OrMedeHa BaprabEABHOCTb UNCAQ,
pasMepa u QOPMEI 3TUX IATEH. UMCAO IMITOIMIMEHT-
HbeIX mareH Bapoupyer oT 3-4 Ao 100 u 6oace. Yarre Bee-
IO BCTPEYAIOTCA ITOAUTOHAABHEIC IIATHA, HATIOMIHATOIIINE
OTIIEYATKA OOABIIOTO IaAblla pyku, pasmepom 0,5-3 cm.

PycyHOK 1. 2) rumonmrveHTHEIE TT5THA; 6) THITOIIMIMEHTHBIC TITHA H CEAAS

IIPAAD
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Hauboaee xapakrepnas dpopma IATEH — OBaAbHAfA, ITOXO-
»Kad Ha AHCT fICCHA, pasMep ux Bappupyer or 1 Ao 12 o
V 30% OGOABHBIX BCTPEYACTCH IIATHA B BHAC «PACCHIITAHHO-
ro KOH(@ETTH» — MHOMKECTBO CIPYIIIHMPOBAHHEIX MEAKHX
mATeH, pasMepom 1-3 mm (puc. 1B).

Pucyroxk 1. g) runonurmentasie
IATHA B BEAE PACCHIIAHHOIO KOH-
dermn

l'unonurMeHTHEIE IATHA, KAK IPABHAO, XOPOIIIO BUAHEI
HEBOOPYKECHHBEIM TAA30M. AAfl AYUIIIeH BH3yaAH3AITUU TU-
IIOIIUTMEHTHBIX IIATEH IpuMersercs Aamma Byaa (Wood’s
lamp), KOTOpas H3AyYAET IYIOK CBETA AAHHOM BOAHBI
360 HM, CEAEKTHBHO aOCOPOHPYIOIIETOCH MEAAHHHOBBIMI
KAeTKaMu KOkH. 11oA cBeTOM 9TOI AaMIIBI 3A0pOBasd KOXKa
BBITASIAUT TYCKAOM, 2 YIACTKH KO, MMEIOIHE ACDHITIT
MEAAHNHA, APKO cBerArcd. llpuHmMas BO BHMMaHUE BBI-
COKYIO AMAIHOCTHYECKYIO 3HAYHMOCTb I'HIIOIMIMEHTHBIX
IIATEH, PEKOMEHAYIOTCA BCEM ACTAM C YMCTBEHHOM OTCTa-
AOCTBIO M CYAOPOIaMH, 4 TAKKE POACTBEHHHKAM IIEPBOM
CTEIEHU POACTBA, IPOBOAUTH HCCAEAOBAHIE KOKH C IIOMO-
IIBIO AaMITBI Byaa.

AunddepeHnmarbHbIil AMarH03 3a00A€BAHUIN, B KAWHU-
YECKYIO KAPTHHY KOTOPBIX BXOAAT I'HIIOIMIMEHTHBIE IIAT-
Ha, TPEACTaBACH B TabAmIie 1. [HmomurMenTHbIE IATHA IO
THIY «KOHMETTI» AUMD@EPEHIIUPYIOT C IUITOIUTMEHTHBI-
MH IIATHAMH IIOCTBOCIIAAHTEABHOMN, ITOCTHH(EKIIHOHHON
U ITOCTTPABMATHYCCKON IIPHPOABI, CAPKOHMAO30M M IPHO-
KOBBIM ITOPAKCHUCM KOXKU (72y00sis fungoides). Y B3POCABIX
ITAIMEHTOB ITATHA II0 THITY «KOH(ETTI» CACAYECT OTAMYATH
OT MAMOIIATHYCCKOIO KAIIGABHOTO (g/ffate) TUTIOMEAAHO34,
KOTOPBII BOSHUKAET TOABKO HAa OTKPBITBIX YIACTKAX KOMKH.
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Tabmuma 1.
AnddepennparpHbiii AMATHO3 3a00AEBAHHIN, B KAMHUYECKYIO KAPTUHY
KOTOpBIX BXOAAT rumorurMenTee matHa (I1.A. Temmn, M.IO. Aopo-

deena, 2000).

I'enermvaeckue

3aboAeBanme Kozxupre mpossaenms
AAHHBIE

TyGepo3ubrii B AyrocoMHO-AOMH- B ['HITONUIMEHTHBIC IISTHA
CKAEpO3 HAHTHBIN THIT (acUMMETPHYHO pacIo-
HACACAOBAHUA AOZKECHEI ITO BCEMY TEAY,
® ['en KapTHpPOBAH ITPEMMYIIIECTBEHHO HA
Ha xpomocomax 9g34  TyAoBHIIIE, KOHEIHOCTAX
n 16pl3 U ITOAMIIAX)

B AHrropuOpPOMBI AHIIA

u (ITarpenepas» Ko#xKa

B OKOAOHOTTEBBIE
PubponMsI

B CeAple IPAAH BOAOC

Burnauro B [IpeArtorokuTeABHO B YeTKO OrpaHuvYeHHEIE
2yTOCOMHO- YJIACTKH ACTITMEHTA-
AOMUHAHTHBIH THIT IIUH, YCHAMBAFOTIIHEC
HACACAOBAHISA Kk rrepucepun Ha (poHe
C HEITOAHOM HOPMAaABHOM KOKH,
TICHETPAHTHOCTEIO PACITOAOKCHHEIE CHMMe-

TPUYHO HA PyKaX, AHUIIE,
III€E, TYAOBHUIIIE, KOKHBIX

CKA2AKAX
Nevus — B EAMHUYHbBIE HAX
anemicus MHOKECTBEHHDIE

CIPYIIINPOBAHHBIC

OACAHBIEC OKPYTABIC ITATHA,
C YETKHMH I'PAHUIIAMI,
9arre AOKaAU3YIOTCA

HA CIIMHE U AHIIE,

HE KPACHEIOT IIpH
HArpEBAHUH, HEe OEACFOT
HA XOAOAE, HE ITOTEIOT.
[1pu HapaBAuBaHUT
HCYe3aeT IPAHMUIIA IIATHA
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Wamenenns

CO CTOPOHBI HCPBHOI/“I B COMATHYECCKOM CTATyCE

CHUCTEMBI
U OPTraHOB 9yBCTB

VaMmenenus AabopaTopHeie
7 HEHPOPAAHOAOTH-
YECKHE METOABI

n I{OCTHO—CVCTQBHOIUI
CUCTEME HNCCAEAOBaHUA

B DA TUIeCcKue
TIPHCTYIIBL

B KoruuTuBHbIE
HAPYIICHUA

B Ayrusm

® [ToBeAeHUECKHE
HAPYIICHUSA

B ['eMHCHHAPOM

He tummamst

He tunmaner

B PagaoMuoMEl cepAlia B ['HCTOAOTHA KOMKI:

B [ToAmkucTos HOPMAABHOE IHCAO
¥ AHTUOMUOAUTIOMBI MEAAHOIIUTOB;
TTOYeK CHWZKEHIE YHCAQ,

B OmIyXOAM ACTKHX, pasmepa
TIEYEHH, CEAE3CHK, U MEAAHU3AITIN
KOCTEH, 9HAOKPHHHBIX ~ MEAAHOCOM
JKEAE3 B MEAAHOITUTAX

B ['aMapTOMBI AUCKA B MPT — cybGomen-
3PHTEABHOTO HEPBa AVIMAABHBIC Y3ABL,
M cerdaToil ODOAOYKH  KOPKOBEIE
raasa 1 CyOKOPKOBBIE

TyOephr
B KTM — KaABITTHATHI
He rtumamst B ['UCTOAOTHS KOMKU:
IIOAHOE OTCYTCTBUC
MEAAHOITUTOB

He tummanst —
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3aboaeBanue

TI'enernvueckue
AAHHBIE

Koxabre Hp()HBA\CHHﬂ

BaapaenGypra

CHHAPOM

Ilerocrs

(Piebaldism)

T'unomeaanos
Hro

Cunppom
dDorra-Kosnaru
(Vogt-Koyanagi-
Harada)

Nevus
depigmentosus

AyTocomHO-
AOMUHAHTHBIN TUTT
HACAEAOBAHUSA

C HEITOAHOM
IICHETPAHTHOCTHFO
M BAPBHUPYIOIIEH
SKCIIPECCHBHOCTBIO.
I'en kaprupoBan

Ha Xpomocome 2g37)

AyTtocomuO-
AOMUHAHTHBIN THIT
HACAEAOBAHUS

IIpeanoaaraercs
AyTOCOMHO-
AOMHUHAHTHBIH THII
HACACAOBAHUSA

B BecrBeTHAA IPAAD BOAOC
HaAO ADOM

B VYaCTKU ACITUTMEHTAITAN
HA KOYKE U TAA3HOM AHE

® Cpocrmrecs OpoBu

B Cepasl, 9aCTO TPEYIOAD-
HOH POPMEL, IIPAAL
BOAOC HaAO ADOM

B beAoe IATHO B IEHTPE
ToADOpPOAKA

B CHIKCHHAS TTUTMEHTA-
LIS KOXKHU TYAOBHIIA
(c moAOCaMU HOPMAAB-
HOM IITUI'MEHTAIlM HA
3aAHEH TIOBEPXHOCTH).

B BeAble IATHA OT AOKTSA
K 3AIICTBIO U OT CCPEAU-
HEI OEApa K HKpaM

B [ HITONUIMEHTAIIS KOKI
TYAOBHINA, KOHCIHOCTEH
¥ TOAOBBI B BUAE IISTCH
1 IIOAOC HEIIPABHABHOM
dOPMBI ¢ HEPOBHBIMU
IPAHMIIAMI HAU B BUAC
TOYEK U OpBI3T, Bapra-
GEeABHOTO pasmepa

B BO3MOKHBI CAMHUIHBIE
[UTMEHTHBIE ITATHA [TBETA
«kode C MOAOKOM»

B AAorenus, AOMKOCTb
¥ M3MEHEHUE [IBETA BOAOC

B CeABle TIPAAH BOAOC
B Burtuauro
B A romenmst

B bAeAHBIC TIATHA
IIPHYYAAHBOTO PUCYHKA
HAH B BUAE TOHKUX
TIOAOCOK
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Wamenenus Wamenenus

CcoO CTOpOHbI HCPBHOIUI B COMAaTUYICCKOM CTATyCC K HeﬁpopaAno OTH-

CHCTEMBI 1 KOCTHO-CY CTABHOM
u OpI"AHOB YIyBCTB CHUCTEME

® Heiipocencopras ~ ® HeGoaprmme

TAyXOT2 CKEAETHBIE
® ['eTepoxpomMud AepopmarTrm
paAyxek = [Topoku cepama
B TeaexanT
He tunmymsr He tunmams
m Korunrususie B HernmocrosHHo:
HAPYIITCHUS KI(OCKOAHO3,
= Bapmakope- THITOTEHUTAAU3M,
3UCTEHTHBIC BPOXKACHHBIE
SIUAEIITUIECKUE ITOPOKI CEPAITA
TIPHCTYIIBI
¢ AeOrOTOM
HA IIEPBOM IOAY
JKA3HI
B Ayrusm

B ['emurumeprpodus
= Makporecarus

B Aucakysus He tumerass
B Mosrosbie

CHAMITTOMBI
B X pOHUYECKUI

ABYCTOPOHHMUIA YBEHT

He tunmansr He tummamet

A
AabBopaTtopHere

YECKHUE METOABI
HNCCACAOBAHUA

T'ucroaorust KoKm:
IIOAHOE OTCYTCTBHE
MEAAHOITUTOB

T'ucroaorus Koxm:-
ITOAHOE OTCYTCTBHE
MEAQHOITUTOB

B ['UCTOAOTHS KOMKIU:
CHIKEHO YHCAO
MEAAHOCOM

B Helipopaauoao-
rugeckas KapTrHa:
TeMUMEraAO3HIIE-
dasus

T'ucroaorust KoKum:
IIOAHOE OTCYTCTBHE
MEAAHOITUTOB

I'mcroaorus koxn:
CHIDKEHO YHCAO
MEAAHOCOM (pasMep
U MEAAHU3AIIUA —
HOpPMa)
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3aboAeBanne

TI'enernaeckue
AAHHBIE

Kozknpre mp

Cunppom
Ayu-Bap

Cunppom
ToabTIIA

Cunapom
Baoxa-
Cyasubeprepa
(Curdpom
redepatcariua
nuemerma)

Cuappom
Oane

AyTocomMHO-
PELECCUBHBII THIT
HACACAOBAHMS.
I'en kapruposan
Ha XpPOMOCOME

11q22-g23

X-CIIeITACHHBII
AOMMHAHTHBIN THIT
HACAEAOBAHUSA C
AETAABHOCTBIO AAS
IIAOAOB MY?KCKOTO
oAa

X-CIIEITACHHBII
AOMUHAHTHBIN THIT
HACACAOBAHUSA

C A€TAABHOCTBIO AAS
ITAOAOB MY#CKOTO
OAAQ.

I'en xkapTuposan

Ha xpomocome Xpl1

 Xq28.

IIpeamroaaraerca
AyTOCOMHO-
AOMUHAHTHBIN THIT
HACACAOBAHUSA

B TeAeaHTHOIKTAZHHI

B V9acTKA ACIUIMEHTAITIN
B [TurMeHTHBIE TIATHA

B Cxaepoaepmust

B OOIIupPHBIE CETIATHIC
VAU AUHEHHBIC YIACTKH
HMCTOHYEHHA KOKHU
C BBIIIAYUBAHUEM
JKIPOBOM KACTIATKI

B [JoanOE OTCYyTCTBHE
KOKI HA HEKOTOPBIX
YYACTKAX TeAQ

B [[urMeHTHBIE UAT
ACIIUTMEHTHPOBAHHEIC
TIOAOCBL

B TeAeanrnosKTa3um

B [TanmmAAOMBL

B DPUTEMATO3HO — BE3U-
KyA€3Hasl CHIIIb, PACIIO-
AOKEHHAS AMHEITHO Ha
CrubATEABHBIX IIOBEPX-
HOCTAX KOHCYHOCTEH U
OOKOBBIX ITOBEPXHOCTAX
TYAOBHIIA

= bopoaaBgaTas ChIIIb

B VaacTky aTpOHH KOKE
U ACHIUTMEHTAIIAN

B Aonerus

B PEeAKO — ITUTMEHTHBIE
MIATHA HAU YIACTKH
ACTIUTMEHTAITH .




KoskHEIe IIposIBIIeHNs TYGEepO3HOro CKIIepo3a

Namenenus

Namenenust

CO CTOPOHBI HCPBHOI"I B COMAaTHYIE€CKOM CTa

CHCTEMBI
U OPTaHOB YyBCTB

B ATtakcus

B ApoKaHHE FOAO-
BBI I TYAOBHIIIA

B areHImoOH b
TpeMop

® Xopeoareros

B Hucrarm

B Kocoraasue

B ["UITOTOHMS MBIITIIT

B ['urropedaekcus

® Amsaprpus

m Koranruubie

HAPYIICHHA
B AHOMaAMH I'Aa3

B DI AEIITUYECKTE
TIPHCTYIIBL

B Criactudeckue
apaAnyn

m Korunrusubie
HAPYIICHNA

B AHOMaAHMH 3peHus

B Hucrarm

B Spina bifida

He trmmansr

n KOC'I‘HO*C_\"C'I‘Z{BHOIMI
CHUCTEME

B X poHHYECKHE
pecIEpaTopHbe
nHEKINN

B OrcTaBaHMe B pocTe

AabopaTtopHere

1 HEHPOPAAMOAOTH-
YECKHUE METOABI
HMCCACAOBAHUS

Orcyrcrsue
CBHIBOPOTOYHBIX
HMMMyHOTAOOYAMHOB

(IgA, pexe — IgG

B Pyck 3a0KavecTBeHHBIX 1 IgE)

HOBOOOPA30BAHUE

B AedpeKTsl cKeAeTa
B Aecbekrsr 3y60B
B [Jopoxku cepAna,

ITOYECK 1 MOYECTOYHU-

KOB

B [JaxoBas U IIyovHAas

TPBIKI

B BpOKACHHEBIH BBIBUX
GeApa

B Kocoaarocts

® Aedpextsl 3y60B
(kommueckas dopma)

B ACHMMETPHYHOE

yKopodeHue u Aepop-

MAIHA KOHEIHOCTEH

B PeAKO — OIyXOAK
KOCTEH C MAAMTHH-
3aIIMEH B 3pEAOM
BO3pacTe

T'ucroaorust koxm:
HHTPA3IIHACPMAAD-
HbIE ITy3BIPU

€ 903MHO(MHABHEIMI
KAETKAMU

Ha perrrenorpammax
BBIABAAFOTCS OIpa-
HUYEHHbIE OYATH
OBaABHOTO HMAH
BeepoOOPa3HOTO
IIPOCBETACHHSA

B MeTahH3axX
AAMHHEIX TPyO9aTHIX
KOCTen
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Ty6epOos3HbIi CKIIEPO3

Beasre mpaAn BoAOC (TIOAMO3HC) PECHHUIT H OPOBEH, Kak
U IMIIONMUTMEHTHBIC ITATHA, ABAAIOTCA XapaKTEPHBIM IIpU-
3HAKOM TyOEpO3HOTO CkAepo3a (puc. 2-4).

PMCYHOK 2. a) ceAble PECHUIIBL; §) CEABIC YIACTKN PECHHIL 1 OPOBA

- Pucynok 3. TIpsiap CEABIX BOAOC
. Y HOBOPOIKACHHOIO

Hapsay ¢ rHmonurMeHTHBIME IATHAMU IIPH TYOCPO3HOM
cxaepose B 16% cayduaes BCTpedaroTCA IIUIMEHTHBIE IIATHA
1Bera «Kode ¢ MOAOKOM», YTO HE ITPEBBIIIACT CPEAHHX I10-
OyAIUOHHEIX 3HadeHuH. [Ipu TyOeposHOM ckaepose aTi
IIATHA OOBIMHO CAUHHYHEBIE, OBAABHBIC HAU OKPYTABIE, TIAO-
ckue, aamaon 1-5 cm.

Anrnopubpomsr Anma (puc. 5 a-e) Bcrpedarorcs B 47-
90% caygaeB y marpeHToB crapime 5 AeT. AHrHOMHOPOMBI
AMIIA, KAK IIPABHAO, pasBuBaroTcA mocae 2-5 aer. Bmerm-
HE OHHU IIPEACTABASFOT COOOM mamyAsl 1-4 Mm B Amamerpe
C TAAAKOH IIOBEPXHOCTBIO PO30OBOIO HAHM KPACHOTO IIBETA.



KoskHEIe IIposIBIIeHNs TYGEepO3HOro CKIIepo3a

'S

PMCVHOK 4. a-z) IIPUMEPBI CEABIX npﬂAeI‘/'I BOAOC

AHTHOPUOPOMBI PACHOAATAIOTCA CUMMETPHYHO C ABYX CTO-
POH AHIIA Ha IIEKAX U HOCY Ha ITIOADOPOAKE IO THILY «KpPBbI-
AbeB 0aboukmy. MHOrA2 aHrHOPUOPOMBI OOPA3YIOT CAHB-
HEBIC YYACTKH.

Panbire aHrmopuOpPOMBI  AHIIA CYUTAAHCH IIATOIMO-
HUYHBIM IIPH3HAKOM TyOEpPO3HOIO CKAepo3a. B HacrosIee
BpeMs M3BECTHO, YTO aHIHO(PUOPOMBI BCTPEYAIOTCHA IIPH
MHOKECTBEHHON SHAOKPHUHHOI HEOITAasnu (THII 1) u mpu
cuaapome Birt-Hogg-Dube, aast koToporo xapakrepHO Ha-
AHMYME MHOXXCCTBCHHBIX IIAITYAC3HBIX H3MEHEHHUN Ha KOXKE
TOAOBBI H III€H, PETUHOIIATHH, OYAAC3HOH 9M(DU3EMEL ACT-
KX U AHIIOM. B OOIIEH IOIyAALINH PEAKO BCTPEYAIOTCH
€AMHHUYHBIC AHTHO(DUOPOMBL AHIIA.
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Ty6epOos3HbIi CKIIEPO3

PucyHOK 8. a-¢) npumepst anrnodubpomM Anra

Aedenne aHTHO(PUOPOM AHIIA PEKOMECHAYCTCS HAYMHATD
B IIOAPOCTKOBOM BO3PacTeé METOAOM AA3€POTEPAIINHL.

VuacTok «IrarpeHeBoil Koxm» (peau chagrine B mepeBoAe
¢ (paniy3ckoro «HeAyOAeHas, IpyOas, jKECTKas KOxKay),
IIPEACTABAAET CODOH  COEAMHHTEABHOTKAHHBIM  HEBYC,
Berpeuaercs y 50% GOABHBIX U ABAAECTCA OOAUTATHBIM IPHU-
3HAKOM TyOepO3HOro ckaeposad (puc. 6 a-A). B 6oapmnn-
CTBE CAYYAEB YYACTKH ILIATPEHEBOM KOMKI» ITOABAAIOTCH Ha



KoskHEIe IIpOsIBIIeHNs TYGEepO3HOro CKIIepo3a

PucyHOK 6. 4-6) mprMepsl «IarpeHeBO KOKI»; ¢) YIACTOK «ILIATPECHEBOM
KOXKED ¥ MyKIHHEL 60 A€T; 0) yIACTOK «IIIarPEHEBOM KOMKID) B BUAC KAIMOH-
HOI KOPOYKID

BTOPOM ACCATHACTHH KI3HH. Y IACTKHU (IIATPEHEBOM KOKID
TIPEUMYIIIECTBEHHO PACTIOAATAFOTCA B ITOACHUIHO-KPECTIIO-
BOI 0OAACTH, IMEIOT IMAOTHYIO KOHCHCTEHITHIO, KEATOBA-
TO-KOPUYHEBBII AU PO3OBBII IIBET, YMEPEHHO BBICTYIIAOT
HaA TOBEPXHOCTBIO KOKHU. KoAmvaecTso yuacTkos «marpe-
HEBOW KOI» BapHaOEABHO, HO HaIlle OHH OBIBAFOT CAH-
HUIHBIMH. Paszmep ux koaedaerca o1 1 Ao 10 em u Goaee.
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®ubposubie OAdAIKE (PHC. 7 2-B) ABAAIOTCH OOAHIAT-
HBEIM IIPU3HAKOM TyOEPO3HOTO CKAEPO3a M BCTPEUAIOTCA
y 20-40% GoapuBIX. DHOPO3HBIE OAAIIKHI IMEIOT OE/KEBBIHT
IIBET, IIIEPOXOBATHIC HA OIYIIh M HECKOABKO BBICTYIIAIOT
HaA ITOBEPXHOCTBIO KOKHM. OHH YaCTO ITOABAAIOTCH YiKe
Ha IIEPBOM IOAY JKH3HH M ABASIOTCA OAHHUM H3 IICPBBIX
KAMHHYCCKHX CHMIITOMOB 3a00AeBanns. Yarre Beero dpu-
OpO3HBIE OAAIIKH PACITOAATAIOTCS HA AHIIE, HO HHOTAA OHI
BCTPEYAIOTCA HA BOAOCHCTOH 9acTH TOAOBHI (puc. 8). Pas-
MEp U IHCAO OAAITEK MOMKET BAPbUPOBAT.

Pucyrox 7. a) pubposnas Gasuka ua Aby; §) pubposuas Gasika Ha
Amrie; 6) puOpPO3HAA OAAIIKA HA BEPXHEM BEKE

Pucynox 8. ®nubposusie Gasmkn Ha cKaAbIe

Oxoaonorreseie puoOpomsl (puc. 9 a-A) HAU OIYXOAH
Kosnena (J. Koenen ormcaa ux 8 1932 r.), aBasrorcs o6An-
TATHBIM IIPU3HAKOM TYOEPO3HOIO CKACPO32a U BCTPEUAFOTCA
y 17-52% GoapubIx, a 1m0 aauaeiM T.N. Datling, ]. Moss



KoskHEIe IIpOsIBIIeHNs TYGEepO3HOro CKIIepo3a

n M. Mausner, A0 88%°. Onu mpeacraBAsitor coboil Tyc-
KABIC, KPACHBIC FIAM MACHOTO ITBETA IIAIIYABI HAH Y3ABI, PACTY-
II[FE OT HOITEBOTO AOMA HAHM BOKPYT HOITEBOM ITAACTHHKI.
B GoabmmHCTBE cAyIaeB OKOAOHOTrTEBBIE (PUOPOMBI ITOAB-
ASIFOTCSL HA BTOPOM ACCATHACTHH Ku3HU. Yarrie oHu BCTpe-
9ArOTCA Ha ITaAbIiax Hor. OKOAOHOrTEBEIE (PUOPOMBI HoACE
XaPaKTEPHBI AAfL JKeHITIHH. Pasmep ux Bappupyer or 1 MM
Ao 1 cm B Amamerpe.

Pucynox 9. #-9) npumepsr okoao-
HOrTEeBEIX Pubpom
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Murkwe pubpomsr (puc. 10 a-r) Berpeuarores y 30% 60A5-
HBIX. OHU IIPEACTABAAIOT COOON CAMHUYHBIC HAU MHOMKE-
CTBEHHBIC MATKHE ODPA30BAHUSA HA HOMKKAX, MEIIOTYATOI
opMBI, pacTyinme Ha I€e, TYAOBHINE M KOHEYHOCTAX
(molluscum fibrosum pendulum). Apyroii BapmaHT MAr-
Kux puOPOM IpeAcTaBafeT COOOH MHOMKECTBCHHBIE, HE-
CKOABKO IIPUIIOAHATHIC HAA IIOBEPXHOCTBIO KOKH (M Ta-
KOTIO JKe I[BETA) MEAKHE OOPAa3OBaHMUSA, PA3MEPOM MEHBIIIE
OyAABOYHOI TIOAOBKH, PACITOAATAFOIIMECH HA TYAOBHIIIE
U III€€ ¥ HAIIOMUHAIOIIHE IYCHHYIO KOKY.

Pucynoxk 10. 4-2) npumepsr mirknx puGpom
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HEWPOBU3YAAU3ALIUA

O.B. bo:xko, H.®. HA34POBA,
A.0. K434kos, M.FO. A0oPOdEEBA

HefipoBusyaausanns UrpaetT BaXXKHYIO POAb B AHATHO-
cTrKe TyDEPO3HOro CkAepo3a. OYaru MOPaKEHUA B TOAOB-
HOM MO3T€ IIPH TyOEPO3HOM CKAEPO3E BCTPEUAIOTCA DoACe
gem y 95 % manmenToB ¢ MOMeHTa poskAeHus' . OHHI IIpeA-
CTaBASIOT COOON OITyXOACBHAHBIEC ODPA30OBAHMA — raMap-
TOMBI, PACIIOAATAFOINNECA CYO3IIEHANMAABHO Ha CTEHKAX
KEAYAOUYKOB, CKOIIACHUS AHOMAABHBIX HEHPOHOB M T'AHH
B KOpe, CYyDKOPTHKAABHO H B OEAOM BEIIIECTBE ITO XOAY M-
rpannoHHBIX IyTed. Kpome atux HanboAee XapakTepHBIX
AASL AAHHOTO 3200A€BAHUA HAPYIICHUH Y IIAIMEHTOB C Ty-
OEepO3HBIM CKAEPO30M HAILlE, YEM B ITOIYASLIAN, BBIABAS-
IOTCH AaHOMAAHH MO3OAHCTOTO TEAd, MO3MKEYKA, KOPKOBBIC
AHCIIAQ3UH, COCYAUCTBIC MaAb(POPMAIIUN, KAABIIUI(PHKATHI
B OOABIIIHX IOAYIIAPHAX U MO3kedke. CyIpaTeHTOPaAb-
HBIC U HH(PATEHTOPAABHbIE ITOPAKEHUA TOAOBHOIO MO3I2
IpH TYOEPO3HOM CKACPO3€ IIPEACTABACHBI B Ta0A. 1.
Tabmuua 1

CpraTCHTOpI/IS.AI)HI)IC n HHq)paTCHTOpHS.AbeIe IIOPAXKCHUA TOAOBHOIO
2
MO3ra’

CympareHTOpHAABHBIE OPAXKEHUA

m TyGepbl KOPKOBEIE/ CYOKOPTUKAABHBIE

= Cy0aI1eHAMAABHBIC Y3ABI

m CyOarieHAUMAABHASA THTAHTOKACTOYHAS ACTPOLIUTOMA
B AreHesns/ ANCIIAA315] MO3OAHCTOTO TEAA

= KopkoBbIe AHCITAA3UH (TEMIMEraAOIHIIE(AA,
museHnedaAn)

= BHyTpraepenHee COCYAUCTEIE AHEBPU3MEL
U BACKYAOHATHSA IO TUITY MOMA-MOMSA




Henposusyanmsaumus

Tybepst (tuber (AaT.) — OyropoK), HANOOAEE XaPAKTEPHOE
IPOABACHHE TYOEPO3HOIO CKAEPO3a, ABAAIOTCA (POKAAB-
HBIM IIOPOKOM PasBUTHA KOPHI TOAOBHOIO Mosra. Makpo-
CKOITHYECKH 3TO TAAAKHE, OEAECHIE, CACTKA BBICTYIIAFOIIIHE
Y3ABI, KOTOPBIC BBITASAAT KAK YBCANYCHHBIC, ATHITMIHON
pOpMBI M3BHAMHEI, TBEPABIC HA OINYIIb, YTO M IIPHBEAO
K HA3BAHHIO DOAE3HH «TYOCPO3HBIN CKAEPO3» (TBEPAOCTS,
xapaKkTepHad AAA KAyOHeH xaprodeas). I'mcrorormaecku
OHM COCTOSAIT M3 I'MTAHTCKHX KACTOK, ITOABEPITIIHXCH OaA-
AOHHOH AHCTPOMHUH, ITAOTHOIO (PUOPHAAIPHOIO TANO3a,
THIIOMHCANHU3HPOBAHHBIX BOAOKOH. B TyOepax ompeaeas-
IOTCA TPU3HAKH BOCIAACHESA, AHTHOICHE3d, KAABIII(PUKA-
nuun®’. Kopkosbre TyOepsl pacliOAararoTcs B BHAE BEICTYIIOB
HAA CAHHIYHON HMAM IprAcraromumu oopossamu. Omu
PA3AMYIAIOTCA IO CBOMM PasMepaM, AOKAAH3AIINH, CTPYKTY-
pe u dopme. Pasmep TyOepoB BapbUpyeT OT HECKOABKHX
MUAATIMETPOB AO HECKOABKHX caHTuMETpoB. HambGoaee
KPYIIHBIC PACIPOCTPAHAIOTCA HA IICPHBEHTPUKYAAPHOE
OeAoe BEIECTBO AO CTCHOK DOKOBOTO JKEAYAOUYKa (TpaHc-
MaHTHHHELE). TyOeprl pacIIuparoT GOPO3AY U CTAAKHUBAIOT
IPaHb MEKAY cepbiM 1 OeAbM BerectBoM. B 95% caywaes
TyOEPBI MHOKECTBEHHBIE’, OOBIMHO PACIIOAAratOTCs B GOAB-
IIIUX IIOAYIIAPHAX, pexe B Moskeduke. Ao 20% mopameH-
HBIX H3BHAHMH yTOAIICHBEL. KopkoBsie TyOeprl 9acTto OOBI-
3BECTBAAIOTCA. UHCAO KAABITH(DHIIMPOBAHHEIX TyOEpOB
YBEAITIHBACTCS C BO3PACTOM DOABHBIX.

HanbGoabiyro 3HAYHMOCTh B BepH(HUKAIIHH TyOEPOB
pu obcaeaosaruu 6oabHBIX uMeeT MPT. [Ipr MPT aas
UX BBIIBACHHSA B OCHOBHOM HCITOAB3YIOT T1- 11 T2-B3Bermren-
uble m3o0paxenns (T1BI, T2BU), usoOpaenus, moaydeH-
uele ¢ nopaasacareM MPT-curnasa or Boasr (FLAIR — Fluid
Attennuated Inversion Recovery), pexxe — T2BH ¢ moaaaeHu-
em MP curmaaa ot sxuposoii Tkaru (STIR — Short T'1 Inversion
Recovery), TIBU ¢ ucrioap3oBaHmem IepeHOCA HAMATHITYCH-
Hocta', AudysnoHHO-B3BereHHbX n300pakennii (ABI).
V HOBOpOMKAEHHBIX HanboAee nHpopmaTusasr T1BI.

MP kapruHa TyOEpOB pa3HOOOPAa3HA, OHH PA3ANYAIOTCA
pasmepamu, (QOPMOH, CHTHAABHBIM XaPAKTEPUCTHKAME

(puc.1-4).
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Gallagher A. et al® Beraeana 3 tuma yGepoB B 3aBHCHMO-
cru oT ux Busyaamsaruu upu MPT: nsonnreHcHBHBIE Ha
T1BMW, runepunrencususe Ha T2BM, FLAIR (rum A), ro-
nounnTercuBueie Ha T1BM, runepurrencusaee Ha T2BU,
FLAIR (runr B), runmounrencususre Ha T1BU, runepus-
tTeHcuBHble HA T2Bl], HEOAHOPOAHBIE C I'MIIOMHTEHCHB-
HBIM I[CHTPOM U IHIIEPHHTEHCHBHBIM 000AKOM Ha FLAIR
(tam C).

OO0BbI3BECTBACHHE TYOEPOB MOXKET IIPUBOAUTH K ITOBBI-
mrennio MP-curnasa aa T1BM us-3a ykopouenus T1-pe-
AAKCALIMM KPUCTAAAAMH KAABLMSA’ W K IOHIKCHHIO Ha

T2BU (puc. 5).

Pucynox 1. MPT, akcuaabHbie cpesbl. @) T2-B3BelIeHHOe N300paKeHIe;
6) Flair nzoopaxenue; B) T1- B3Bermennoe usodbpaxenue. Tybepsr (Oearie
CTPEAKH) ITO KOHBEKCHUTAABHOH M MEAMAABHON ITOBEPXHOCTH OOABIIHX
roAyIapuii, rurepunTencusHbie Ha T2BV, rumo- n rumepuHTeHCHB-
moie Ha FLAIR, rumo- n msounnrencusubie Ha T1BU. 'nranrokaerounas
ACTPOLIUTOMA (YEPHAS CTPEAKA).
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Pucynox 2. MPT, axcumasbHBIC
cpesbl. ) ‘T2-B3BermeHHOE H30-
Opaenme; ) Flair nzobpaxenue;
6) T1- B3BemenHOE M30OpaKEHME.
TyOepsr (OeAble CTPEAKH) TIO KOH-
BEKCHUTAABHOH M MEAHAABHOMN IIO-
BEPXHOCTH OOABIIIHX IOAYIIAPUIL,
runepuHTeHCHBHBIC Ha 12BU,
THITO- M TIUIEPUHTEHCUBHBIE HA
FLAIR, ruro- u u30MHTEHCUBHBIE
ma T1BH.

Prucyrox 3. MPT, akcmaabHBIE cpesbl. @) T2-B3BeImeHHOE N300paKEHIE;
6) Flair nzobpaxenwe. TpasncMaiiiTiiiHbie TyOepsl (CrpeAkn).



Ty6epOos3HbIN CKIIEPO3

Pucynox 4. MPT, carnrrasbHsii cpes. T2-B3BeleHHOE H300paKCHUE.
TyGep, pacmmupsromuii 60posay (beaas crpeaka). ['mraHTOKACTOUHAS
acTponuToMa (YepHAS CTPEAKA).

Pucynox 5. MPT, carurraabHblii cpes. 2) T2-B3BereHHOE N300paKeHHe;
6) T1- B3Bermennoe usoOpaxenue. OOBI3BECTBACHEIH TyOep B TEMECHHOM
AOAE (CTpEAKH).

B moaymapuax mosiedxa TyOephI BCTPEUAIOTCH PEXE,
puOAn3HTeABHO B 8-24% caydaeB. OHH HMEFOT KAHMHO-
BUAHYIO (DOPMY, ITOPaXKEHHbBIE U3BUAHHBL IMEIOT BTAHYTBIH
koHTyp'" (pHC. 0).

C nomorpro MPT 1yOepnr yaaeTcs BBIABUTD y IIAOAQ,
maumHas 20-ii HeAeau recrammu®™'! (puc. 7). MzoGpame-
HUE KOPKOBEIX TyOEpPOB y HOBOPOMKACHHBIX OTAHYACTCA OT
H300paKeHNA KOPKOBEIX TyOEpOB AeTeil OoAee CTapIiero
BO3PACTa, KOrAd MHEAHHU3AIUA OEAOIO BEIECTBA IPUOAN-
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Pucynok 6. MPT, akcmaabHbIE cpessl. @) T2 B3BeIIeHHOE N300paKCHIE;
dporTaspnbi cpes; §) Flair usobpaxenue, akcuaabHb cpes. Tybep
B MO3KeUKe (CTPEAKH).

AKaeTcAd K B3pOCAOMY cocTofHur0. OHU MOIYT OBITH THIIE-
purrencusnel Ha T1BU, na T2BV nsonnreHcUBHBI HAH r1-
ITOMHTEHCHBHEL 110 OTHOILIEHHIO K OEAOMY BEIIIECTBY (pHC.
8,9). ITo mepe mueannansanuu na T1BI Busyasusanns ux
CHIDKACTCA U IPHOAUSUTEABHO K 6 MECAIIAM, KOTAA MHTEH-
cusaocts MP curnasa ma T1BM, T2BM or koper u 6eaoro
BCIIECTBA CPABHUBACTCS, UX BHU3YAAU3ALUSA 3aTPYAHEHA'’.

Pucynox 7. MPT mnpenaraspHas
Ha 33 HepeAe rectarun. a) T2-s3Be-
meHHOe M300paxenue; §) T1- B3Be-
meHHOE H300pazkenue; 8) T2- B3Be-
meHHoe m3obpaxenue. Tybep (Oe-
ABIE CTPEAKH) B ACBOI AOGHOIT AOAE,
rurtonHTeHcnBub Ha T2BU, rurrme-
punTencusHbli Ha T1BL

15
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Pucynok 8. MPT pebenka B BO3pacTe 2-X MECAIIEB, AKCHAABHBIE CPE3HL.
a) T2-3pemennoe usoOpaxenue; §) T1- B3pemmenHoe M300paKeHHE.
TyGep (cTpeska) B paBoii AOOHOM AOAE, THITOMHTCHCHBHBINA Ha T2B,
runepuHTeHCHBHBH Ha T1BM

B aaapHedimem, TyOepel Ha M300paKEHUAX IPUOOPETAIOT
BHA, XAPAKTEPHBIA AAf ACTEH OOA€E CTAPILEro BO3PACTA
u B3pocabix (puc. 10). I1pu rpyboi KOpTHKAABHOM AHCITAG-
3UK B 00AACTH TYOEpOB, OOBIYHO TPAHCMAHTUHHBIX, [IOHHU-
sxeHubrit MP curaaa xa T2BH moxxeT coXxpaHATBCA U ITOCAE
mueAnHnnsanuu (puc. 11).

MccaepoBaHme HaIueHTOB C TYOEPO3HBIM CKAEPO3OM
mMeToAoM  AudPysumonno-3sernennoit MPT mokasaaun
CTPYKTYPHYIO A€30PraHM3AIMIO BerecTsa mosra’’. Dror
METOA, UYBCTBUTEABHBIN K MHKPOCKOIIMYECKOMY ABHIKE-
HIIO MOACKYA BOABI B TKAHAX, AA€T HH(POPMAIIHIO, KOTOPAA

Pucynok 9. MPT pebGenka B BO3-
pacte 3-X MeCSIEB, AKCHAABHBINA
cpes. T2-3pemrennoe m3obpaske-
Hye. l'mmomnTteHcHBHBIA TyOEp
(cTpeAka) B ACBOI TEMEHHOI AOAC




HertpoBusyann3zaims

11

Pucynox 10. MPT, axcumasbHBIE
cpesel. @) T2-B3BernenHoe w30-
opaxenmue; ) Flair nzobpaxenue;
6) T1- B3BemenHoe M300pazKEHNE;
2) T2 B3BerreHHOE H300paXKEHIE;
0) T1-B3BemmenHoe H306paKeHME.
a, 0, B — B Bo3pacTe 6 MECAIEB, T,A —
B Bo3pacre 12 wmecsnes. TyGepsr
(6eante crpeakm) He Anddepen-
LUPYIOTCA B BO3pacTe (6 MECAIEB,
B BO3pacre 12 MecAleB BU3yaAH-
3UPYIOTCA  OT4eTAMBO. ['mranmro-
KAETOYHAA aCTPOIMTOMA (YEepPHBIE
CTPEAKH)
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Pucynok 11. MPT peGenka B Bospacte 10-x mMecAneB, akCHaAbHBIE
cpessl. a) T2-B3Bernennoe usodpaxenue; 0) Flair nzobpaxenue; B) T1-
B3BEIIICHHOE H300paXKeHNe, I) MOCTKOHTpacTHOE T1-B3BerTeHnroe n30-
Opaxenue. I'unonrrencusHslil Tyoep (cTpeaka) Ha T2BI, FLAIR, uszo-
nuTeHcuBHbIN Ha T1BU

He mpucyTcrsyet Ha agaTomudeckux T1BW u T2BHM. Aud-
dysuonno-s3serrennad MPT 1To3BOAfieT KOAHYECTBEHHO
OIIEHHUTH (DU3MOAOTHYCCKIE U3MEHEHUA AU PY3UU BOABL,
IIPOMCXOAMAIIIHE BCACACTBHC CTPYKTYPHBIX —H3MCHCHEH
U HE OIpEACAfiCMBIC HA AHATOMHYECKUX H300PAKCHUAX.
B nccaepoBannu PG. Garcl u coasr.'* nmokasano crarucru-
YECKH 3HAYMMOC TIOBBIIIICHHE N3MEPAEMOTO KoapduIeHTa
aucdysun (MKA) B cympareHTOpasbHOM OeAOM Belrie-
CTBe KaK B 30He ouaros, Tak u BHe. Griffiths PD u coapr.”
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OIIPEACAAAN CHIKEHHE KOod(pdunmerTa PpaKkImOHHON
armsorporuu (PA) B BerecTse MO3Ta BO3AE OYATOB, UTO
IO BUAUMOMY OBIAO CACACTBHEM THIIOMHEAMHH3AIIH.
Haxomaenne KOHTpaCTHOrO mpermapara B TyOepax Ha-
Haroaaercs B 3-4% cayuaes'®. B otnx caywasx tpebyercs
AMHAMIYECKOE HAOAIOACHUE ATUIIMYHOIO TyOepa AAfl HC-
KAIOYCHHSA PasBUTHA OIYXOAEBOro mporiecca (puc. 12).

Pucynoxk 12. MPT, akcuaasssie cpesel. a) Flair usobpaxerue; §) moct-
kouTpacTHOE T1-B3BeIIeHHOE M300pakeHne. ATHIMYIHEIN TyOep, HaKa-
IIAMBAFOIIUF KOHTPACTHBII IIperapar (YepHas CTPEAKa)

ITpu KT TyOepsl BBITAIAAT KAK 30HBI [IOHIDKCHHON IIAOT-
HOCTH B yroarneHHod msBuaumue (puc. 13). C Bospactom
ITAOTHOCTbD HX IIOBHIIIIACTCA M CTAHOBHUTCA PABHON OKPYKa-
IOIEH HOPMAABHOH TKaHH MO3Ta. B 9THX cAy9anx TyOepst
pakTadeckn He AU OepeHIIPyoTCs. AOITOAHNTEABHYFO
CAOKHOCTD AAfl BU3YAAH3AIMK CO3AACT UX KOHBCKCUTAAB-
HOe pacmoAokenne BOAm3u kocreil ueperma. K 10 rosam
y 9acTu ACTel B TyOepax 0OpasyroTcs ImeTprdUKaTEL, TOI-
A2 ux MokHO BeusiBuTh ipu KTV, Ecam oObisBectBACHHE
IIPOXOAUT 110 O0posae, KT-kapTuHa cxOAHa € TAKOBOM IIpH
6oaesun [Itypre-Bebepa'™.

B macrosiitiee BpeMsa OTCYTCTBYIOT AOCTOBEPHEIC AAHHBIC
O BAMAHIH KOAHYCCTBA M ITIOAOKCHHIA TyOCPOB HA KAMHU-
YeCKHe IIPOABACHUA 3a00AeBaHMA. BakeH Apyroil Amarto-
CTUYEKNN ACIIEKT — 3MMAerrToreHHocTh Tyoepos. [Ipm KT,
MPT ueBo3mOKHO AnDPEPEHITIPOBATH SITHACITOICHHBIC
U HESIMACHTOreHHBIC TyOepHl. [IpOBOAATCA HCCACAOBAHIIA

19
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Pucynoxk 13. KT, akcuaabubrit
cpes. Kaapnudukatsr B Tybepax
(cTpeaxm)

10 BBIABACHHUIO SIIHMACIITOICHHBIX TyOepoB Metopom ABIL.
Muhlebner A. et al’ mokaszaAm, 9TO B SIHAEITOTEHHBIX Ty-
Oepax sHauenue koapunmerra KA soirre, a A Hinxke,
9eM B «MOAYAIINX» TyOepax. AAf BBIABACHUS SIIHACIITOICH-
HBEIX TyOCPOB HCIIOAB3YIOT PAAMOHM3OTOITHBIC METOABI HIC-
CACAOBAHHA: ITO3HTPOHHYIO SMUICCHOHHYIO TOMOIPAapHIO
u oproporonuyro smuccronuyro KT. [Nosurponnas amuc-
croHHaA TOMOrpadpus ¢ (DTOPAC3OCHUTAIOKO30M ITOKA3aAd
BBICOKYIO TOYHOCTh B HACHTH(PUKAIIHMN SITHACITOTCHHEIX
TyOepOB. DIHACITOTCHHBIMI YAITIC OKA3BIBAIOTCA TyOCPBHI
CO CHIDKEHHBIM METADOAM3MOM TAFOKO3BI'. Apyroil myTs
BBIABACHIHS SIIHMACITOTCHHBIX TyOCpPOB IPH IIO3UTPOHHOI
SMICCHOHHOH TOMOTpadoUu — HCITIOAB3OBAHIE B KAYCCTBE
paauodapmirpernapara arasora Tpunrodana — aapda-11C-
MetnA-L-tprirrodpan, KoTopsil mprmepHo B 2/3 cayvacs
HAKATIAMBACTCA B SHHAEITOreHHBIX Tybepax”. Ilpm oamHO-
dorounoit smuccnonnoir KT B kadectBe pasrodapmirpe-
ITapaTa UCIIOAB3YIOT IIPErapaTel n30Toma TexHenud 1c-99m
(hexamethyl-propyleneamine oxime — Tc-99m HMPAO).
Hauboaee nHQOPMATUBHO IIPOBEACHIE HMCCACAOBAHUA
KAK MOYKHO PAHBIIE OT HAYAAA IAPIIUAABHOIO SIIHACITHU-
YECKOTO IIPHITAAKA (MKTAABHAA OAHO(OTOHHAA DMFECCH-
ounad KT). ['mmepaxkruBanusa HEHPOHOB, PACIIOAOKECHHBIX
B OIIHACIITOICHHOIT 30HE BO BpeMsA (DOPMUPOBAHNA HEH-
POHHOTO pPa3psfAd, IPUBOAWUT K IIOBBIIICHUIO KPOBOTOKA
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B 9TOH 30He, ¥T0 mo3BoAfeT B 90-99% cAydae BBIABHUTH
ouar rureprep@ysuH, COOTBETCTBYIOIIMHA IO AOKAAM3a-
LM srmAerrToreHHomy odary”'. [IpoBeaenne oAHOGOTOH-
Ho# amuccnonHOH KT B OAmxaiiiiee Bpemsi IIOCAE IIPHU-
cryma (ToCTuKTaAbHasd oAHOQoTOHHAA smuccuonHas KT)
ITO3BOASICT BBIABHTH OYATHM THICPIEPDY3UU TOAOBHOIO
MO3T4, COOTBETCTBYIOIIHE AOKAAUBAIINN IIIHUACIITOTCHHOIO
ouara, TOABKO B 70-75% caywaes®. B mepnoa MexAy mnpu-
MaAKAME (MHTCPHKTAABHAA OAHO(OTOHHAS 3MICCHOHHASA
KT) MeToA IT03BOAfIET BBIABHTH OYArU TUITONEpdy3um, co-
OTBETCTBYIOIIHE AOKAAH3AIINN AIIMACIITOTCHHOTO OYAara,
anmbs B 30-40% caywaeB®. AAs permcTpanuu SIHACITO-
TEHHBIX 30H YCIICIITHO IPUMCEHACTCA METOA MATHHTODHIIE-
danorpadpur. DIUACITTOrEHHBIN YIACTOK KOPHI TOAOBHO-
rO MO3TAa XapaKTEPU3YETCH ITOBBIIICHHBIM IIPOBEACHHEM
9ACKTPHYECKUX HMIIYABCOB, BBISBIBAIOIIUX BO3MYIIICHUA
MATHHTHOTO IIOAfl MO3ra. Permcrpanms sTHX IPOIECCOB
npu MarauTosHnedarorpapuu Aa€T BO3MOKHOCTH BHI-
ABHUTBH SIHAEITOreHHbie odarn. COIMOCTABACHHE PE3yAb-
TATOB MArHHTOdHIIEAAOTPADUHN € AHATOMUYCCKHME
nsobpakeHuaAmMH, moayderHevua pu MPT, mossoaser
ITOCTPOUTH MCXOAHBIC MATHUTHBIC KAPTH C TOYHON AOKa-
AMBALHEH STIMACITOICHHBIX OUaroB™,

Wspeaxa Bcrpeuarorcs eannHmaHble TyOepsl Ilpm ort-
CYTCTBHUH APYIUX IPOSBACHHH TyOEpO3HOIO CKAEPO3a HX
cAeayer AUPDEpPEHINPOBATh C HEOIIAACTHICCKHM IIPO-
IeccoM. B Takumx cAy9afsx IMOAE3HO HCITOAB30BAHNE Mar-
HHUTHO-PE30HAHCHOM CIIEKTPOCKOIH. I [pOTOHHEII crIeKkTp
TyOEPOB COACPKUT CAAOO TIOBBIIICHHBII ITHK XOAHHA 1 He-
CKOABKO CHITKCHHBIH IHK N-aIleTHAacIiapTaTa, TOTAQ Kak
B OOABIITHHCTBE OITYXOACH Y ACTEH IIMK XOANHA 3HAYHTECAD-
HO TOHIKEH, 2 N-aIleTHAACIAPTATA — [TOBBIIIICH™.

CyOsIeHANMAABHBIE Y3ABL Y OOABHBIX TYOCPO3HBIM CKAE-
posom Berpeuarorca B 95% cayaaeB. OHE HMEIOT BHA OKPY-
TABIX Y3AOBBIX OOpPA30BAHHE, OOBIMHO PACIOAOMKEHHBIX
BAOAB BECHTPHKYAAPHOH ITOBEPXHOCTH XBOCTATHIX fAEP,
JaIe Ha IAACTHHKE TAAAMOCTPHAABHOH OOPO3ABI HEIO-
CPEACTBEHHO 32 OTBepcTHeM MOHPO, Ha CTEHKAX AODHELX,
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BHCOYHEIX POTOB, PEIKE B TPETHEM H YCTBEPTOM KEAYAOUKAX.
CyOameHANMAABHBIE Y3ABL KPAITHE PEAKO OBIBAIOT CAMHIY-
ueMu. Popma cyOIITEHAMMAABHBEIX y3A0B OOBIYHO OKpY-
rAas MAM BBITAHYTas™, pasMepbl MOIYT AOCTHIATh 15 MM.
I'mcrororudecknii aHAAM3 IIOKAa3BIBACT, YTO CYOSIICHAU-
MAABHBIC Y3ABI COCTOAT M3 TUTAHTCKIX KACTOK I BKAFOUAIOT
MHOXXECTBO COCYAHCTEIX 9ACMEHTOB.

CyrmectByeT OIIpeAcACHHAA AMHAMIKA H3MEHEHUI Cy0a-
IIEHAMMAABHBIX Y3AOB C BO3PACTOM DOABHBIX.

V HOBOPOKAEHHBIX CYOIIEHAUMAABHBIE Y3ABI PEAKO OBI-
BarOT KaAbIGuurpoBaHHeMU. [To Mepe pocra peberka
HaOAIOAACTCA HX ITOCTereHHOe OOBI3BecTBACHIE. CAcAyeT
OTMETUTD, ITO KAABITIHATE B TOAOBHOM MO3T€E BEIABAAIOTCA
IIpU MHOIUX APYIHX 3a00AeBaHUAX. OCHOBHEIC STHOAOIU-
geckre (PAKTOPHEl KAABIIUQPHUKAIINN ITPEACTABACHBI HILKE
B TabAmIIE 2.

Tabrnuiia 2

HNudpareHTOoOpuasbHbIE HOPAYKEHUA

(< 30 % GoABHBIX)

® OTAOMKEHHE KAABITUA B MO3KEUKE B BUAC IIPAMOH
HAH U3BUTON AUHHU IIO XOAY 60p03AI)I

L] KaAbLII/IHaTbI B OeAoM BCIIIECTBE MO3XKECYIKA

= AreHesus/IUIIOIAA3HA YEPBA HAH IIOAYIIAPHA
MO37KEIKa

= YBeAUdeHue OAHOTIO HU3 HOAyHlapI/Ifl MO3KEYKa

= TyGepsl cTBOAA MO3Ta M CYOSIICHAMMAABHBIE Y3ABI
4-r0 KEAYAOUKA MO3T2

OOBI3BECTBACHHBIE Y3ABl B CTCHKAX OOKOBBIX JKEAYAOU-
KOB xopoitio usyaansupytorca upu KT (puc.14).

ITpu MPT xo0poIo BBIABAAFOTCA KPYIIHBIE Y3ABI, II10-
CKOABKY OHI Ae(DOPMHPYIOT CTEHKY ixeAyAouka. Ha T1BM
CyO3IIEHAUMAABHEIE Y3ABL OOBIYHO H30- HAH THIIEPHUHTEH-
CHBHBI IT0 OTHOIIICHUIO K OeAOMy Berrecty, Ha T2BHM —
rurrouHTeHcuBHel, Ha FLAIR- n300paxkeHnuax — runepun-
TEHCUBHBI, 4 B CAy9Iae OOBI3BECTBACHUA — TUIIOMHTEHCHBHBI
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Pucynok 14. KT, akcmasbmbie
cpesbr. Kaabmudpurater B cy0s-
IIEHAMMAABHBIX Y3AaX (CTPEAKH)

B meutpe (puc. 15, 16). ITocAe BHYTpUBEHHOTO BBEACHUA
KOHTPACTHOTO IIPEIapaTa HEKOTOPHIC Y3ABI KOHTPACTHPY-
IOTCA YACTUYHO HAHM ITOAHOCTBIO. KAMHMYeCKOro 3Hade-
HUS CIIOCOOHOCT MX K KOHTPACTHPOBAHUIO He mmeeT 7,
V HOBOPOMKACHHBIX CYOSIICHAHMMAABHEIC V3ABI BH3YAAH-
supyrorcs npu Y3V, oAHAKO MOTYT OBITH TPYAHOCTH IIPH
AP DEPEHIINPOBAHNN UX C TEMOPPArueil HAN TeTEPOTO-
nuei”. Haamuame cyGONmEHAMMAABHBIX Y3AOB BAKHO AAS
AP EepEHIINAABHONR AHATHOCTHKH TyOEPO3HOIO CKAEPO-
3a. Cumrraercs, uro ecan mpu KT man MPT ompeaeasercs
BoAce OAHOTO CYOIIICHAUMAABHOTO Y3Ad HAM 3TH Y3AHL CO-
YETAFOTCA C H3MCHEHHAMY B 00AacTH oTBepcTrst MoHpo, TO
AVATHO3 TyOEpPO3HOTO CKACPO3a HE BBI3BIBACT COMHCHMHI.
Ecan e Haamdane CyOIIICHAUIMAABHBIX Y3A0B HE AOKA32HO,
AVIATHO3 COMHUTCACH AQKE IIPU HAAMYNN KOPTHKAABHBIX
O44roB, KOTOPBIE MOIYT MMCETb MCCTO IIPH IIOCACACTBHAX
LU TOMETAAOBUPYCHOM MH(EKIIMI HAU TOKCOIIAA3MO32™.
CybOommeHANMAABHAS T[MIAHTOKACTOYHAS ACTPOIINTOMA
(COI'A) BeTpeuaeTcs y KaKAOTO IIATOTO IIAIHEHTA C TyOe-
PO3HBIM CKA€pO30M” . DTa OIyXOAB OOBIMHO pacmoAara-
eTCA HA CTCHKAX OOKOBBIX JKCAYAOYKOB BO3AC OTBEPCTHIH
Monpo, m3peaka — B APYTHX MECTAX IIO SIIEHAUMAABHON
nosepxHOcTH. Poct omyxoan HepasHOMepHBIT. OHA MO-
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Pucyroxk 15. MPT, akcuaabuble cpesbl. @) T2 B3BemieHHOe u300parKe-
uue; ) FLAIR nzobpaskenue; 6) T1-3perentoe n3obpaxenue; ¢) mocr-
koHTpacrHoe T1-s3Benennoe nsobpaxenue. CyGolIeHAUMAABHBIC Y3ABI
(xkpacubie crpeaxn). Tyoepsr (Oeabre cTpeAkm)

Pucysoxk 16. MPT, carur-
TaABHBIA cpes. T2-B3Beren-
HOe u3obpakerme. CybarreH-
AUMAABHBIH y3€A Ha CTCHKE
GOKOBOTO JKEAYAOUKA B OOAA-
CTH TPEYTOABHIKA (CTPEAKA)
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KET AOATO COXPAHATH CBOM Pa3MEPEI, 33TEM HAYaTh PACTH
B IIOAOCTB JKEAYAOUKA, OOTYPHPYA MEHKIKEAYAOIKOBOE OT-
BEpCTHE U IIPUBOAA K OKKAIO3HOHHOM TIHAponedaAnu.
Yarne Bcero ona BusyaAnsupyercs y maruenTos 11-13 aer.
OrmyxoAb pasBHBACTCA M3 ACTPOIUTOB CYOIIICHANMAAB-
HOI 30HBI U ITOCTPOEHA M3 KPYIIHBIX KAETOK C OOHMABHOM
503MHOMPUABHON IIHUTOIIAA3MOH M O3KCIICHTPHYCCKH pac-
TOAOKEHHBIM AAPOM™. AuddepeHnnpoBanmne MEKAY ru-
FAaHTOKACTOYHON aCTPOIIMTOMON U CyOSIIEHANMAABHOMN
raMapTOMOM HEBO3MOXKHO IIO HEHMPOBH3YAAHU3AITHOHHBIM
KT- u MPT- xapakrepucrukam. ['nranrokaerognsie acTpo-
LIATOMBI AMArHOCTHPYIOTCA IO POCTYy ONYXOAH IIPH IIO-
BTOPHBIX HCCAEAOBAHHAX. B HacrosImee Bpema cumTaercd,
9TO Y3ABI pasMepaMu OOAee 5 MM, PACIIOAOKCHHBIE BO3AE
oTBepcTuilt MOHPO, HAKAIIAUBAIOIITHE KOHTPACTHEIN IIpera-
par, CAGAYET paCCMATPHBATD KAK IIOTEHITHAABHEIE OIIYXOAH,
TPEOYIOIIIIEe AMHAMIYIECKOTO HAOAFOACHU.

INpr KT 1 MPT ruraHtoKAeTOYHBIE ACTPOLIITOMEL FIMe-
IOT HEOAHOPOAHYIO CTPYKIYPY, YCTKUE OYTPHCTEIC KOHTYPBI,
B MX CTPYKIYPE YaCTO BU3YAAU3UPYIOTCA KUCTHL, IeTpudpn-
Karer (puc. 17-24). KonrpacrupoBaHue OITyXOACBOH TKa-
HE HepaBHOMepHOE. OOBIMHO OIYXOAB HMECT TEHACHIIUIO
K POCTY B IIOAOCTb KEAYAOUKA, OAHAKO HHOIAA OHA HH(PUAB-
TpHUpyeT mapeHxuMy mosra. B orux cayuaax mpm MPT ma
T2BU BemBagerca auddysuoe moseirerre MPT-curaasa
B IIPHUACKAIIIEM BEINECTBE MO3ra. PEAKO I'MIaHTOKAETOUHASA
ACTPOLIMTOMA MOKET BOSHHUKHYTb IIPH OTCYTICTBHH APYIHX

Pucynox 17. KT, akcuaAbHBIIT
cpes. Ilerpuduxarer B rEraHTO-
KACTOYHOI aCTPOLIUTOME (YepHas
crpeAka). MaccuBHbIT  meTpH-
durar B 6eaoMm Bemectse (Geaas
CTpEeAKa)
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Pucynox 18. MPT, akcumaAbHbie
cpesbl. ) T2 B3BereHHOE H300pa-
xenue; §) T1-3pemmeHHOE H30-
OpaxeHne; §) ITOCTKOHTPACTHOE
T1-B3BerrenHoE H300paKEHIE.

I'mranTokAeTOYHBIE  ACTPOIUTO-
MBI, OOTypupyFOIIas 00a MeHIKe-
AYAOYKOBBIX OTBEPCTHSA (CTPEAKA)

IPOABACHHUH TyOEpO3HOro ckaeposa. AnddepeHIimasbHbIIT
AWATHO3 B TAKHX CAYYaAX CAEAYET IIPOBOAHTH C XOPHOHA-
MHAITIAAOMOM, aCTPOIIUTOMON IIPO3PAYHOM IIEPETOPOAKH,
TepPMUHOMOI, CyO3ITEHAMMOMO, HEHPOIMTOMOIT . Y InThI-
Bas TOT (PAKT, ITO IIPH TYOEPO3HOM CKAEPO3E IHMIAHTOKAE-
TOYHBIE ACTPOLIUTOMBI HADAIOAAFOTCH OTHOCHTEABHO JACTO,
GOABHBIM ACTAM PEKOMEHAYETCA AUHAMIYIECKOE IIPOBEACHHUE
HEHPOPAANOAOTHYIECKIX HCCACAOBAHHI He pexe 1 pasa
B 2-3 roaa. B Tex cAydasx, KOraa ImOABAAIOTCSA TPEBOKHBIC
KAMHHYECKHE CHMIITOMBI HEOOXOAMMO 3KCTPEHHOE IIPOBE-
ACHHE HEHPOPAAMOAOTMIECKIX UCCACAOBAHUII.
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Pucynox 19. MPT, axcuaabHbIE
cpessL. ) T2 B3BererHOE M300pa-
xenmne; §) FLAIR msobpaxenue ;
6) T1-B3BereHHOE M300pAKCHIE
IIOCAC B/B BBEACHHUSA KOHTPACTHO-
ro mpemapata. l'mranrokaerouHas
ACTPOIIMTOMA C MACCHBHBIM KHCTO-
3HBIM KOMITOHEHTOM (CTPEAKA)

Pucynox 20. MPT, akcwaAbHBIH
cpes. IlocrkomTpacrtaoe T1-B3Be-
meHHoe Hu300pakenue. ['mranro-
KACTOYHAS ACTPOLIUTOMA B ACBOM
BGOKOBOM JKEAYAOUKE (CTPEAKA)
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Pucynoxk 21. MPT, akcuaAbHBIE
cpes. IocrkorTpactHOe T1-B3BC-
meHHOe H300paxenue. I'mran-
TOKAETOYHASl ACTPOLIUTOMA, CO-
CTOAINAA U3 ABYX Y3AOB, B A€BOM
OOKOBOM KEAYAOUKE (CTPEAKA)

Pucyrok 22. MPT, T2-B3Beren-
HOH H300paKeHHe, AKCHAABHBIH
cpe3. OOBI3BECTBACHHAA THTAHTO-
KACTOYHAS ACTPOLUTOMA B IIpa-
BOM DOKOBOM KEAYAOUKE (CTPEAKA)

Pucynoxk 23. MPT, T2-s3BerieH-
HOH M300pasKeHUe, AKCHAABHBII
cpes. l'mramTokaerouHas acTpo-
LIITOMA B IIPABOM OOKOBOM KEAY-
AOUKe (CTpeAKa)
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Pucynok 24. 4) T2 Bsemennoe usobpaxenne; §) [TocTkoHTpacTHOE
T1-3Bemennoe n3obOpamenne. ATHIMYHO PACHOAOKEHHAS THIAHTO-
KAETOYHAA ACTPOIIHTOMA B TEAE ITPABOTO OOKOBOTO KEAYAOUKA (TepHAS
crpeaxa). CyOarieHAMAABHBIC Y3ABI (KPACHBIE CTPEAKH)

ITopaxenme 6eAOro BeIIECTBA I'OAOBHOIO MO3Ia IIPHU
TyOEpO3HOM CKAEPO3€E IIPEACTABAAET CODOI OUaru CKOITAE-
HUI KAETOK 0€3 4eTKO¥ (DOPMEI, PACIIOAATAIOIIHUXCH BAOAD
AMHHE, COCAMHAIOINNX SIEHAHUMY CIE€HOK JKEAYAOUKOB
U TyOephl. DTH AMHHUH COOTBETCTBYIOT HOPMAABHBIM MII-
TPAITHOHHBIM ITyTAM CIIOHIMOOAACTOB BO BpPeMsA 3MOPHO-
renesa. Tax e, KAK U KOPKOBBIE TYOEpHI, OHU BKAIOYAIOT
TUTAaHTCKHE AHOMAAbHBIE HEHPOHBI M AHUCHAACTHYECKHE
TAMAABHBIC KACTKH, THIIOMACANHU3UPOBAHHBIC BOAOKHA’ .
ITo cBoeit hopme MUTPAIIHOHHBIEC TPAKTEL MOIYT OBITH IIPS-
MOAMHENHBIME, KPHBOAMHENMHBIMA HAM KAHMHOBHAHBIMU.
B mo3ikeuxe oHE HMEIOT BUA PAAHAABHBIX IIOAOC.

Owuaru B 6€AOM BEIIECTBE BBIABAAIOTCA y ITAIIMEHTOB
¢ TyDEPO3HBIM CKACPO30OM C MOMeHTa poikAeHwsA. Hetiposu-
3yaAM3AIIMOHHAS KAPTUHA MHUIPAIIMOHHBEIX TPAKTOB ITOAOO-
ma tyoepam. [Ipm MPT ouarm B OeAOM BEIleCTBE HMEIOT
Takme ke xapakrepuctuxkn MPT-curmasa, xak u TyOGeps
(puc. 25-28). V GoAce B3POCABIX ITAI[HEHTOB OHI HE BCEIAA
Busyaamsupyrorcs Ha T1BI. Ha T2BH, FLLAIR omu Beiras-
AAT KaK OOAACTH BBICOKOH MHTEHCHBHOCTH CHUTHAAA.

V pfaa marnueHTOB B OEGAOM BEIIECTBE BBIABAAIOTCH
AMKBOPHBIE KHCTBI, YAIlleé OHH IIPHCYICTBYIOT IIEPHBEH-
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Pucynox 25. MPT, akcuaAbHBII
cpes. Flair msobpaxenue. I'mrme-
PHHTEHCUBHBIE OYard B OEAOM Be-
ImecTBe (3eACHBIE CTPEAKH) B IIEPH-
BEHTPUKYAAPHOM OEAOM BEILIECTBE,
IO XOAY MHTPAITMOHHBIX ITyTEH.
TyGepsr (Oeabre cTpeAKm)

Pucynok 26. MPT, axcmaAbHEIC
cpeser. 2) T2 B3BermeHHOE M30-
Opakenne; ) Flair usobpaxenue.
6) T1-B3BemreHHOE H300pAKEHIIE.
Kucra B 1epuBEHTPHKYAAPHOM
GeAoM BermecTse (CHHAA CTPEAKA).
Tybeper (beasle cTpeAKn)
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Ley
1933.00|

Pucynoxk 27. MPT, ¢ponTasbusie cpessl. @) T2 B3BermenHoe n3obpaxe-
Hue; §) T1-s3Bemennoe usobpaxenue. [lerpudukar B 6eAoM BerecTe
(cTpeaka)

Pucynok 28. MPT peberka B Bo3pacte 2X MECALICB, CATHTTAABHBIC CPE3bL.
T1-B3Berennsie H300paKkeHys. | nnepuHTeHcHBHBIE OUaru B OeAOM Be-
mecTBe (3eACHBIC CTPEAKH). I'MraHTOKA€TOUaHAS acTpOIMTOMA (YepHAs
crpeaxa). Tybeper (Geable CTpeAKH)

TPUKYAAPHO, HO MOIYT OBITh IPaKTHYECKH Besae. FIx
KAMHHYECKoe 3Hadenue HesAcHo. MPT-curmaa oObizect-
BAEHHBIX Y3AOB MOKET OBITH IIOHFUKEH HMAM IIOBBIIIIEH Ha
T1BH, gro 3aBHCHT OT XAPAKTEPHCTHK KPHCTAAAOB KAAb-
nuf. Y HOBOPOKAEHHBIX OYard B OEAOM BEINECTBE, KAK
u Tyoepsr, uMmetorT Kopotkue T1- m T2-Bpems peraxcarmm,
u Aydire Busyaansupyrorca Ha T1BV. B mexoropsix owa-
rax MOXKET HAaKaIIAUBATbCA KOHTPACTHBIN Iperapat. [lpn
KT owarm mMeroT HOHIKEHHYIO IAOTHOCTH (puc. 29).
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Pucynox 29. KT, akcuaAbHbIit
cpes. ['urmoaeHcHsIe O¥arn B repu-
BEHTPUKYAAPHOM OEAOM BeIrecTne
(cTpeaxn)

C BO3pacToM OHH MOTYT OOBI3BECTBAATHCA. JaCTHIHO
OOBI3BECTBACHHBIC Y3ABI HMCIOT CMEIIAHHYFO ITAOTHOCTB.
[Mpu AndPysuoHHO-B3BEIIEHHON TOMOrpacduu B 6eAOM
BEINECTBE HADATOAAECTCA IOBHIIIICHIE H3MEPAEMOTO KOI(-
dumuenra anpdysun (MKA) u camkenne koadpduru-
exTa dpakiuonHoi amumsorpornun (PA). B mensmenen-
mom Ha T1BH, T2BI OeAoMm BerrecTBe TaKKe HAXOAAT
cHmkerue koaddurmerra PA, 94To ABAAETCH IPU3HAKOM
CTPYKTYPHOM A€30PTaHM3aI[IH OEAOTO BEIIIECTBA IIO BCEMY
obbemy mMosra®.
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OCOBEHHOCTHU TEUEHU A
U1 AEUEHUE SITUAEIICUU Y AETEN
C TYBEPO3HBIM CKAEPO30M

M.FO. AorosEEBA, E.A. BEAOYCOBA,
3.K. [ oPYxAHOBA

Dnusencys ABAAECTCA OAHMM M3 HAHOOAEE 3HAUMMEIX
CHMIITOMOB TyDECPO3HOIO CKAEPO3a M HADAIOAAIOTCH
y 75-90% OOABHBIX B TEICHHUE HX KUSHH. DITHACITTHICCKIE
IPHCTYIIBl MOTYT MaHH(ECTHPOBATH B AIODOM BO3pacTe,
HO y OOABIIHHCTBA MarueHTOB (63%0) IIPUCTYIIEL Pa3sBHUBa-
FOTCA Ha IIEPBOM TOAY KusHH. CaMBIll TUITHYHBIN BO3PACT
HAYaAd IPHUCTYIIOB IIPH TyOEpPO3HOM cKAaepo3e — 3-5 me-
careB. Y 5-6% IaIiueHTOB IIPUCTYIIBI HAYHHAIOTCA CIIEe
B HeOHATAABHOM I1eproAe’. Ho Aake y B3pOCABIX eCThb pHCK
passurua npuctyos (12%). MudaaruapHbe CITa3MBI AB-
ASIFOTCSL OAHUM 13 HAHDOAEE PACIIPOCTPAHEHHBIX BAPHAH-
TOB CYAOPOKHBIX ITAPOKCH3MOB IIPH TYOCPO3HOM CKACPO3E
Ha IepBOM roAy »xkusHu (Bcrpedarorcsa y 20-30% aeret).
DOKaABHBIC IIPUCTYIIBI IPEAIIECTBYIOT, COIYTCTBYIOT 1/
HAI CACAYIOT 32 MH(AHTHABHBIME crrasmamu. [Tocae mep-
BOTO IIPHCTYIIA, srtnAericus passusaercs B 100 % cayaaes™.
V 54% marmeHTOB PErnCTPUPYIOTCA CAMBIC PA3HBIC THIIBI
IIPUCTYIIOB — IPOCTBIC U CAOMKHBEIC (POKAABHBIC, BTOPHU-
HO-TCHEPAAH30BAHHEBIC U AD.

VIMMYHHOTHCTOXHMUYECKHE M MOACKYAAPHBIE HCCACAO-
BAHUSA ITOKA3BIBAIOT, YTO HEHPOHHBIC HOMYAAIINH KOPTH-
KAABHBIX TyOEPOB UIPAIOT CYIIECTBEHHYIO POAD B SIIHACII-
TOTIEHE3€ U YIACTBYIOT B Pa3BUTHN (POKAABHBIX IIPHUCTYIIOB
9Yepe3 BBICBOOOMKACHHE B PACITOAOKEHHYIO PAAOM TKAHD
MO3ra HEHPOMEANATOPOB AU HeHpomoayasTopos®. [1pu
TyOEPO3HOM CKAEPO3€ IPHCTYIBI UMEIOT (DOKAABHOE HAM
MyABTH(OKAABHOE ITporcxokAcHre. OHu Tororpadugecku
CBA3AHBI C AMHUACHTH(POPMHBIMI OYATAMH Ha ACKTPOIH-
repasorpaMmMe M CTPYKTYPHBIMH HM3MEHCHUAMU TOAOB-
HOTO MO3ra, BBIIBACHHBIMU IIPH IIPOBEACHHH MATHHTO-
PE30HAHCHOII TOMOIrpadHH, ITO ACMOHCTPHPYET AOMUHH-
PYIOIIYIO POAB KOPTHKAABHBIX TYOCPOB, KAK SIIFACIITOICH-
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HBIX OYaroB. MUTPAITHOHHBIC TPAKTEl B OCAOM BEIIECTBE
TOAOBHOIO MO3T4 M YYACTKH (POKAABHBIX KOPKOBBIX AFIC-
IMAQ3HI TaKkKe ABAAIOTCA MCTOYHUKAMU SIIHACITH(ROPM-
HOH aKTHBHOCTH IIpU TyOepo3HOM ckaepose. Tyoeps
00OpasyIoTCA B SMOPHOTEHE3E M XAPAKTCPHU3YIOTCA OTCYT-
CTBHEM IIECTUCAOMHON CTPYKTYpsl KOpbl. OHHE cocrofAT
13 OOABIIIHX, ATUITHYHBIX, AC30PTAHU30BAHHEIX HEHPOHOB
U TAMAABHBIX KACTOK. YHCAO H pasmep TyOepoB (COOTHOIIIC-
Hue 0O0IIero oobeMa Ty0EepoB K 00BEMy TOAOBHOTO MO3Ia)
KOPPEAHPYIOT CO CTEIICHBIO BEIPAKCHHOCTH KOTHUTHBHBIX
Hapymenuii’. TyGepbl ¢ IpPU3HAKAMH KHUCTO3HOM TPaHC-
opmaruu cauTarOTC HANOGOACE SIUACITOICHHBIMU'.

DIHACIITHICCKHE IIPUCTYIIBI PE3UCTCHTHBI K IPOTHBO-
CYAOPOKHOH Teparuu y Tpeti 00ApHBIX TC. V mareHToB
C TyOEPO3HEIM CKACPO30M HAAMYHE IITHACITUICCKUX IPHU-
CTYIIOB TECHBIM OOPA30M CBA3AHO C HAPYIICHIAMI IICHXO-
pedeBoro paspuTHA U MoBeAcHns pebenka. Kormurusmsre
HAPYIIICHNA ACCOI[MMPOBAHEI C HAAUYMEM B AHAMHCE3E HH-
PaHTHABHBIX CIIa3MOB, APYTUX PePAKTEPHBIX IIPUCTYIIOB,
¢ ancAoM u obbemMom TyOepos. C ammAericuell CBA3aHbI
U arpecCHBHOE ITOBEACHIE, AyTHU3M, TPYAHOCTH OOyYCHUA
u Ap.”. B IOIyAfLIMOHHEIX HMCCACAOBAHMSX Y IALIMEHTOB
C PAaHHIM HAYAAOM SITHACIICHH, (DAPMAKOPE3HCTCHTHOCTD
oTMe9aAach B 55% cAydaeB, HHTEAACKTYAABHBIC HAPYIIIC-
uus — B 80% cay4aaes, ayrusm — B 30% cayqaes®.

P. Curatolo u coasr.” oTmMedeHO, 41O cpeAn (hakTopoB,
OTIPEACAAFOIIIX PE3UCTEHTHOCTh K IIPOTHBOCYAOPOKHOM
TEPAIINH, HAMOOABIIIEEC 3HAYCHNE HMEIOT: ACOFOT B BO3-
pacte A0 1 TOAQ, HaAMYME HECKOABKHX THIIOB IIPHCTYIIOB,
BBICOKASl YACTOTA IIPUCTYIIOB, HAAMYNE HECKOABKHX OYATOB
U/MAM IIOSBACHHE HOBBIX OYAIOB SIUACITU(OPMHON
aKTUBHOCTH U 3(PeKTa BTOPUIHON OHAATEPAABHOHN CHH-
XPOHHU3AINN IIPU  IAEKTPOIHIIEPANOTPAPIICCKOM  HC-
caepoBarun. K mpeankTopaM GAarompuATHOIO IPOTHO3A
TEYCHUA SITHACIICHE OTHOCATCH: ACOIOT CYAOPOr ITOCAE
2 AETHEro BO3PACTa, OTCYTCTBHUE ITOAMMOP(U3MA H HHU3-
Kas 9aCTOTA IPUCTYIIOB, CUMMETPUIHEIC H30AHMPOBAHHEIC
NH(AHTHABHBIC CITA3MBI, XOPOIIIas PEAKIHA Ha TEPAIIHIO.



OCOBEHHOCTY TEYESHNS U JISUSHNE SIMIISIICUN ¥ OeTel
C Ty6EPO3HEIM CKJIIEPO30M

Prick u crereHs yMCTBEHHOM OTCTAAOCTH MCHEE BEIPAKCHEL,
€CAN SIHACTICHA ACOIOTHPYET ¢ MH(AHTHABHEIX CIIA3MOB,
OTCYTCTBYIOT ACHMMETPHYHBIC SITHACIITHYCCKIC CIIA3MBI
1 (OKaABHBIC IIPUCTYIIBI, HET MYABTH(POKAABHOI SIIu-
AerrTudpOpMHOMN akTUBHOCTH Ha DOI.

V 45% aereii c anaMHE30M HH(PAHTHABHBIX CITA3MOB Pas3-
Busaercs ayrusM. 30% OGOABHBIX TYOEPO3HBIM CKACPO3OM
HIMEIOT FAYDOKYIO YMCTBEHHYIO OTCTaAOCTh. Koadbdurrmernt
HMHTEAAEKTYAABHOCTH OCTaABHBIX 70% HHAUBHAYYMOB C Ty-
OeposHbBIM cKAepOo30M KoAeOAeTcs B mpeacaax 40-130 ean-
uun. CpeAHuil ypoBeHb HHTEAACKTA — cooTBeTcTBYeT 937,
KoruurusHbIC HAPYIIICHUA OTMEYAIOTCA TOABKO y ITAITH-
€HTOB C 3IHACICHEH. Y BCeX ODOABHBIX C 'AYOOKOH cre-
IIEHBIO YMCTBCHHOM OTCTAAOCTH, HH(AHTHABHBIC CITA3MBI
ACOIOTHPOBAAM B IIEPBBIC MECAIIB! ’KU3HI 1 ITAOXO PEaru-
POBAaAH Ha IIPOTHBOCYAOPOKHYIO Tepanuio' . Muorumu
ABTOPAMH OTMCYACTCH, YTO PAHHEE HAYAAO ACUCHUSA IIIH-
ACIICHM TIPUBOAHUT K OOAee OAATOIPHATHOMY TEUECHHUIO
GOAE3HU M AYYIIEMY HHTEAACKTYAABHOMY pasBurmio’*'®,
Panuuit u MOAHBINR OTBET Ha AGYEHHE M KOPOTKafA IIPO-
AOAKHUTEABHOCTD THIICAPUTMUH ABASIOTCHA ITPOTHOCTHYIC-
CKM OAATONIPHATHBIMU XAPAKTEPUCTUKAMU TCICHHA SITH-
ACIICHH TIPH TyOEPO3HOM cKAepose'’.

PabAOMHOMBI CepAIlA X KOPKOBBIE TyOEpBI ABAAIOTCH
IEPBBIMI CHMIITOMAMHE TyOEPO3HOIO CKAEPO3a, KOTOPEIE
MOIyT OBITh BBIABACHBI AQKE IIPCHATAABHO’. BBeacHme
B HoBceAHeBHYIO ITpakTuKy DXO-KI' 1maoaa i AOCTYITHOCTD
IIPOBEACHMSA MATHUTO-PE30OHAHCHOTO MCCACAOBAHUA ITAOAA
Y XKEHIINH, B CEMPAX KOTOPBIX HMEIOTCA CAYYAH TyOEpO3-
HOTO CKAepO3a (pabAOMUOMSI cepAria BoiBAAIOTCA ¢ 20 He-
ACAU IECTAITHH, KOPKOBBIE TyOCPHI BEIABAAIOTCS C 22 HEACAD
FeCTAITNM), ITO3BOASET PAHO AHATHOCTHPOBATH 3a00ACBa-
HHE U BECTH HAOAFOACHHE 32 STUMU ACTBMEL

INpoBeaenne AmHammdecknx DDI' mccaeaoBaHHE, 1O-
3BOAACT BOBPEMA BEIABAATH ITOABACHHE SIIHACITH(OPM-
HOHM aKTHBHOCTH M HAYHHATH IPEBEHTHUBHYIO IIPOTHBOCY-
AOPOKHYIO TEPAIIHIO A0 ACOIOTA CYAOPOT, YTO IIPHBOAUT
K CHIDKCHUIO PUCKA PA3BUTHA SIIMACICHN UM YMCTBCHHOM
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OTCTAAOCTH § 9THUX AeTel. PekoMeHAyeTcs IPOAOAKATH
HAOAIOACHHE 34 ACTBMH U IIPOBOAUTH IIPOTHBOCYAOPOIK-
HYIO TEpPaIlmiO AO BO3pacTa HE MceHee, deM 24 mecdma.
MHorme HcCACAOBATEAN YKA3BIBAIOT Ha TOT (DAKT, YTO, YEM
AOABITIEC AAATCH SIIMACITUYCCKIE IPUCTYITEl C MOMEHTA HX
BO3HHMKHOBECHISA, TEM BBIIIIC PHCK YMCTBEHHOH OTCTaAO-
cru'®. Z R. Primec u coasr. (2006) oT™MeUaroOT, 4TO HAAUYHE
rurrcaputMud Ha DOI B TedeHne 3-X HEACAD, YBEAUIHBACT
PHCK pasBHTHA YMCTBEHHOH OTCTAAOCTH Y ACTEH C oIu-
aerrcueii”’. H. Philippi u coasr. (2008) B perpocuektnBHOM
HCCACAOBAHUHU ITIOKA3AAH, YTO IOABACHUIO THIICAPUTMEM
IIPEAIIIECTBYET ITOCTEIIEHHOE yxyAlnenne DOl B Teuenme
3-6 HeAeABb?. DTOT MOMEHT, KOTAA IOSBASICTCS «IIPECATHII-
CAPUTMUYCCKUID (DEHOMEH, OHH HA3BAAU «TOYKOIH HEBO3-
BpaTa». ¥ BCEX ACTEH, KOTOPBIE, AOCTUTHYB 9TOH TOYKH,
HE TOAYYIAAN IIPOTHBOCYAOPOKHYIO TEPAIIHMIO, B AAABHCI-
ITIEM Pa3sBUBAACH CHHAPOM Becta 1 yMCTBEHHAS OTCTAAOCTS.
ABTOPBL OTMEYAIOT, YTO ACOOT MH(AHTHABHBIX CIIa3MOB
CAGAYET 32 IOABACHHEM THIICAPHTMUN Ha DD’ MaKkCHMAaAD-
HO uepes 20 AHel. V3 9TOro CACAyET, 9TO AQIKE €CAH IIPO-
THBOCYAOPOXKHAS TEPAITNSA HAYMHACTCA B ACHb ACOFOTA HH-
(PaHTHABHBIX CITA3MOB, OT «TOYKH HEBO3BPATA», C MOMCHTA
KOTOPOH HAYMHACTCA ITPOIECC CHEDKCHIA HHTCAACKTA, IIPO-
xoauT 3-10 Heaeas. J.P. Osborne u FJ.K. O’Callaghan (2003),
S. Jozwiak u coasr. (2011) mokasaAu B CBOUX MCCACAOBAHU-
AX, UTO IPEBEHTUBHOE HAYAAO IIPOTUBOCYAOPOKHOM Tepa-
IIUK CHIDKACT PUCK PasBUTHA PE3UCTEHTHOCTH K IIperapa-
TAM H CIIOCOOCTBYET COXPAHEHNIO MHTEAACKTA ¥ ACTEl 2,

CACAyl 9THM PEKOMEHAAITHAM, IIPH HAOAIOACHHH 32
ACTBMH TICPBOTO TOAA JKH3HH C AMATHOCTHPOBAHHBIM TY-
OCPO3HBIM CKAECPO30OM HAHM BBIABACHHBIMU IIPEHATAABHO
MHOYKECTBCHHBIME PAOAOMHIOMAMI CEPALIA CITIC AO HAYAAA
SIMACIITHYCCKUX IIPHCTIYIOB, C IIEABIO HX IIPEAOTBpPa-
ITICHHUA, MBI CKEMECAYHO IPOBOAMM 2-X YACOBOH BHAECO
DDI'-MOHUTOPHHT BO BpeMsA CHA H OOAPCTBOBAHHA, AAf
CBOEBPEMEHHOIO BBIABACHUA C(DOPMHUPOBABIIIEroca PoKyca
sHACIITHOPMHON akTuBHOCTH. Ha BTOpPOM roAy Ku3HH,
ODI' mccAeAOBaHHE IIPOBOAHMTCH KaKABIC 2-3 Mecsra.
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Ecan ma DDI" perucrpupyrorcs smuAertudpOpMHBIE pas-
PAABL (POKAABHASA, PEXKE MYABTH(POKAABHAA aKTUBHOCTB),
MBI HA3HAYAEM IIPEBEHTUBHYIO IIPOTHBOCYAOPOKHYIO Te-
pamuio. B kadecTBe mpemapara mepBOil OdepeAn BBIOOPA,
B TCPAITHIO CACAYET BBOAUTEH BHIaOATPHH, HO, IIOCKOABKY
Iperapar He sapeructpuposat B Poccurickoit Peaeparium,
IPUXOAUTBCA HHOTAA HAYHHATH IIPEBCHTUBHYIO TEPAIIHIO
C IIPEIAPaTOB BAABIIPOCBOM KHCAOTHI, YTO, K COKAACHHIO,
MeHee 9 PeKTUBHO.

MHOTHMH aBTOPAMU YKAa3BIBACTCA HA HANOOABIITHI
IIPOTUBOCYAOPOKHBIH 9EKT P IPUMEHEHHN BHIa-
OaTpruHA y ACTEH C CHMITTOMATHYCCKOH SIIMACIICHEH, BHI-
3BAaHHOHM KOPTHKAABHOH AMCIIAQ3HEH U TYOEPO3HBIM CKAE-
pozom'*'5%27 " Brrcokas  adpdexruBHOCTs  BUrabaTpuHA
OpH TyOEPO3HOM CKACPO3E IMOATBEPIKAACT, UTO SIIHACII-
TOTCHE3 IPU AAHHOM 3a00AEBAHHH, CBA3AH C ITOBPEIKAC-
urem I'AMK-aprugeckoii mepeaaun. OAHAKO, MEXAHU3M,
A@XKAIIHI B OCHOBE 9TOTO IIPOIIECCA, OCTACTCA IO OOABIIICH
9acTH HeU3BeCTHBIM 7!,

Burabarpus (raMma-BHHIA-TAMMA-aMHHOMACASHHASA KHC-
AOTa) SBASIETCA CTPYKTYPHBIM aHAAOTOM TOPMO3HOIO HeH-
pomeanaTopa ramma-amuHOMacAsHON kucaoter (I'AMK).
Burabarpun obecriednBaer cBoe IIPOTUBOCYAOPOIKHOE ACH-
crBue HeoOparumeM TopMoxenneM (pepmerta 'AMK-amur-
HoTparcdepaser, pasaararorero 'AMK. Ha done mpume-
HEHUSA BUraDATPHHA B TKAHAX MO3ra H IePeOPOCIMHAABHOM
’KHAKOCTH TToBBIIIaercs kourerTparud I'AMK, uro Be3eBa-
er topmosson sdekr. Kornerrparms ['"AMK nosbiraer-
cfl gepe3 2 ¥aca IMOCAE BBEACHHA BHIaOATPHHA M AOCTUTACT
MAKCHMyMa 4depe3 6-8 9acoB B IIEPEAHHUX OTACAAX TOAOBHOTO
MO3ra (KOHIICHTPAITMA 3HAYUTEABHO BBIIIIC B CETIATOH 00O0-
AOHUKE TAa3a, YEM B APYIUX OTACAAX TOAOBHOTO MO3T).

Bo3MoKHBIC HEKEAATCABHBIC ABACHHA IIPH IIPHEME BHU-
rabatpuna BosHHKAIOT y 13% aerert. OOBMHO HeEMxeAa-
TEABHBIC ABACHUA HMEIOT ACTKYIO CTCIICHB BBIPAXKECHHOCTH
U IIOCTEIICHHO MCYE3aI0OT B TEUCHHE HEACAH. bBecrmokoii-
CTBO, BO3OYXKACHHE H OECCOHHMITA BO3HHUKAIOT BHAYAAC
mpuema Burabatpuaa y 5-10% IanueHTOB M IIPHUBOAAT
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K orMene perapara Toapko y 0,1% aerett. Kpatine peako
BCTPEYAIOTCA AETKHI TPEMOP KOHEYHOCTEH, HOBBIIICHHAA
COHAHBOCTB U 00OACE TPOAOAKUTCABHBIM COH, ACTKAA 3a-
TOPMOKEHHOCTD, 3aTPYAHCHHE IAOTAHHA 1 3amopsl [1pu
MOABACHUH HEKEAATCABHEIX ABACHHUH, PEKOMEHAYCTCH CHU-
’KEHME HAYAABHOH AO3BI BHTADATPHHA C ITOCACAYIOIINM
BoAee MEAACHHBIM YBEANICHHUEM AO3BI] %,

Pricx passurus AeEeKTOB IOACH 3PEHHA ¥ ACTEH IIEPBO-
IO FOAQ KU3HH HU3KIH. KOHIIEHTPpHYECKOE CY/KEHHE ITOACH
3peHHA, HApYIIEHHE IIepU(EpUIECcKOro 3peHHd OTMEYa-
anch y 3% Aerell B Bospacte A0 2-X AeT. Aedpekr 3perms
PasBUBAACA IIPU AAMTEABHOCTH IIPHEMA IIPEIAPATA CBBIIIIC
6 mecaues. Y 25-100% mamueHTOB IIOCAE OTMEHEI IIpEIIa-
para 3perne BoccraHaBAnBaAoce' ™. Ormedeno, 9o Boc-
CcTaHOBACHHE (DYHKIIMH 3pEHHA y AeTeii OoAee ITOAHOE,

9eM Y B3POCABIX

. Ilpu karamHECTHYECKOM HCCAEAOBA-
HUH IITKOABHUKOB, KOTOPBIC IPHUHHUMAAM BUTAOATPUH AAS
AedeHns HH(MAHTUABHBIX CIIA3MOB PA3AMYHON STHOAOTHH,
nepudepUIecKoe CY/KEHUE IMOACH 3PEHHUA OBIAO BEIABACHO
y 34% Aeteil, 9TO yKas3bIBa€T HAa HECOOXOANMOCTB OLICHKH 11O~
Aell 3peHus B AMHAMUKE® . AASL OTCACKHBAHHSA BO3MOKHBIX
OCAOKHEHHE BO BpeMs ITPHEMA BUTAOATPIHA, PEKOMEHAY-
erca 1 pas B 6 MecAIICB IIPOBOAUTH KOHTPOABHEBIE HCCAC-
AOBAHHA: dACKTPOPETHHOTPAMDIHIO, IACKTPOOKYAOrPAdpUIO
HAU MyABTH(OKAABHYIO dAKTpOpeTnHOrpadmro' 2355,
Brrabatpun — NpOTHBOCYAOPOMKHEIH IIPEIapaTr ¢ AOKa-
3aHHOW 9 @PEKTHBHOCTPIO B ACYCHHH HH(AHTUABHBIX
CI1asMOB U (POKAABHBIX OSIIHMACIICHN y AeTed. Pammdasa Te-
pamus POKAABHBIX IIPHUCTYIOB M ITATOAOTHYECKHX H3Me-
uennit Ha DI ((oKaAbHBIC M3MEHECHUS WAW THIIIHAS/
ATUIIIYHAS THIICAPHTMUA) BUraOATPUHOM IIPEAOTBPAIIACT
pasBuTHE NH(MAHTUABHBIX CIIa3MOB y Acteit' ' ®!%%2, Buraba-
TPUH ABAACTCA IPEIAPATOM IIEPBOH OUEPEAH BBHIOOPA AAAL
AedeHHUA HHPAHTHABHBIX CIa3MOB IIPH TYOEPO3HOM CKAE-
pose. Ou 00AasaeT BBICOKOH 3(pHEKTUBHOCTHIO — CIIA3MBI
npexparrarorca y 90% marueHToB, BO3MOMKHO, HE TOABKO
32 CYET IPOTUBOCYAOPOKHOTO a(peKTa IpemapaTa, HO OT-
YACTH H3-32 TOTO, YTO OH OOAAAAET U TOPMO3AIIIM 3P deK-
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ToM TOIf camoii m-TOR akruBaruu, KOTOpas UMEET MECTO
pu TyGEpO3HOM CKACpO3e™>,

J.P. Osborne u EJ.K. O’Callaghan (2003) pekomeHAyrOT
CACAYIOIIYIO CXEMY TEpPAMK HH(AHTHABHBIX CIIA3MOB!
B mepBolil AcHb — 50 mr/kr/cyrkn, 2-4 ann — 100 mr/xr/
CYTKH; IATBIT AcHB 1 Aanee — 150 mr/kr/cyrkn. Bosmorxkno
nosbienue A03s A0 200 mr/kr/cyrkn. [1puem npermapara
gepes KakAple 12 wacoB. MuHNMAaABHAA ITPOAOAKUTEAD-
HOCTB AedeHHA 3(PEPEKTUBHON AO30H — 4 MecAna (Hempe-
PBIBHOE AcUcHHUE B TedeHue 1 roaa He IPHUBOAUT K pasBu-
THIO KOHIICHTPHYIECKOTO CY)KCHUS IIOACH 3peHms)™.

DdbdexTuBHBIE CYTOYHBIE AO3BI BUTA0ATPHUHA CYyryoOO
HHAMBHAYAABHBL U KoAeOAtoTCs oT 18 A0 200 mr/xr Beca
B cyrku. C HagaAa Teparmmu AO IIPEKPAIICHHS CIIA3MOB, KAK
IIPaBUAO, IPOXOAUT OT 12 Ao 35 amedt. Ilpu orcyrcrBrm
sacpdexra uepes 2 HeAeAn Ha (DOHE TEPAITUH MAKCHMAABHO
AOIyCTUMOM AO30H ITpErapara, PEeKOMEHAYETCA ITEPEBOA
[ALEHTA HA TOPMOHAABHYIO TEPAITUIO™ .

CyIIecTBYIOT PasHOYTEHHA IO ONTHMAABHOH ITPOAOA-
KUTEABHOCTH Aedenus BurabarpmuaoMm. Ilpeamoaaraerc,
YTO BHUTAOATPUH MOMKET OBITH OTMECHEH, €CAM IIPHCTYIIBI
OTCYTCTBYIOT B TeYcHHE 6 MECAIEB, HO HEKOTOPBIC aBTOPHI
IUINYT O TOM, YTO TAKAf PAHHAA OTMCHA IIPUBOAWT K pe-
ruanBam crra3mos®’. B Harmeil mpakTuke Mel HEOAHOKPATHO
CTAAKHUBAAKCH C PEIIMAMBOM IIPHCTYIIOB (HE TOABKO CITa3-
MOB, HO ¥ (DOKAABHBIX) IIPH ITOIIBITKE OTMECHBI BUTA0OaTpH-
Ha, IIO9TOMY, K CO/KAACHIIO, HHOTAA ITAITUEHTHI BEIHYKACHDI
IIPUHUMATE €TI0 B TEICHUE HECKOABKHX ACT.

Bropas ogepear BoIOOpa AAA AcdeHHA MHMAHTHABHBIX
CITa3MOB TIPH TYOECPO3HOM CKAEPO3E IPHHAAACKHT TOPMO-
HAABHBIM IIPEIAPATaAM — KOPTHKOCTEPOHAAM. Bo3aMokHEIE
HEKEAATEABHBIC ABACHHA STUX IIPEIAPATOB: APTEPHUAABHASA
THITEPTEH3HA (OITACHOE OCAOKHEHIIE IIPH HAAMYII IIOAMKH-
CTO3HOH OOAE3HH ITOYEK), OCTEOIIOPO3, A3BEHHAA OOAE3Hb
KEAYAKA, CHIDKECHHME MMMyHHTeTa. ONTHMAABHBIH PEKIM
BBEACHHA KOPTHKOCTEPOUAOB IIPH NH(AHTUABHEIX CIIA3MAX
HE YCTAHOBACH, HO OOABIIITHCTBOM aBTOPOB PEKOMEHAYETCA
HAYAAO TEPAIIMA C BBICOKOH AO3BL 150 eanmmiy/m?/B cyTku

101



102 TyGepo3HbI CKIIEPO3

AASL KOPTHKOTPOIIMHA MAH 2 MI/KI/CyTKH AASL IIPEAHHU30-
Ha B TCYCHHUE 2-X HEACAB C ITOCACAYIOIIHM ITOCTECITCHHBIM
CHIDKEHHEM AO3BI B Te4yeHHe 1-3 MecAIeB IIpPH XOpOIIeM
OTBETE HA ACYEHHE B HaIaAbHOM Iepuope’. Ecam B Ha-
YAABHOM IIEPHOAC TEPAIIMK OTBETA HA ACUCHHE HET, AO34
KopTuKOCcTeponAOB cHmxaercs opictpo. C.Chiron u coasr.
(1997) cooOrraror 0 KymHPOBaHUH MH(AHTUABHBIX CIIa3-
MOB y HEKOTOPHIX ACTCH IIPCAHHU30HOM, IPU OTCYTCTBUN
adeKTa OT BBEACHNA KOPTUKOTPOIINHA H, HAODOPOT, TaK
YTO TU IIPEIAPATHL He AOAKHBI PACCMATPUBATHCA KAK PaB-
nosnaunse’. KOpTHKOCTEpOUABL CACAYET € OCTOPOKHO-
CTBIO IPUMEHATD ¥ ACTCH ¢ paOAOMHOMAMI CEPALIA HM3-34
BO3MOKHOCTH POCTa 3THX OIyXOAeH. A0 cux 1mop ocraercs
HEPEIITEHHBIM BOIIPOC: KAK AOATO ACYHUTH ACTCH IOPMO-
HAABHBIMI ITPEIAPATAMI, YTOOBI HE BBI3BATH OCAOMKHCHEH
Tepanmn 1 n3bexKaTh BO3OOHOBACHUS IIPUCTYIIOB'.

Ilpu HepocraTOUHOH 5PDEKTUBHOCTH MOHOTEPAIINU
MHAMAHTUABHBIX CIIa3MOB BUrabDATPHHOM, BTOPBIM IIpera-
PATOM MOTYT BBOAHTECSA ITPEIIAPATHI BAABIIPOCBON KICAOTHI
HAN TOIHpPAMAaT. DEeH30AMA3CIIIHEL, TAKHE KAK HUTPA3CIAM
HMAHM KAOHA3€IIaM, MOIYT OBITB 3(D(DEKTHBHBIMU B CAydYae
IIOAUTEPAIIIN MAHM BBOAHTBCA B TEPAIIMIO, KAK ITPCIAPATHI
«OTIAAHIIY.

Kamnngeckne nccACAOBAHMSA, OCBAIIICHHBIC H3YICHUIO
scpdexTuBHOCTH U OE30IACHOCTH IIPOTHBOCYAOPOIKHBIX
IIpErapaToB AAA AcYeHHA (DOKAABHBIX IIPUCTYIIOB IPHU Ty-
Oepos3HoM ckAepose — eamHIYHEL EcAn snmaencus Bo3HU-
KACT HE B MAAACHYECCKOM BO3PACTE, A ITO3KE, TO €€ ACICHHUE
IIPOBOANTCA IO OOINKM IIPABHAAM ACYUCHUSA SIIMACIICHI.
INpu HEaPPEKTUBHOCTH MOHOTEPAIIHH IAIIHEHTOB PEKO-
MEHAYETCSH IIEPEBOAUTh HA KOMOMHHPOBAHHYIO TCPAIINIO
IIPOTHBOCYAOPOIKHBIME IIPEIAPATAMH C IIOTCHIIMAABHO
CHHEPIUYIHBIM AetictBueM. Hampumep, raroTaMaTsprudHee
IIpermapaThl AAMOTPHAKIH HAW TOIIHMPAMAT, MOIYT COBME-
mareca ¢ 'AMK-spruvgecknmu mpermaparaMu — BaAbIIPOA-
Tamu uAH Burabarpaaom ™,

TonmpamaT B Ka4eCTBE AOIIOAHUTCABHOM TEPAIINU IIPH
papMaKOPE3NCTEHTHOM SITHACIICHI IIPUMEHACTCH § DOAB-
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HBIX TyOEpO3HBIM CKAepo3oM B A0o3e 10-20 mr/kr/cyrkn
U IPHBOAWT K CHIKCHHIO YACTOTHI IIPUCTYIIOB OOAEE YeM
Ha 50%, y ITOAOBHHBI ITAIIHEHTOB. TeM He MeHee, TOIHpa-
MAaT, 30HHU3AMUA U ALETA30AAMHUA ABAAIOTCA HHIHOUTOpAMU
KapOOAHIHAPA3El M MOIYT arrpaBHPOBATH CYILECTBYFOILIHIH
HHTEAAEKTYAABHBIH Aedekt. Caeayer m3beraTs HazHade-
HUSfl 3TUX IIPEIAPATOB ITAIIHEHTAM C IIOAMKHCTO3HON 0O-
AE3HBIO ITOUCK, TAK KAK Pa3BUTHE IIOYCIHOKAMEHHON OOAEC3-
HH MOYKET IIPUBECTH K BBIPAKCHHOMY YXYAIICHUEO (DYHKIH
IIOYEK.

V manmeHTOB C YaCTHIMH IIPHCTYIIAMH, AEBETHPALIETAM
HMEET IPEHMYIIECTBO IIEPEA AAMOTPHANKHHOM, TAK KAK
MOZKET THTPOBATBCA OBICTPEE, M KOHLEHTPALUA B IIAA3ME
KPOBH HE 3aBHCHT OT APYIHX ViK€ IPHUMEHACMBIX IIPOTHBO-
CYAOPOKHEIX IIperrapaToB. VI3-3a BO3MOKHOIO OBICTPOIO
PasBUTHA BTOPHUYHOH OHAATEPAABHOM CHHXPOHN3AIINM,
BCAEACTBHE MHOI'OOYAIOBOIO ITOPAKEHHSA TOAOBHOIO MO3-
ra, KapOaMa3eIH 1 OKCKAPOA3EIIHNH § OOABHBIX C TyOepO3-
HBEIM CKAE€PO30M, CAGAYET IIPUMEHATH C OCTOPOKHOCTBIO.

IIpoTHBOCYAOPOKHBIE IIPEHAPATHl C CEAATUBHBIM 3(-
dexrom, Takme Kak OapOHTYpaThl M OCH30AMA3CIIHHEL,
y OOABHBIX TYOEPO3HBIM CKAEPO30M C HAPYIIEHUAMH O0y-
YCHHA U IIOBEACHUA AOAKHEI IIPUMEHAIOTCA OIPAHHYEHHO.

B mepcriexruBe mpeaniosaraerca IPUMEHATb AAA A€Ue-
HUS SIIHACIICHH IIPH TyOepo3HoM ckaepoze m-TOR muru-
ouroper. BosOyxaaroIuii HEHPOMEANATOP FAIOTAMAT YBE-
ArmdanBaet akTHBHOCTH M-TOR, KOTOPBIIT B CBOIO O4YepeAb
BAMAET HA CHHTE3 PELIEIITOPOB IAIOTAMATA M MOPJPOAOIHIO
HEHPOHAABHBIX ACHAPUTOB, 2 TAKKE PEIYAHPYET BOABTAMK
3aBUCHMBIC KaAueBble KaHaABL [Iyre m-TOR peryaupyer
MHOTHE HECHPOHAABHBIC (PYHKIINN — IPOANGEPAIIUIO, BbI-
KHUBAHME, POCT, METADOAHM3M H IIAaCTHYIHOCTH. Haxanan-
BAIOTCA AAHHBIC O TOM, ¥TO IIyTh M-TOR mrpaer Bamuyro
POAB B SIIMACIITOIEHE3E, KOTOPBIH 3aIIyCKAETCHA CAMBIMH
pasueivu pakropamu. [Iyre m-TOR mHapymren He TOABKO
IIpU TYOEPO3HOM CKAEPO3€, HO M IIPH APYIUX COCTOAHUAX
u 3200AEBAHMAX, CIEMNAEHHBIX C JIUAEIICHEN. TaK, ObIAa
ommcana runepaxkruBarud m-TOR mpu doxaspHbIX Arc-
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maasuAax kopel. Cuuapom Illtypre-Bebepa n meitpodu-
opomaros tuir 1 aBagrorca «m-TOR-maTuammy». Ormucana
akruBarud m-TOR 1Ipu  I'MITOKCHYECKH-HITEMITIECKIX
SMMACIICHAX, YTO B AAABHCHIIIEM IIPHBOAMAO K SITFACIICHI
U 9epPTaM ayTU3Ma. DKCIICPUMEHTAABHBIN SITHACIITHICCKIE
craTyc npuBOAUA K akTuBarmu m-TOR, ¥ro B cBOrO Ode-
PEAB BBI3BIBAAO KOMIICHCATOPHOE AKCOACHAPHUTHOE BET-
BAcHHE. B aKCIIepHIMEHTAABHBIX MOACAAX PAITAMUITHH (HH-
rubomrop m-TOR) B BHAE IyABCOBOM TEPAITHH ITOAABAAA
CHMIITOMATHYECKAE HMH(AHTUABHBIE CIA3MBI W YAYYIIAA
KOTHUTUBHBIC HCXOABI, OKA3BIBAA ITPOTHBOCYAOPOIKHBIH
sacpdexr mpu POPMHPOBAHHH BHCOYHO AOACBON OIIH-
AEIICHH TIOCAE SIHAEHTHYECKOro craryca. Ecan mHruou-
Top m-TOR BBOAHACA BCKOpPE IIOCAE YEPEITHO-MO3IOBOM
TPaBMBI, TO OH YMEHBIIIAA THOCAD HEHPOHOB U IPE3MEPHBIH
AKCOACHAPHUTHBIN crpyrunr. Tot ke addekt AocTurascsa
U IIPH HEOHATAABHBIX CYAOPOIaX I'HMIIOKCHYECKH-HIIEMU-
geckoro reresa. Bosmoxkuao, m-TOR wurpaer Baxuyro poAs
B YCHAGHHHU AOATOBPEMEHHON CHHAIITHYECKOHM IepeAayn
U B IIPOLIECCAX ACIIPECCHUHU, KOTOPLIE, B CBOXO OYEPEAD, BOB-
AEYCHBI B ITPOIIECC SIUACIITOICHES2, IAMATH 1 OOyIeHns .
B macrosmuit momenT, akrupanna m-TOR paccmarpupaer-
€A KaK OAHA M3 IIEPCIIEKTHBHBIX MUIIICHEH AAfl BO3ACHCTBIA
ACKAPCTBEHHBIX CPEACTB IIPH SIIIACIICH.

V rpern ImarnueHToB ¢ TyOEpO3HBIM CKAEPO30M SIIHUACIICH
ABAaserca (papmakopesucrentHoi. Hefipoxupyprirgeckoe Ae-
JYeHHE (PAAUKAABHOE HEHPOXUPYPIUIECKOE BMEIITATEABCTBO
U KAAO30TOMHUS), UMITAAHTALIUA CTUMYAATOPA OAYKAAFOIIIETO
HEpBA M KCTOTCHHAA AWETA MOIYT 3THM OOABHBIM OKa3aTh
IIOMOITIb B YAYUIIICHII KAYECTBA UX HKU3HIL

B GoapmmHCTBE CAyUaeB papMAKOPE3UCTEHTHEIX SITH-
ACIICHH IIpH TyDEPO3HOM CKAEPO3E, BBIABAACTCHA HECKOAD-
KO O4YaroB SIHAEITH(POPMHOM AKTHMBHOCTH, B OCHOBE
KOTOPBIX HAXOAHTCA SIHACITOTCHHBIN TyOep. Baaroaaps
COBPEMEHHBIM METOAAM AHMATHOCTHUKH (MarHHTO9HIIEdA-
Aorpacus, BUACO-DDI MOHHTOPHHT, MATHUTHO-PE3OHAHC-
HAfl U ITO3UTPOHHO-9MUCCHOHHAS TOMOIPadous U Ap.), CTAAO
BO3MOJKHO BBIIBUTH «AOMUHHUPYIOIINID SITHUACITTI(DOPMHBIE
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OYAr U «OTBETCTBEHHBIN» 32 HETO TyOEp (MAH 30HY KOPKOBOH
AHUCIIAA3HM), KOTOPBII ITOAACKHT YAAACHUIO™ >,

Bce manmeHTE € TYyOEpO3HBIM CKAEPO30M U (papMaKo-
PE3UCTEHTHON SIHUACICHEH MOIYT PACCMATPUBATHCHA KAK
IOTEHITNAABHEIC KAHAHAATBL AAfl HEHPOXHUPYPIHIECKOTO
AedeHnA. PaANKaABHOE BMEIIATEABCTBO MOKET 3aKAIOYATE-
€A B PE3CKIINI OAHOTO HAN HECKOABKUX TyOEPOB, PE3CKITHI
AOAH, PE3CKITHI HECKOABKUX AOACH I B TeMHIC(EPIKTOMHU.

[Tpu yaasermn srmaerrroreHHOro hokyca (tydepa) mpo-
LIEHT MAIIEHTOB O€3 IIPUCTYIOB BapbupyeT ot 22 A0 69%,
IIPH 9TOM, €CAU IPUCTYIIBI COXpaHAIOTCA, TO 94% poamre-
A€M COTAACHEI Ha ITIOBTOPHYIO HEMPOXUPYPIHIECKYIO OIle-
pauﬂfol’%"“’.

Cumrraeres, 9ro pakropaMu OAATOIPHATHOrO IIPOrHO32
HEHPOXHPYPIUIECKOIO BMEIIATEABCTBA ABAAIOTCA MEHBIIICE
KOAHYECTBO TyDEpOB, (POKAABHBIC IIPHUCTYITEI 1 (POKAABHBIC
paspsasl Ha DOL. K dakropam HeGAaronpuaTHOTO IpOI-
HO3a OTHOCATCH MHOKCCTBEHHBIC TYOEpPHI, PA3HBIC THIIBI
IPHCTYIIOB, TOHWYECKUE IIPUCTYIBL, MyABTH(POKAABHASA
sruAerrTudOpMHas AKTHBHOCTD, HU3KHH 1Q), HH(AHTHAD-
HBIC CITA3MBI M PAHHIH ACOFOT SITHACIICHHL.

Karosoromus IpOBOAUTCH, €CAN Y IAITUEHTA HET ITOKA-
3aHHH K PAAHKAABHOI PE3EKIINH U PETHCTPUPYIOTCH AOO-
HOAOACBBIC IIPHCTYIIBI HAM IIPHCTYIIBI, HCXOAAIIHE CPasy
U3 ABYX IIOAVIIAPHE. Pe3yABTATEI KAAO3OTOMHE AydIIE
IIPH ATOHHYECKUX IpHCTynax. Ilpekparienne mpucrymos
mabaroaaerca y 90% marreHTOB ¢ IIOAHOM KaAO30TOMUEH
ny 67% ¢ 9acTHIHOM Karo3oTOMuIEe >4,

ITpu orcyrcTBHUM ITOKA3aHUM K HEUMPOXHPYPIHIECKOMY
ACUECHMIO, ITEACCOODPA3HO PEIIHTH BOIIPOC O BO3ZMOKHOC-
TH TPUMEHCHUA CTUMYAAIIMM OAYIKAAIOIIEIO HEPBA HAHM
KETOTCHHOM AHETEL

P. Major n E.A. Thiele (2008) coobrmaror o CHIKEHAN
Y4ACTOTHI SIHACITHYecKnX puctynos Ha 50% y 8 u3 16 ma-
IIUECHTOB ¢ (PaPMAKOPE3UCTCHTHON SITHACIICHCH, KOTOPHIM
OBIAHM HMIIAAHTHPOBAHBL CTUMYAATOPBI OAY/KAAFOIIETO
Heppa. CpeAHMIT BO3pacT HarueHToB OrA 15 Aet, cpeanmit
BO3pacTAcOroTasnuAerncur— 1 roa, nHMAHTHABHBIC CITA3MBI
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aHaMHe3e orMedaAnch y 10 manuenTos, y 3-X IMaIMeHTOB —
AvarHOCTHpPOBaH ayTusMm. Habaroaenme 3a cocrosHmeMm
ITAIIIEHTOB AAHAOCH B Te€4eHHE 4-X ACT. Y MHOIUX ACTEH
IIPY 5TOM OTMEYACTCA YAYUIIICHHE BHIMAHUSA, HACTPOCHHA,
LAMSATH 1 TIOBEACHUS ' .

Kossoff E.H. u coasr. (2005) Habaroaasu 12 manuesToB
B Bo3pacte oT 8 MecsueB A0 18 aer ¢ TyOepO3HBIM CKAe-
PO30OM 1 TSKEABIM Tedenuem snmaerncnu (3/4 mamuenros
B aHAMHE3€ NMEAN HH(DAHTHABHBIE CITA3MBL), KOTOPBIE OBIAT
HA KETOICHHOM AMETE OT 2 MECAIEB AO 5 A€T (B CPEAHEM —
2roa2). V 11 manueHTOB HAOAFOAAAOCH CHIDKEHIE YACTOTHL
npHcTyiop 6oaee, uem Ha 50%, y 5 aereir — Hecupucry-
HBII TIeproA ObIA He MeHee 5 mecses™.

ITpu AAMTEABHOM IIPUMEHEHUN KETOTEHHOM AMETHI
MOTYT Pa3BHBATHCHA HEKEAATCABHBIC ABACHUSA: IOABACHIIC
KAPHUTHHOBOH M CCACHOBON HEAOCTATOYHOCTH, HAPACTA-
HUE YMCTBEHHON OTCTAAOCTH, ITOABACHIE KAMHEH B ITOYKAX,
ITOBBIIIICHFIC YPOBHSA AUITHAOB, THIIOTANKEMELS, KEAYAOTHO-
KHIIIEYHBIC CHMITOMBI, CMIITOM PaHKOHH, TIEPEAOMEI KO-
CTeH, 3aAepikKa pocTa. TeM He MeHee, IIPH XOPOIIIEH mepe-
HOCHMOCTH, PEKOMEHAYETCA IIPOAOANKATD AMETY HE MEHEE
2-X AT IPH CHIKECHHU YACTOTHI IIPHCTYIIOB OoAee, YeM
ma 50%. CooOlrmaercs, 9TO IPHU AOCTIGKECHHU ITOAOKI-
TEABHOTO 9 deKTa B YMCHBIIICHIH IIPUCTYIIOB DOACE, YeM
2 90%, A€TH OCTaBaAMCH Ha AueTe B Tewerue 12 aet®™,

Takum obpasom, 3a mocaeAnne 20 AeT OBIAM AOCTHI-
HYTH 3HAYNTEABHBIC YCIIEXH B ACYCHUH SITUACIICHH y ITa-
LIIEHTOB C TYOEPO3HBIM CKAEPO30M. TyOepO3HBIH CKACPO3
AAHTEABHEIC TOABI CIHTAACA ITPOTPECCHPYIOIINM HEBPO-
AOTHYECKNM 3200AEBAHUEM, TP KOTOPOM IIAITUEHT HE
MOT HAACATBCA HA YAVYIIEHHE CBOero cocrosxus. [Ipo-
(PUAAKTHYIECKOE ACYCHHE OIIMACICHH BHUTA0ATPHUHOM,
IPUMEHCHIE 3BEPOANMYCA § ACTEH AAfA Koppeknun dap-
MAKOPE3UCTEHTHON 3TUAEIICHH U HEHPOXHPYPTUIECKOE
ACYCHHUE, MOIYT IPECAOTBPATHTH HETATHBHOEC BAMAHIIC
SIMACIICHH HA HHTCAACKTYAABHBIC (DYHKIIHH ¥ ITOBCAC-
HIIE IAIUEHTOB C TYDEPO3HBIM CKACPO3OM.
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HAPYIITEHMA YMCTBEHHOTI'O
PA3BUTUA U TIOBEAEHUA Y AETEN
C TYBEPO3HBIM CKAEPO30OM

A.N. Kparmsrrt, M.FO. A0PO®EEBA,
A.M. I'1rBOBAPOBA

B mepBeIx AmTEpaTypHBIX OIHCAHMAX 3200ACBAHES, CAC-
Aansbx' Bourneville D-M u Brissaud E. (1881 r.) ormeua-
AOCB, YTO KAUHIYECKIMHU IIPOABACHHAMU TyOEPO3HOIO CKAE-
pO3a ABAAIOTCA: CYAOPOIH, 3AAEPHKKA YMCTBEHHOIO Pa3BUTHA,
ABHIATEABHBIE HAPYIIIEHHA H OITYXOAH TOAOBHOI'O MO3I4.

AaABHEHITIIE NCCACAOBAHMSA OIIPEACAUAM, UTO 3aACPIKKA
YMCTBEHHOIO Pa3BUTHA IIPH TyOEPO3HOM CKAEPO3E UaCTO
coueraercst ¢ PAC (paccTpoiicTBa ayTHCTHYECKOTO CIIEKTPA),
CABI' (Cunppom aedourinra BHUMAHNSA U THIICPAKTHBHO-
CIH), arpeCCUBHOCTBIO, UCTEPHKAMH, CHIDKCHHEM yCIleBae-
MOCTH 1 AP.?

Takum 00pasom, OBIAO BBIIBACGHO, YTO TyOEPO3HBIN
CKAEPO3 COIIPOBOKAAETCA PA3BUTHEM IIIHPOKOIO AHAIIA30-
HA HEHPOICHXHATPHICCKHX PACCTPOICTB, KOTOPHIE 00O0-
3HagaerTcs caeayrorum cokpamernem — TAND (TSC—
Associated—Neuropsychiatric—Disorders; accormuupopaHubre
C TyOEpO3HBIM CKAEPO30OM HEHPOIICHXHATPHYECKUE Pac-
crpoiicta). [Tourn y Bcex ATOAEH, CTPAAAOIIUX TyOEpO3-
HBEIM CKAEPO30M, HADAIOAAETCA PUCK PA3BUTHA HEKOTOPBIX
W3 5TUX HapymieHuil. Paspurne 3THX H3MEHEHHUI BO3MOXK-
HO KaK B OTPAaHHYEHHOM, TaK U B BECbMa BEIPAKEHHOM O0'b-
eme. MUHHMaAbHBIE HAPYIIEHNA KOTHUTHUBHBIX (DYHKIIHIHA
HIPOABAAETCA Y IIOAOBHHEI IAITHEHTOB.

Takum 00pasoM, y KaKAOTO IAINCHTA C TyOEPO3HBIM
CKAEPO30M BO3MOKEH CBOI cOOCTBEHHBIH IIpodrab TAND
1 5TOT PO UAD MOKET MEHSATHCS € TEICHUEM BPEMEHIT .

B xome raaser 6yaer mpeacrasaer OTTPOCHIMK TAND,
PaspabOTAHHBIH AAf 3AIIOAHCHMA BPAadOM, OOAAAAFOIIIIM
HAAAEKAIIIMH 3HAHUAME 1 OIIBITOM B ACYE€HHH TyOEpO3HO-
IO CKAEPO3a, 06Mec/Ho C TTAIIMEHTAMH, CTPAAAFOIIIMHU TyOe-
PO3HBIM CKAEPO30M, H MX POAUTEAAMH, OCYIIIECTBAAFOIIIME
VXOA 32 HUMH AHIIAMI.
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UuTennextyaneubii gednuumut (YMCTBEHHAS
OTCTAJIOCTB) Y AETEN C TYOEPO3HBIM CKIIEPO30M

WuTreasekryarpHblil AepunnT (YMCTBEHHAS OTCTAAOCTD)
HaOAIOAAETCH, B CPEAHEM, 4yTh MeHee deM y 50% aereit,
crpasaromunx TyoeposusM ckaeposom (Hunt A. u coasr.,
1999), u BapbupyeT OT yMEPEHHOI AO IAyOOKOIH CTereHn
BbIpakeHHOCTH. B mccaepoBanmsax’ Gomez M.R. (1979)
OBIAO YCTAHOBACHO HAAUYHC CHIDKCHHS HHTCAACKTYAAB-
Hex yHKIUH § 56% GOABHBIX € TYOCPO3HBIM CKAEPO3OM.
VccaeaoBanns mpoBeAcHHBIE B BeankoOpuranuu® BesiBu-
AW IHTEAAEKTYAABHEIC HapyleHus v 45% obcaeAOBaHHEIX
A€TEH, DOABIINHCTBO U3 KOTOPBIX UMEAH KO3 HIIIEHT
1Q Hmxe 20, a y 55% manmeHTOB € TyOEPO3HBIM CKAEPO30M
OTMEYAAUCH HOPMAABHBIE HHTEAACKTYAABHBIC ITOKA3ATCAN
(ux xospPpunnment 1QQ Osa B cpearem paser 93.6). Ho
U CPEAH AAHHOIT TPYIIIBI ACTEH, (MMEIOIIIIX HOPMAABHBIH
HMHTEAAEKT), Y OOABIIHHCTBA OTMEYAANCH IIPOOAEMEI C pe-
49pi0 (CAOKHOCTH (POPMyAHPOBAHUA (DPaA3, HEIIPABUABHOE
[IPOHU3HOIICHHE OOIIEIIPHUHATEIX CAOB U Ap.), TPYAHOCTH
B OOYYCHHH, IIPOABAAIOIIHECH ACPUIINTOM KOHIICHTPALIHIH
U CAOXKHOCTBIO K IIEPEKAIOYCHHIO BHUMAHHSA, OCBOCHHH
MaTEMATUIECKIX HABBIKOB U Ap.

OAHOM U3 OCHOBHBIX IIPHYHH, OIIPEACAAIOIINX (DOPMHE-
pOBaHHE YMCTBCHHOH OTCTAAOCTH Y ACTEH, CTPAAAFOIIHX
TyOEpPO3HBIM CKACPO30OM, ABAAIOTCA SITHACHTUYCCKHE IIPU-
CTYIIBL, KOTOPBIE HAOAOAAFOTCA ¥ 75-92% marueHToB, U AO-
CTATOYHO YACTO, ABASIOTCH MAHH(DECTHBIMU CHMIITOMAMI
3200A€BaHUS.

B TabaAnrie 1 nmpeAcTaBACHBI AAHHBIE HCCACAOBAHHIM, CBH-
ACTEABCTBYIOIIIHE O B3aHMOCBA3H MEKAY HAAHYHEM CYAO-
POHBIX IIPHCTYIIOB K YMCTBEHHOH oTcTasocty, y 160 aereit
C TYOEPO3HBEIM CKAEPO3OM.

dopmupoBaHHE YMCTBEHHOH OTCTAAOCTH, 4 TAKKE CTe-
IIEHb €€ BBIPAXKEHHOCTH HEITOCPEACTBEHHO CBfA3AHBI C BO3-
pacTom AeBrOTA CYAOPOKHBIX IIPUCTYIIOB. B nccaeaoBanmn’
OBIAO YCTAHOBAEHO, YTO IIPH BO3SHUKHOBEHUH IIPHUCTYIIOB
AO 2-X ACTHEIO BO3PACT4, B AAABHEHIIIEM IIPAKTHYCCKH
BCE ACTH UMEAN HMHTEAACKTYaAbHBIH Aehurmr. Hanboaee
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BBIPA)KCHHBIC HAPYILICHNA HHTEAACKTYAABHOTO PA3BHTHA
HaOAIOAAANCH § AETEH C BO3PACTOM ACOFOTA SIIHACIICHU
B Bospacre ot 1 mecsira Ao 1 roaa®. Ocobenno Bbicoka oKa-
32A4Ch 9ACTOTA AYTU3Ma, BO3HHKAFOIIIETO Ha POHE CHHAPO-
ma Becra y aereit ¢ TyGeposHBIM CKAepo3OM’.

Tabmua 1.
B3anmocBA3b CYAOPOKHEIX IIPHCTYIIOB M YMCTBEHHOMH OTCTAAOCTH
y AeTeit ¢ TyOeposHbM ckaepo3oM (o AaaHEM M.R. Gomez, 1979)

[ TarmmesTHI
EKTyaABHOIO
pasBHTHA Bes cyaopor ¢ cyaoporamm  Bceero
HOPMAALHBII 19 40 59
HHTEAAEKT
YMCTBEHHAS
OTCTAAOCTH 0 89 89
AAHHEBIE 1 " 1
HE YTOYHECHEI
Bcero: 20 140 160

[1pu acOroTe srmAemcHH B BO3PACTE OT 2-X AO 5 AT yM-
CTBEHHBIE HAPYIIIEHUA PA3BUBAAUCE TOABKO y 41%, u menee
YeM y TPEeTH AeTell IIPU BO3HUKHOBEHHH CYAOPOI § AeTel
crapmre 5 Aer.

Takum 06pa3om, ACOFOT CYAOPOT Ha IIEPBOM TOAY JKHU3HI
ABAACTCA IIAOXUM IIPOTHOCTHYCCKUM (DAKTOPOM HHTCAACK-
TYaABHOTO pasBuTuA. Hamaydimmm mporaosom aas HHTEA-
ACKTYAABHOTO PA3BHTHA ABAACTCA (DAKT OTCYTCTBUA CYAO-
por A0 5-Aetrero Bospacra'’.

PasBuTHE HHTEAACKTYAABHOTO AeOHIINTA § ACTEH C Ty-
OCPO3HBIM CKACPO3OM CBA3AHO HE TOABKO € HAANYIHCM
CYAOPOT H BO3PACTOM HX AOFOTA, HO M C PE3UCTCHTHOCTBIO
IPHUCTYIIOB K IPOTHBOCYAOPOKHOM Tepaltuu. PeruanBH-
PyIOINMe SIHMACITHIECKUE IPUCTYIIB CIIOCODCTBYIOT IIPO-
IPECCHPOBAHHUIO MHTEAACKTYAABHOTO Acpurmta’. Parnnit
AEOIOT SIIHACIICHY ¥ PE3HUCTCHTHEIN K IIPOTUBOSIIMACITH-
YECKOH Tepanuu XapakIep CYAOPOMKHBIX IIPUCTYIIOB y Ac-
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Teil ¢ TyOePO3HBIM CKACPO30M CBS3AHBI C AHATOMUYCCKIMUI
HOBPEKACHISIMA  CTPYKTYP BHCOYHBIX AOACH TOAOBHOTO
MO3Ia, 9TO IIPOSBASIETCs ayTuamom' ',

HapyiieHns KOTHUTUBHBIX GYHKININ V OeTEN
C TyOEPO3HEIM CKJIEPO30M

Hecmorps Ha TO, 910 GOACE YeM IIOAOBHHA ACTEH, CTPa-
AQIOIIHX TYOEPO3HBIM CKAEPO30OM, UMCIOT CpEAHHE (HOP-
MAABHBIC) HMHTCAACKTYAABHBIC ITOKA3ATCAM, IIPAKTHYCCKI
Y BCEX OTMEYAIOTCS HAPYINCHEIS KOTHUTHBHBIX (DYHKIIHIA,
IIPOSBASIFOLIIECS CACAYIOIIIME IIPOOACMAMU: TPYAHOCTH
oOydueHNs B INKOAC, OOABIIHMHCTBO U3 KOTOPBIX CBSI3AHBI
CO CIenuMUUECKON 3aACPKKOH (DOPMUPOBAHUSA PEICBBIX
HABBIKOB (CAOKHOCTH BBICKA3BIBAHUS MBICACH, KKOCHOS3bI-
gee» U ApP.); CHIDKCHEE AOIMYCCKUX CIOCOOHOCTEH; CHU-
KEHHE CIIOCOOHOCTEH K KOHIICHTPAIINY U IICPCKAFOUCHUIO
BHEMaHMsA Y. B GOABIINHCTBE CAYIACB ACTH, CTPAAAIOLIIHE
TyOEpO3HBIM CKAEPO30M, HMEIOT IIPOOAEMBI C aOCTPaKI-
HEIM MBIIIIACHHEM, CO3AAHHECM AOTHYCCKHX IICIIOYCK IIPH
M3yYEHHH MaTeMATUKH. Kak IpaBHAo, AAHHEIC HAPYIICHUSA
HMMEIOT YMEPECHHHIH XapaKrep, KOPPUIHPYIOTCS AOIIOAHU-
TEABHBIMH 3aHATHAMH YTEHHEM, MATEMATHKOM, M IIO3BO-
ASIIOT YCIEIIHO OOYYAThCA IO HIPOrpaMMe 00ImeoOpasosa-
TEABHOM ITKOAHI.

Hapymenns mosnaBareAbHEIX (DYHKIHE y ACTEH, CTpa-
AQIOLIIX TYOECPO3HBIM CKACPO30M, IIOAPA3ACASIOT Ha HAPY-
mreHust BepObaABHO — MHECTHYCCKOH (PYHKIINU U HapyIe-
Hus BHUMAaHDS (120. 2).

Tabmmua 2.

Hapyrirerns mosmaBaTeAbHBIX (DYHKITHI § ACTEH € TyOEPO3HBIM CKAEPO-
30M (II0 AAHHBIM AnTEpaTyphr*

ABHO — MHECTHYECKOI

Hapymenns BepG

- cyseHHe OObeMa ITAMATH;

- HAPYILICHUE BOCIIPOU3BEACHHA 3aAAHHOM
ITOCAEAOBATEABHOCTH CTUMYAOB
(cAOB, 3pUTEABHBIX OOPA3OB);

- HCAOCTATOYHOCTDb CAyXOpC‘ICBOI‘O THO3HUCA,

- Ae(bemm pel‘yAHL{I/H/I n KOH’l'pOA}I ImaMATI
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HﬁpyLHCHI/IH BHUMAaHUA:

- ITIAOXasA Hepem\}oqaeMoc‘m BHUMaHUWA,

- I/IHCPTHOCTI) BHUMAHUWA,

- BHE3AITHO HACTYIIAXOIIEEC BPEMEHHOE CHIKEHNE KOHIICHTPAIIMI
BHUMAHUA.

Hapymrenna 1mo3HaBaTeABHOM AEATEABHOCTH, BHHMa-
HUf, TAMATH, SMOLMOHAABHBEIX PEAKIUI, PA3HBIE BHABI
HAPYIIEHUI PEYEBOIO Pa3sBUTHA M IIOBEACHHA MOIYT OBITh
CBA3AHBI C M3MEHEHHEM CIPYKTYPHO-(PYHKIIHOHAABHOM
OpPraHH3AIMNA MO3Ia Y ACTEH C TyOEpPO3HBIM CKAEPO3OM,
BCAEACTBHE ODpa3OBaHHA KOPKOBHIX TyOEpOB, KOTOPBIE
AOKAAH3YIOTCA B TEMECHHOW, BHCOYHOH H AODHOM AOAfX
roAoBHOTO MO3ra'>!’. Aokasmsanms AaHHBIX 0OpasOBaHMI
OIPEAEAET KAUHUYECKHE IIPOABACHHA CTOMKHX HapyIie-
HUH MAH AUCPYHKIIHH CTPYKTYP MO3ra, M3MEHEHHA B3a-
MMOAEHCTBUA TOAyImapuid. K dyHxmmam mpaBoro moay-
IIapus OTHOCHTCA 0OpabOTKA U 3aIIOMUHAHIE CCHCOPHBIX
CIHMYAOB, KOTOPBIE TPYAHO 0003Ha4YuTh cAoBamu. [IpaBoe
ITOAYIIIAPHE IIEPBHYHO HEBEPOAABHOE, OTBEYACT 32 0OPa3-
HOE, 3PHIEABHOE, CEHCOPHOE, ACCOIMATHBHOE MBbIIIAC-
Hue. B crpykrypax 1paBoro IOAyIIapus OCYIIECTBAAETCA
00paboTKa OOPA3HOI, IIPOCTPAHCTBEHHON HH(OpPMAIINH,
3PUTEABHON U CAYXOBOMH, OHO CBA3AHO C (DOPMUPOBAHIIEM
ACCOLMAITHH MEKAY IPEAMETAMH, ABACHUAMU, COOBITHAMU
B IpOILECCE IIO3HABATEABHON AeATeAbHOCTH. PDyHKITHO-
HAABHYIO CIEIIMAAN3AIIIIO ACBOIO IIOAYIIAPHA OIIPEACATET
BEpOAABHOE AOTHYIECKOE MBIIIIACHUE, KOTAA OOpabOTKa MH-
dopMaIHH IIPOMCXOAUT AHAAMTHYECKH, ITOCAEAOBATEAD-
HO. B AeBOM HOAyIIIApHE OCYyIIECTBAAIOTCA BepOaAbHEIC
1 aOCTPAKTHO-AOIMYECKHE oreparuu. B AeBoM mmoAyrma-
PHH OIIPEACAAETCA CXOACTBO MEKAY IIPEAMETAMU, ABACHU-
AMH, COOBITHAMIL. B eAMHOM mporiecce MBIIIIACHUA ACBOMY
IIOAYIIAPHIO IIPUHAAACKHUT CIOCOOHOCTh K (DOPMHPOBA-
HUIO TIOHSATUM, BHIACACHHUIO OOINNUX CBOHCTB, OOOOIIIEHMIA.
B AobGHOIT A0AE AEBOrO IOAyIIAPHA PACIIOAAraeTCsA 30HA
Bpoxka (1o mmeHn yaeHoro, BiepBble OIIMCABIIIETO €€) — yda-
CTOK, IIPHAETAIOIIHI K ABUTATEABHOM 30HE KOPH U YIIPaB-
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ASIFOITIMIT MBITIIITAMH AMWIIA, SI3BIKA, YEAFOCTEH M TAOTKH.
AoxaAuzarus TyOepOB B ACBOM IIOAVIIAPHUU OIIPEACASET
orcraBanHue popMupoBaHnA peueBbx pyHkiumit. Hawmbo-
Aee BBIPAKCHHASA 3aAEP/KKA IICHXITIECKOTO PA3BUTHA HAOAFO-
AA€TCA Y ACTEH C TyOEpO3HBIM CKAEPO3OM, IIPH IIOBPEKAC-
HHAW 3aAHE-BUCOYHOM HMAHM BHCOYHO-TEMEHHO-3ATBIAOYHOM
00AACTH IPABOTO MOAYIIAPHUA. TaK ke HEKOTOpPBIEC aBTOPHI
PACCMATPHBAIOT ITOTCHIIMAABHYIO POAB MO3’KEUKOBOM AHC-
pyHKIIMHM B IIATOI€HE3€ PACCTPOMCTBA AV THCTHYECKOIO CIIEK-
Tpa pu Ty6Epo3HOM CKAepose™.

C neAblo M3ydYeHHSA HAPYIICHUH KOIHUTHUBHBIX (DYHK-
IUA § ACTEH, CTPAAAFOIINX TyOEPO3HBIM CKACPO3OM, Ha
0ase KAHMHHYECKHX IHoApaspceacHmE Mockosckoro HIM
IICANATPUN U ACTCKOHW XHPYPIUHU, OBIAO IIPOBEACHO HICCAC-
AOBAHUE ITOKAa3aTeACH IaMATH U BHUMaHuA. B pesyaprare y
Bcex Aered (n1=42) ¢ TyOEepO3HBIM CKAEPO30M OBIAH BBIfAB-
ACHBI CHMITTOMBI dHIIe(DaAOIIaTHI: OOACE HHU3KUE, OTHOCH-
TEABHO CPEAHE-CTATIYCCKUX AASl AAHHOTO BO3PAcTa, ITOKa-
32TEAM AKTUBHOCTH BHHUMAHISA, BEPOAABHOMN U 3pUTEABHOMN
IIAMATH; CHIDKEHHE ABHTATEABHOM M IICHXHYECKOM aK-
THBHOCTH, OOIero (oHa HACTPOCHHS, BepOAABHO-MHE-
cruuecKne HapyiieHus®. B rpymme Aereil AOIIKOABHOTO
BO3pacTa K09 (OUIUEHT KOHIIEHTPALINN BHIMAHIA, KO3(]-
dHUIIHEHT YCTOHYINBOCTH BHUMAHNSA, OBIAN CTATHCTHICCKH
AOCTOBEPHO HIDKE, Y€M B KOHTPOABHOM rpyie. B rpymire
ACTEH IKOABHOIO BO3PACTa IIOKA3ATEAH KOHIIEHTPAIIHM,
CKOPOCTH IIEPEKAFOYAEMOCTH BHUMAHUSA TaKXKe OBIAM CTa-
THCTHYIECKH AOCTOBEPHO HIUKE, YEM Y 3AOPOBBIX. CTerreHb
OTCTABAHUA MHTEAAEKTYAABHBIX ITOKA32TE€ACH OTHOCHTEAD-
HO CPEAHECTATUCTUYCCKUX HOPMATHBHBIX AAHHBIX HMe-
Ad TEHACHIIMIO K YMEHBIIEHHIO C YBEAHYEHUEM BO3PACTa
ITAITHEHTA, HO AAHHAs TEHACHLIUSA HE OBIAA CTATUCTHYCCKH
3HAYUMOMN. Y IAIMEHTOB CTPAAAIOIIUX TYOEPO3HBIM CKAE-
pO30M, Kak AOIIKOABHOIO, TAK M IIKOABHOIO BO3PACTa
OBIAO YCTAHOBACHO CTATHCTHYECKH AOCTOBEPHOE CHITAKE-
HUE IOKa3aTeAeH (00beM HEIOCPEACTBEHHOIO BOCIPOHU3-
BEACHHUS CAOB, OIIOCPEAOBAHHOTO 3aIIOMUHAHISA, AOATOBpE-
MEHHOM W 3PUTEABHON ITAMATH), B CPABHEHHH C IPYIIION
3AOPOBBIX ACTEH AAHHOI'O BO3PACTa.
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PesyAbTaTHI IICHXOAOTHYECKOTO HCCACAOBAHMUSA YCTAHO-
BUAH, 9TO AAUTEABHOCTD T€UEHHUSA 3a00ACBAHUA OIIPEACAA-
€T TCHACHIINIO K AAABHCHIIIEMY YXYAIICHHIO BEPOAABHOM
ITAMATH, YCYTYOACHHUIO AC(DEKTOB PEryAALMH U KOHTPOAA
ITAMATH, YXYAILICHUIO IIOKA3ATE€ACH NAMATH U BHUMAHNA
1o Mepe mporpeccuposanus 3aboaesanus (p<0,01). Hapy-
IIEHHE BHUMAHHA C PACCTPOMCTBOM IIPOIPAMMHUPOBAHUSA
YyIEOHOM AEATEABHOCTH M KOHTPOAA HAaA IIPOTEKAHHEM
IIPOU3BOABHOI ACATEABHOCTH, KaK IIPABHAO, IIPHBOAUT
K 3HAYUTEABHOH AC3AAAIITAIINY B IIIKOAE.

[IpobAeMBI MEKAMYHOCTHOTO OOINEHHA OTMEYAFOTCH
y 87% aereit ¢ TyOeposHBIM cKaeposom. Ilepea BbIIOA-
HEHHEM TPEOOBAHUN OHH YaCTO TPEOYIOT IIOBTOPCHUA
MHCTPYKUUN, X HE COOTHOCAT UX C IIOAYYEHHBIMU pPaHEe
YCTAHOBKAMHM; IPU OOINEHHH HCIBITBHIBAIOT CAOKHOCTH
C IIOHHUMAHUEM OOPAIIEHHBIX K HEM a0CTPAKTHBIX, MeTadO-
PUYHBIX BRIpaKeHUN. B AaapHerenm, y pebenka dopmu-
pyercs COIMAABHAS AE3AAAIITALINA, BOSHUKAIOT IIPOOAEMBI
BO B3aUMOOTHOIIICHUI MEKAY CBEPCTHHUKAMHE, POAUTEAAME
U VIUTEAAMH.

Hapy1uiennus nosefieHns y feTe ¢ Ty6epo3HbIM
CKJIEPO30M

Hapyirenue uaTeAsexTa Ipu TyOEPO3ZHOM CKAEPO3E CO-
YETACTCA C M3MEHEHMAMY IIOBEACHHA B BUAE AyTHU3Ma, IUIIe-
paxtuBHOCTH, arpeccusHOCTH™. Hanboaee wacto Berpeva-
FOTCAl CAGAYIOIIUE HAPYIIEHNA IIOBEACHHA:

B Ay TH3M;

B ArPECCHBHBIC TEHACHIIN;

B 5SMOIIMOHAABHAS AAOMABHOCTD;

® pCcTepOOPMHBIC TIPOABACHU;

B ACOLIMAABHEBIE ITOCTYIIKH;

® JIOBBIIIIEHHAA TPEBOKHOCTD, ACIIPECCUBHEIE

paccTpoIiCcTBA.

TyOeposHbI CKACPO3 fBAACTCA (PAKTOPOM BBICOKOTO
PHCKa PA3BHTUA SIHNACITHYCCKAX IIPUCTYIOB M aAyTH3MA
y AeTeil. AyTH3M HAM APYTHE PACCTPOHCTBA Ay THCTHYECKO-
ro CIIEKTPa OTMEYAOTCA IpHOAN3UTEABHO ¥ 50% aeTeil ¢
TyOEPO3HBIM CKAepO3OM™" 2%,
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B psiae myOAnKaruii moKasaHo, YTO IHCAO KOPKOBBIX Ty-
OepoB y OOABHBIX C TyOEPO3HBIM CKAEPO30M KOPPEAUPYET
C HAPYLICHUAMU OOYYCHMA M IPOSBACHUAMA ayTh3ma’®?.
Tak sxe OBIAQ BEIIBACHA CBA3b C PACITOAOMKEHHEM TyOCPOB
B BHCOYHOH H OCTPOBKOBOM OOAACTH TOAOBHOTO MO3Ia
C PACCTPOMCTBAMH AYTHCTUIECKOTO CIIEKTPa™®.

WssectHO, uTo y Anm ¢ myraruamu B reae TSC2 Goaee
BEPOATHO PasBUTHEC HH(AHTHABHBIX CIIA3MOB, CHITKCHIE
KO3(D(UITHEHTA HHTEAACKTYAABHOIO PA3BHTHA, IOABACHHUE
AyTHU3Ma ITO CPABHEHHUIO C AMIIAMH, Y KOTOPBIX HMCIOTCA My-
tarmu B rene TSC1!2,

Myrarnn B rerax TSC mpeApacioAararoT, HO He OIIPEAe-
ASIFOT pasBuTHe ayTusMa. [Ipearosaraercs, 9to Ha pasBHTHE
KAMHIKH AyTH3MA MOIYT OKA3BIBATH BAHAHIC ICHCTHYCCKIE
dakropsl, 0cobeHHOCTH MOP(MOAOTHH TOAOBHOIO MOS3IA,
TAKME KAK — VHUKAABHAA SKCITPECCHS MOHOTPOITHBIX Perier-
TOPOB K FAYTAMATY B COYETAHUH C ITOBBIIIICHHON BO3OYAHUMO-
CTBIO, YTO OOYCAOBAHBACT HAPYIIICHHCE CHHAIITIYCCKOM TIAa-
CTHYHOCTH B AHUCITAACTHYHBEIX KACTKAX KOPKOBBIX TyOEpOB,
YTO MOXKET COIIPOBOKAATBCA PACCTPOMCTBAMHU ITOBCACHIIA
1 CIIOCOOHOCTH K OOYYECHHIO, MOACKYASPHBIC HM3MCHCHUSA
PEIEIITOPOB K TAYTAMATY, 4 TAK XK€ OCODEHHOCTH TECYCHIA
SIIMACIICHN U MUKPOCOITHAABHOH CPEABL AKTHBAITUA ITyTH
curaaapHol nepeaaan PI3K/mTOR accormpmposana ¢ Ha-
PYIICHHAMI B TOMEOCTA3€¢ CHHAIICOB H TAKKE CUHTACTCA
daxTopoM prcka paspurus ayrusma. Errie oAHO m3meHeHwue,
IIPEAPACIIOAATAIOINIEE K AYTH3MY — HAPYIIICHHE CIIOCOOHOCTH
HEHPOHOB B3aUMOACHCTBOBATE. DTH AAHHEIC ACTAH B OCHOBY
nccaeAoBaH akTuBHOCTH nHrHOGHTOpoB MTOR.

PakTOpaMu pHCKa PasBUTHA AyTH3MA ABAAIOTCA KaK AO-
KAAM3AITHA KOPTHKAABHBEIX TYOCPOB, TaK M HAPYIIICHUE pe-
IYASITAN IEPEAAYN CHTHAAOB BHYTPH KACTOK 34 CUCT aKTH-
Bartun M TOR-nytu curaaspaOM nepeaadn. CoBpeMEHHEE
AOCTIZKCHHA B HEHPOOHOAOIHH TyOEPO3HOTO CKACPO3a OT
dyHAAMEHTAABHBIX HUCCACAOBAHIN MOACKYAAPHOH OHMOAO-
THH ¥ TCHETUKH AO AOKAMHHYCCKHX HNCCACAOBAHNI Ha 9KC-
IIEPUMEHTAABHBIX MOACASIX ¥ JKMBOTHBIX IIPHUBEAN K OoAee
ITOAHOMY IIOHHUMAHMIO ITATOTCHE32 HEBPOAOTHICCKUX CHM-
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IITOMOB IIPU TYOEPO3HOM CKAEPO3€, BKAIOUas ayTusm™ .

Boaee rayboxoe mOHMMAHIE TATOTCHETHYECKUX MEXAHHU3-
MOB, AGKAIIUX B OCHOBE AyTH3Ma IIPU TyOCPO3HOM CKAC-
PO3€ MOKET ITOMOYE B Pa3spabOTKE I[CACHAITPABACHHEIX K
ITOTCHIIMAABHO OOAce 9(PEKTUBHBIC CTPATETHH ACYCHUI.
Anrarornsm B mTOR mytu ¢ pamaMuiimHOM U 3BepOAn-
MYCOM MOTYT IPEAOCTABUTH HOBBIC TEPAITEBTHYCCKHIC BO3-
MOKHOCTH AAS HAIIIUX ITAIUEHTOB".

AyTH3M IpH TyOepO3HOM CKAEpPO3€, KaK IIPaBHAO,
BO3HMKACT B PAHHEM ACTCKOM BO3PACTE, IIPOABAAACH Ha-
PYIICHUAMH COIMAABHOTO B3aHMOACHCTBHA, ¥ OIpa-
HUYCHHEM WAHM OTCYTCTBUEM KOHTAKTA C BHCIIHEH pe-
4ABHOCTBIO. TeM He MeHee, IEpBBIC IIPU3HAKH AyTH3MA
HEPEAKO He (PUKCHPYIOTCA BPadaMH, ITOCKOABKY BO3HH-
KAafOT Ha (DOHE 3aACPIKKH HEPBHO-IICHXIYECKOIO PAa3BHU-
THA. PaHHUM IPHU3HAKOM ayTU3Ma § ACTCH IIEPBOrO IOAQ
KU3HH ABAACTCH «OE3PASAMYHOC OTHOIICHHE K COCTOf-
Huio komgoprar’Z. PeOEHOK PaBHOAYIIEH K POAUTEASM,
BAAO PEATHpPYeT HA IOAOC MATEPH, KOPMACHHE IPYABIO.
B Bospacre 12-15 mecAres ayrusm y AeTel IPOABAACTCA
OCOOEHHOCTAMM ITOBEACHHA, KOTAA PEOCHOK OTKA3BIBACTCA
OT TAKTHABHOTO KOHTAKTA C POAUTECAAMM, HE XOYET CMO-
TPEThb UM B I'A232, IIPEAITOYUTACT OBITH OAUH™. Y CTAHOBHTD
FAQ3HOH KOHTAKT OBIBACT CAOMKHO, PEOCHOK CMOTPHUT Kak
OYATO CKBO3B, MIMO YEAOBEKA, IO B3TAfA IIABIBYIIIIA, OTpE-
ITICHHBIH, B TO € BPEMA MOKET IIPOM3BOAUTE BIICIATACHHUE
OYEHb YMHOTO, OCMBICACHHOTO. OH IPAKTUYICCKN HUKOTAA
HE YABIOACTCA, AATHYCH, HE IPOABAACT HHTEPECA K HIPYII-
KaM, IPAKTUYECKN HE Pearnpyer Ha OOPAIIEHHYIO K HEMY
peus”. Xapaxrep obmieHus pebGeHka ¢ GAMKIMEI AFOABMEI
OYEHB YACTO MMEET OCOOCHHOCTH, ACTH ITO3AHO HAYMHAIOT
BBIACAATD MATh HAHM BOOOIIE ¢¢ HE BHIACAAIOT, OHI ITAOXO
IIEPEHOCAT TEACCHBIH KOHTAKT M CTAPAIOTCA H30erathb €ro.
[ToBeAenne pebeHKa MOMKET OBITH HEAOCTATOYHO AACKBAT-
HBIM, €rO JKECTBI «CTPAHHBIC) M CKOPEEe HEPBHEIC, UYEM BEI-
paxarorme 9To-AuO0. OrpaHHYEeHHOE, ITOBTOPSIOIIEECT
U CTEPEOTHITHOE ITOBEACHIE, HHTEPECH 1 AKTUBHOCTH 00-
HAPYKUBAIOTCA C PAHHEIO BO3pacTa. PeOCHOK MCIBITHIBACT
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BOABIIYIO ITOTPEOHOCTh B COXPAHCHHH CTAOHMABHOCTH
U HEN3MEHHOCTH €TO IIPHUBBIYHOrO OKpykeHnus. OH IIAOXO
IIEPEHOCUT M3MEHEHHUA B CBOEH KM3HU: HOBOE IIMTAHHE,
PEKUM, OAEHKAQ, KOAACKA, BAHHA MOIYT BBISHIBATH ITAHUKY.
Yacrto y pebeHKa BOZHUKAIOT HEOOBIYHbBIC PEAKITUH HA TO-
AOC, 3AIIaX, BKYC, IIPHKOCHOBCHIIE.

Hapyrenns B oOreHHR y A€TEH € TyOECPO3HBIM CKAE-
pO30OM CBf3aHBI BO MHOIOM C OCOOEHHOCTAMH PEYEBO-
rO PA3BHUTHA, BCACACTBHE AHATOMUYCCKUX ITOBPEIKACHEM
CTPYKTYP AOOHBIX, BUCOYHBIX, TCMEHHBIX AOACH TOAOBHOTIO
MO3ra, aMUTAAABL . B rpyAHOM Bospacte peGeHok gacTo He
pearupyer Ha OOpAILEHHYIO pedYb, HE OT3BIBACTCA Ha CBOE
M. B AaapHefiireM, B 3aBUCHMOCTI OT COXPAHHOCTH HH-
TEAACKTYAABHOTO ITOTCHIIMAAA, ITOHIMAHHE PEUH MOKET
OBITH AOCTATOYHO XOPOIIHM. «l'yACHHE» U ACHET y ACTEH,
CTPAAAIOIINX TYDEPO3HBIM CKACPO30M, IOABAAIOTCA TTO3KE
HAN OTCYTCTBYIOT, ACIIET HE ODPAITieH K B3pOCAOMY, pebe-
HOK HE ITOBTOPSACT YCABIIIIAHHBIC 3BYKH, CAOBA. Y MHOTHX
ACTEH pedb BOOOINE HE Pa3BUBACTCA MAU PEOCHOK BBIpPa-
OaTBIBAET CBOM COOCTBEHHBIMN, IITHYNI», IIOHITHBINA TOAb-
KO eMy fA3BIK. Pedp MOKeT OBITh MOHOTOHHOM, Kak OYATO
IIOBTOPAET 3ayICHHEIN TEKCT, OTCYTCTBYET MEAOAMIHOCTD.
YacTeM IPOABAEHHEM PEYEBHIX HAPYIITEHHH, COITYTCTBYIO-
IIUX AyTU3MY, ABAACTCH «IXOAAAMM» (IIOBTOPCHUE CAOB H
AKE IIEABIX IIPEAAOKEHHI HEIOCPEACTBEHHO ITOCAE IIPO-
HU3HECEHUA HX APYIHMHU AIOABMH HAHM Y€pe3 HEKOTOPOe
Bpems). I'AaBHOI e TPOOAEMOIT ABASAETCA OTCYTCTBUIE UAH
BBIPAKEHHAS HEAOCTATOYHOCTH KOMMYHUKATHBHOM (DYHK-
IIFH PEYH peOCHKA.

B urpopoii AeATEABHOCTH TAKKE HMEETCA CKAOHHOCTB
K crepeorunuam. B MaaseHuecTBe peOEHOK OBIBaCT 3aBOPO-
’KEH CO3EPLAHHMEM APKUX IIPEAMETOB, UX ABHKCHHEM, IIO-
CTOSIHHO BBHI3BIBAET OAHOTHIIHBEIE 3PUTEABHBIC OIIYILCHHA.
XapakrepeH HHTEpeC K He(YHKIHOHAABHBIM 3AEMEHTAM
IIPEAMETOB, TAKUM KaK 3aIIaX, I[BET, OIPEACACHHBIC Kade-
cTBa oBepXHOCTH. YacTo y pebeHKa ecTb AFOOMMBIE BEIIH,
C KOTOPBIMH OH HE PACCTAETCA: BEPEBOUKH, ITAAOYKHA — OH
ACPIKHT HX BCEIAAd B PYKAX, KPYIHT, COBEPIIAET C HUMH
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Apyrue AerictBus. [lepecranoBka MeOeAr, I3SMEHEHHUE IIPU-
BBIYHOTO MApPIIPYTa MOTYT IIPHUBECTH pebEHKA B COCTOAHIE
TPEBOTH 1 THEBA.

B crapimem Bo3pacTe BEAYIIIHMH IIPH3HAKAMU AyTH3Ma
CTAHOBATCA HAPYIICHNUA KOMMYHUKAIIHH M «PHTHAHOCTEY
moBeAcHuA. KoMMyHIKarimoHHEIe TIPOOAEMEL 3aKAIOYUAFOT-
cA B IEPBYIO OYCPEAB B TPYAHOCTAX PEYUEBOrO OOIICHUSL
Or1MedeHo, ITO Y MHOTHX ACTEH C TyOEPO3HBIM CKACPO30M
peds AHOO OTCYTCTBYET, AMOO CYITIECTBCHHO 3aACPIKaHA.
AaKe TPH HAAWMYHN JAOBACTBOPHUTEABHOTO 3aIIaca CAOB,
ACTH MAAO €TO HCIIOAB3YIOT. MHOTIHe ppassr cTposTcs Ipu
3TOM IPAMMATIYICCKH HEBEPHO. AMAAOT C ACTBMH 3ATPYAHCH
1 HEPEAKO OH IIPOTEKAET 110 THILY BOIIPOC-OTBED) .

«PUTHAHOCTD TTOBEACHMA) ITPOABAACTCA B ITATOAOTHHC-
CKOM (pUKCAITHH Ha KAKOM-AHOO OAHOM BHAE ACATCABHO-
cTu (HABA3YMBOE CTPEMACHHE CACAOBATH KAKOMY-AHOO OA-
HOMY MapIIpyTy, OeceAOBaTh HA OAHY TeMy). XapaKTePHbI
TAK/KE CBOCOOPA3HBIC «CEACKTHBHBIC» CTPaXH (HAIPHMED,
CTpax IIPH IPOMKOM Aae co0akK). B To ke Bpems, peaabHEIC
CHTYAIHIH, YTPOKAFOIIUE KUZHHU, YACTO HEAOOIICHHBAIOTCA
[AITIEHTAML.

ApyriM, 9acTO BCTPEIACMBIM HAPYIIICHIEM IIOBCACHHSA Y
ACTEH C TyOCPO3HBIM CKACPO3OM A61AE/I6A CUHOPOM deghuytirma
BHUMAHUA 1 2UNEPAKMUEHOCHH. NAHHBI CHHAPOM MOKET OBITh
KAK M30AMPOBAHHBIM, TAK M COYCTATHCA C SIIMACIICHCH HAM
ayrusmom>®. Tlo MeHbIIelt Mepe, TpeTh AeTeil ¢ Tybepos-
HBEIM CKAEPO30M, IMEFOIIUX TPYAHOCTH B OOyIeHNM, OBIAK
TUIICPAKTUBHBIMI, 4 ¥ YCTBEPTH — HAOAFOAAAACH IHIICPAK-
THBHOCTb B COYCTAHHU C HMIYABCHBHOCTBIO. Aedmrmr
BHHMAHIA MOKET BOSHUKATh BTOPHYHO ITOCAE ITOABACHHA
CYAOPOKHBIX IIPHCTYIIOB* .,

Kak m3BecTHO, CHHAPOM AedpuIinTa BHIMAHHUSA W THIIE-
paxkTUBHOCTH BCTpedaerca y 3-5% Aeredl IKOABHOIO BO3-
pacra B OOIIeH IOMyAALNH, HO IIPH TYOEPO3HOM CKAEPO-
3¢ IPHU3HAKMA 9TOTO CHHAPOMA OTMEYAIOTCA 3HAYUTCABHO
garre (v 25-50% aeteit), 1 XapakTepusyeTcs CACAYIOIITIME

cuMIrroMaMm s,
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» Aedpuriur BHIMAHA:

* HECITOCOOHOCTD ITOAACP/KUBATH BHIMAHUE;

* HECITOCOOHOCTB COCPEAOTAUNBATHCA HA ACTAAAX, CO-
BEpIIICHHE OIINOOK H3-3a HEBHIMATEABHOCTL;

* HECIIOCOOHOCTD BCAYILUBATHCA B OOPAIIICHHYIO PEUb;

* HECIIOCOOHOCTH AOBOAUTD 3aAAHUSA AO KOHIIA,

* HIU3KHE OPraHU3ATOPCKUE CIIOCOOHOCTH;

* OTPHIIATEABHOE OTHOIIICHUE K 3aAAHIAM, TPEOYIOIINM
YMCTBEHHOTO HAIIPAKCHU;

* OTEPs IIPEAMETOB, HECOOXOAHMBIX AAS BBIIIOAHEHUS
3aAAHUS,

* YACTOE OTBACYCHIE HAa IIOCTOPOHHUE PASAPAKHTCAH;

* 320BIBYUBOCTb.

V3 mepedrcACHHBIX BBIIIE IIPHU3HAKOB XOTA OBI IIIECTDH

AOAKHEI COXPAHATHCA HE McHee 6 MecAIIeB.

® [HIIECpAKTHBHOCTD U HMIIYABCUBHOCTE:

* CYETAUBOCTB, HEBO3MOXKHOCTD YCHACTH HA OAHOM MECTC;

* BCKAKHBACT C MeCTa Oe3 pasperieHus;

* BecrieAbHO HeraeT, ep3acT, KpYTHThCT Ha OAHOM MECTE;

* HE MOJKET UIPATh B THXUC UIPbL, OTABIXATh;

* BBIKPHUKHBACT OTBET, HE AOCAYILIAB BOIIPOC;

* HE MOKET CIIOKOIHO AOMKHAATBCS CBOCH OYCPEAHL.

V3 mepevncACHHBIX BBIIIEC IIPU3HAKOB XOTA OBl YeTHIPE
AOAYKHBI COXPAHATBHCSA HE MEHee O MECSLIEB.

A. Hunt u coaBr.!, mCcCAEAOBABIIIIE AETEH ITKOABHOTO
BO3pacTa OOABHEIX TyOEpO3HBIM CKACPO30OM, OTMEYAOT
crennduIeckre OCOOEHHOCTH IIPOTEKAHHUSA BBICIIIUX IICH-
XHYECKUX IIPOLIECCOB ¥ ACTEH C AAHHEIM 3200ACBAHUEM.
Tak, BHIMAHHC XAPAKTEPU3YETCI IAOXOH IIEPEKAIOIAEMO-
CTBIO U 3aCTPEBAHUEM Ha IIPEABIAYILIEM CIIOCOOE OCYIIeCT-
BACHHS ACTTEABHOCTH HAHM «COCKAAB3BIBAHEM» HA BTOPO-
CTEIICHHBIC ACTAAU. ACTH C TPYAOM OTPBIBAIOTCS OT OAHOM
ACSITEABHOCTH H IIEPEXOAST K APYroif. Aaze, KOrAa OHH yiKe
IIEPEIIIAN K HOBOH paboTe, OHHU BCE €IIle He MOIYT 3a0bITh
LIPEIKHEH B CTPEMSATCS OISATH K Hel BO3BpaTtuThes ™. AAst Ae-
Tel ¢ TyOepO3HBIM CKACPO30M XAPAKTEPHBI BHE3AIIHOE BPE-
MCHHOE CHIDKCHIC YCTOHYNBOCTY BHUMAHIS H ITAOXAS IIC-
PEKAIOYAEMOCTD BHUMAHUA . B pesyabrare nccaeaoBannit
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rposeacHHBIX B Mockosckom HIM meamarpuu u AeTCKOH
XUPYPIUn, ObIAO BEIABACHA AOCTOBEPHAA KOPPEAAIHA MEIK-
Ay 9ACTOTOM BCTPEYAEMOCTH ITOBEACHUYECKHX HAPYIICHUI
U TA/KECTBIO TeUCHUA 3a00AeBaHuA. TmKecTh TeueHus 3200-
AEBAHMSA OIICHUBAAACH ITO HAAMYHIO SIUACIICHH, YACTOTE 1
XapPaKTEPY CYAOPOKHBIX IIPHCTYIIOB, PE3HCTCHTHOCTBIO MX
K AaHTUKOHBYABCAHTHOH TEPAITHH.

V aAereit ¢ TyOEpPO3HBIM CKACPO3OM YUACTBI HapyuteHius
IMoyuoHanbHOU (Pheps: — DECITOKOMCTBO OTMEYaAOCHh V¥ 45%
ITAIIIEHTOB, yrHETeHnE HacTpoeHud — y 29%, cHmkeHme
ypoBuA camoorieHkn — y 18%. V HexoTOopsIX aAcrteil orme-
YAAUCH TAAAFOIIMHAIIIN .

CM.C. Kopp n coasr." B CBONX HCCACAOBAHHAX OT-
MegaroT, 9o 50% poaAmTeser AeTeil ¢ TyDEpPO3HBIM CKAE-
PO30M HCIHBITHIBAIOT ITOCTOSHHBIA BBIPAKEHHBIH CTpPeECC,
CBA3AHHBIN C SMHACIITHYCCKIMI IIPUCTYIIAME X peOeHKa,
€ro IICHXUYCCKUMU HAPYIICHUAME, HU3KHIM HHTCAACKTOM
U TIOBEACHYICCKUMU IIPOOACMAMIL.

Howunoii con mapymen y 60% aerei ¢ TyOepO3HBIM
CKAEPO30M, a CHOXOXKACHHE oTMedaercs B 62% cayuaes®.
V 2/3 6oABHBIX € TYGEPO3HBIM CKACPO30M MAaALIe 15 Aer,
06CAEAOBAHHBIX ", GBIAH BEISIBACHBI KAKHE-ANOO HAPYILICHHS
cHa: y OOABIINHCTBA OBIAYL #p00.1eMb1 ¢ 3ACHINAHUEM, CHOXOMHCO-
HueM U paruum npodyscderuen. B IIOCACAHIIE TOABI AA YAYI-
ITICHUSA CHA ITPHMEHACTCA MEAATOHIH, KOTOPBIH AOCTATOYHO
sacpdexTuBeH, 6€30I1aCEH, XOPOIIIO IEPEHOCHTCSA U HE BCTY-
[IAET BO B3AMMOAEHCTBIE C ApyruMy ITperapaTamu. Pekomen-
AyeMmast HagaAbHAA A032 rperapata 1,5-3 mr 3a 1 gac Ao cHa.
AAf TAIIIEHTOB C TyOEPO3HBIM CKACPO3OM PEKOMEHAYIOTCA
Goaee BBICOKHE AO3EL — A0 12 Mr. MeaatonnH Goaee adpdek-
THBCH AAf YAYYIIICHHUS ITPOIIECCA 3ACHITAHMA, YEM AAA ITOA-
ACP/KHBAHHA KadecTBeHHOro cHa. Kamumgeckmit adpdexr
OOBIKHOBEHHO BHACH UEPE3 HECKOABKO AHEH C MOMCHTA
HaYaAd IpreMa rperapara. MeAaTOHNH MOKET IIPHMCHATD-
cf B TCUYCHME AAUTEABHOTO BPEMCHH, HO HHOIAA TpeOyercs
KOPPEKTHPOBKa AO3BL. Ha BEICOKHMX A0O3aX MOTIYT IOABAATE-
C BO3MOIKHEIC HEKEAATCABHBIC ABACHISA, TAKHE KAK CMCHA
HACTPOEHUS], AHEBHAS COHAMBOCTD F HOYHBIE KOIIIMAphl ™+,
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B macrosiee Bpems CyIIECTBYIOT Pa3AHYHEIE TEOPUHU
dopMUpOBAHHA 3AAEPIKKH YMCTBEHHOIO Pa3sBUTHA M Ha-
PYILECHII ITOBEACHUA Y ACTCH, CTPAAAIOIIUX TYOCPO3HBIM
cxaepo3oM. CoBpeMEHHBIE AHATHOCTHYECKHE BO3MOKHO-
CTH, AOCTIDKCHHUSA B ODAACTH F€HETHYCCKIX FCCACAOBAHIIM
ITO3BOASIFOT OIIPEACAUTD POAB CIPYKTYPHEIX M TCHETHYC-
CKUX AePEKTOB B IIATOICHE3E PAZBUTHA ICUXOHEBPOAOIH-
YECKUX KAMHHUYECKUX IIPOABACHHI 3a00AeBaHus. B mccae-
AOBaHWMSX' y AeTell ¢ TYOEPO3HBIM CKAEPO3OM M ayTU3MOM
OIIPEACAAACHA BBICOKUI YPOBEHD AAKTATA, CHIKCHIE YPOBHA
MUTOXOHAPHAABHBIX (PEPMEHTOB, YTO YKA3BIBACT HA HAPY-
IIIEHUE OMO3HEPIETIYECKOr0 METAO0OAU3MA.

VccaeaoBaHmMs, IIPOBEACHHBIE”' 110 N3YIEHUIO OHOIITATOB
CKEACTHOM MBIIIIITE ¥ OTACABHEIX ITAIIEHTOB C TYOCPO3HBIM
CKACPO3OM BBIIBUA y HHUX IIPH3HAKM MHTOXOHAPHAABHOM
HEAOCTATOYHOCTH. AAf YTOYHEHMA 3aBHCHMOCTH YPOBHA
IICUXHYECKOTO PAa3BHTHA ACTCH C TYOCPO3HBIM CKACPO3OM
U BEIPAKECHHOCTH MHUTOXOHAPHUAABHBIX HAPYIICHEN OBIAM
COIIOCTABACHBI OMOXHUMUYECKHE H IIMTOXUMIIECKIE II0KA32-
TEAH CO CTEIICHBIO BHIPAKEHHOCTH IICUXIYECKIX HAPYIIICHHI,
B cBssu ¢ atum, AT OITpeacAeHIA XapaKTepa M FAYOHHBI MH-
TOXOHAPHAABHON AMC(HYHKIINK IPU TyOCPO3HOM CKAEPO3E
y 45 Aereil IIPOBEACH IIMTOXUMHYECKHI AHAAM3 AKTUBHOCTH
KAIOYCBBIX MHTOXOHAPHAABHBIX (PEPMEHTOB (CYKITHHATAC-
THAPOTCHA3BI, A-TAHIIEPOPOCEATACTHAPOICHA3bI, TAYTAMAT-
AETHAPOIEHA3EI, AAKTATACTHAPOICHA3EL) B AMMQOIIHTAX IIe-
pudepHIECcKOH KPOBH.

B pesyabrare mccaeaoBaHmA OBIAO YCTAHOBAEHO, YTO
ITOKA32TEAH YPOBHA MOAOYHOM KHCAOTHI M COOTHOIICHHUA
MOAOYHOM U IHPOBHHOIPAAHOI KHCAOT HMEAH 3HAYE-
HHfA HECKOABKO BBIIIE Y ACTEH C TYOEPO3HEIM CKAGPO3OM
B IPYIIIICE C TPYOOI 3aACPIKKOI IICHXUYIECKOTO Pa3BUTHSA, IEM
B IPYIIIE C HOPMAABHBIM YPOBHEM IICHXHYIECKOIO Pa3BUTHA
U AETKOH CTEIIEHBIO 3aAEPIKKH IICHXUIECKOTO Pa3BUTHA.

Ilpu mccAcAOBAHMH IIEPEKHCHOIO OKHCAEGHUA AHIIIAOB,
ITOKA32TEAH YPOBHA MAAOHOBOIO AMAABACIHAA U THAPOIIE-
PeKHCEll MIMEAN 3HAYCHIA HECKOABKO BBIIIIE Y ACTEH € TyOe-
PO3HBIM CKAEPO30M B IPYIIIIE C TPYOOH 3aAEPIKKON IICHXI-
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YECKOTO PA3BUTHA, YeM B TPYIIIIE C HOPMAABHEIM YPOBHEM
IICUXIYICCKOTO Pa3sBUTHA M ACTKOH CTEIICHBIO 3aACPIKKH
IICHXHYECKOTO pa3sBuTHA. B Toixe Bpems mokasareAn 1uro-
XIMIIECKHX ITAPAMETPOB MUTOXOHAPHAABHEIX (DEPMEHTOB
uMeAH DOAEE HU3KUE 3HAUEHHA B IPYIIIIE ACTEH C HOPMAAD-
HEIM YPOBHEM IICHXHYECKOIO PA3BUTHA U ACIKOH CTEIIEHBIO
3AEP/KKH IICUXIYECKOIO PA3BUTHA, YEM B IPYIIIE ACTEH
C TYOEpO3HBEIM CKAEPO3OM C IPYOOH 3aAEPIKKOM IICHXHYE-
CKOI'O PasBUTHA, HO PA3AMYHSA ITOKA3ATEACH OKA3aAHCH CTa-
THCTUYIECKH HEAOCTOBEPHEIMH.

Takum obpasom, kKAnHIYecKne (HaAmdue sHIredaAoa-
THHN), OMOXUMHYECKHE (THIIEPAAKTAT — W THIIEPIIHPYBATa-
LIIAEMHESA, HAPYILLIEHIE IIPOIIECCOB IIEPEKHMCHOTO OKHUCACHHUA
AHIIIAOB B CBIBOPOTKE KPOBH), IIUTOXUMHYECKIE (M3MEHE-
HHE AKTHBHOCTH KAIOUEBLIX MHTOXOHAPHAABHBIX (DepMeH-
TOB B AHUMOINTAX HeprdepraecKoil KpoBu) u MOpdo-
Aormgeckre (CTPYKTYPHBIE M3MEHEHHUS MBIIICYHOM TKAHU
Y I3MCHEHIE aKTHBHOCTH MUTOXOHAPHAABHBIX (DEPMEHTOB)
H3MEHEHI, BRIABACHHEIC ¥ ACTEH C TYOCPO3HBIM CKACPO3OM,
II0 MHOTHM IIAPAMETPAM COBIAAAFOT C AHAAOTMYHBIMH Ha-
PYLIEHUAMH, IIPH MHTOXOHAPHAABHEIX 3200AEBAHUAX, UTO
ITO3BOAAICT CACAATH IIPEAITOAOKEHIE, YTO MUTOXOHAPHAAD-
Hafg AMCPYHKIIHA MOKET CAYKHTb OAHHM U3 CYIIIECTBEHHBIX
3BCHBCB B ITATOTCHE3E TyOCPO3HOIO CKAEPO3ad M HAMETHTh
HEKOTOPBIE IIATOICHETUIECKUE TEPATIEBTIICCKIE IIOAXOABL.

B Amreparype mpeacTaBACHBI HEMHOI'OYHCACHHEIE CBE-
AcHHA 00 5PPEKTUBHOCTH IPUMEHEHHUA SHEPIOTPOIITHOMN
TEPAIIMH AASl KOPPEKIIMH HAPYIIEHHH YMCTBEHHOIO pPa3-
BUTHA M IIOBEACHHUA Y ACTEH M IIOAPOCTKOB, CTPAAAFOIIIIX
TyOEPO3HBIM CKAEPO3OM.

Ha 0ase xkamHmYeckux IoApasAescHuil MockoBckoro
HMMW meAmatpuy 1 ACTCKOM XHpPypruu ObiAa paspadora-
HA CXEMa ACYCHHUSA, HAIIPABACHHAA HA ITOBbIIIeHIE dPdex-
THBHOCTH OMOAOTMYECKUX IIPOILIECCOB TKAHEBOIO ABIXAHUSA
U OKHCAUTEABHOTO pOCPOPHAHPOBAHIUSA ITO BBICBODOMKAE-
HUIO SHEPIUU OPIaHHYECKHX COCAMHEHHUI M IIPOAYKIIHMH
AT® B oprarusme. [ IpearrodreHme OTAAETCA KOMIIACKCHOM
TEPAIINH, IIOCKOABKY HM3BECTHO, YTO COYETAHHOE Ha3HAJe-
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HUE IIPENApaTOB, BAHAIOIIUX Ha Pa3HbIC YPOBHU 3HEPIETHU-
YECKOTO METAOOAM3MA, OKA3hIBACT CHHEPIHYECKOE ACHCTBHE.

INpuHIumsl A€IEOHOH TAKTUKA BKAIOYAIOT HA3HAYE-
HHE IPEIapaToB, CIOCOOHBIX AKTUBH3HPOBATH KaK IIC-
PEHOC 9AEKTPOHOB B ABIXaTeABHOMN Iteru (kosusnm (Q10)
B A03e 30-60 mr/kr, srTapHas kncaota B Aose 10 mr/kr, Tak
U aKTHBAIINIO OOMEHA KHPHBEIX KHCAOT (KAPHUTHH) B AO3€
20-30 mr/xr. Bertbpannoe coueranue npenaparos obecre-
YHBAAO OITHMAABHOE BO3ACHCTBHE HA PA3AHMYHBIC 3BCHBA
MHTOXOHAPHAABHOTO oOMeHa. OOmunit Kypc A€YEHHA CO-
CTAaBASET ABA MECAIIA.

ITocae mpoBeaeHHs Kypca SHEPTOTPOIHOM Teparun
Y ACTEH CTPAAAIOIIUX TYDEPO3HBIM CKAEPO30M OTMEYAAOChH
VAYUIIIEHHE ITAPAMETPOB IAMATH, BHUMAHHA; IIOBBIIICHIE
YPOBHA SMOITMOHAABHOH YCTOMYMBOCTH, HOPMAAU3AIIHA
OMOXMMIYECKHX M [IITOXUMHYICCKUX ITOKa3aTeAei. ¥ Bcex
ACTEH, IIPOXOAUBIIIHX ACUCHUE, OTMEYAAOCH IIOBBIIICHIE
ABHTATEABHOM 1 OOIIEH IICUXHUYECKOM aKTHBHOCTH.

IToAygaeHHEIE PE3YABTATE MOI'YT CBUACTEABCTBOBATD O I1a-
TOTEHETHICCKONH POAN SHEPTOACUIIHTHBIX HAPYIIICHITH
B (POPMHUPOBAHUHU HAPYLIEHUI YMCTBEHHOIO pPa3BHTHUA
U IIOBEACHHA Y ACTEH, CTPAAAIOIINX TyOEPO3HBIM CKAEPO-
30M, 2 TAKKE AEMOHCTPHPYIOT HEOOXOAMMOCTD BKAFOYEHHS
SHEPIOTPOIIHBIX IIPEIIAPATOB B KOMIIACKCHOE ACUEHIE AAH-
HOIO 3200ACBAHUA.

B mocaeAHze roAbI HAET AaKTUBHOE M3y9IEHHE MEXaHHI3MA
OIYXOAEBOH TPaHCOPMALIUN IIPHBOAAIINE K HACHTH-
duKaIME pAAA CUTHAABHBIX ITyTEH, OTBETCTBEHHBIX 34
peryaanuio IpoAndepannun OIyXOAEBBIX KAaeTok. Muu-
LUHAPYEMbIE POCTOBBIMU (DAKTOPAMH, TOPMOHAMH HAHU LIH-
TOKHHAMH, TAKHE CHIHAABHBIC ITyTH, KaK IIPAaBUAO, HAYU-
HAIOTCA C THPO3MHKHHA3HOIO KACKAAA M 3aKAHYHUBAIOTCA
AKTHBAIIMEN PA3ANYHBIX CEMEHCTB TPAHCKPHIIIHOHHBIX
daKTOPOB, KOHTPOAHPYIOIIUX 3KCIPECCHUIO I'€HOB KAE-
TOYHOIO A€A€HHSA. BbIABAGHHE TAKHX aKTHBHPOBAHHBIX
IIPU KAHIIEPOI'€HE3Ee CHUIHAABHBEIX IyTEH M IIOAABACHHE HX
AKTUBHOCTH ABAAIOTCHA OAHOM M3 aKTYaABHBIX 3aA2Y COBpE-
MEHHOU CHUCTEMHOI TapreTHOH Tepanmu. OnucaHue KAIO-
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YCBOI POAHM B IATOTEHE3E TyOEPO3HOIO CKACPO3a KACKAAA
nepeaaun curaaros PI3K/Akt/mTOR, orsercrBennoro
32 MHTEIPAINIO IPOAHU]EPATUBHEIX CTHMYAOB H aKTH-
BAIIMIO TPAHCAAIINN OEAKOB, IO3BOAHMAO CIIAAHHPOBATH
U HAYAThP KAHMHHYCCKHE HCCACAOBAHHUA 9(DPEKTHBHOCTH
nurnonropoB mMTOR B kavecTBe mperapaToB MaTOreHEeTH-
9eCKON Teparuu TyOepo3HOro ckaeposa'* 4748,
Pamamurius, MeAnaTOp CHHTE3a OEAKOB, HMHIHOHPYET
IyTH CHrHaABHOH TpaHcAykimn mTOR u mpavo Bamaer
Ha HEHPOPUIHOAOTHIECCKUE IIPOIECCH. PamaMunnH Tak-
e BosAericTByer Ha orocpeaoBanHoe mMTOR moaaBacHme
TPAHCAAIINM YEPE3 PEIEITOPH K TAUIIUHY M TaMMa-aMU-
nomacasaon kucaore (GlyR/GABA-R  (gamma-amino-
butyric acid receptor)). AOKAHHHYECKHE HCCACAOBAHUA
Ha MEBIIIHHBX MOACAAX M PAaHHHE KAMHUYECKHE HCCAC-
AOBAHUSA PAITAMUI[HHA M €rO AKTHBHOIO aHAAOIa 9BEPO-
anmyca (RADOO1) mpoAeMOHCTPHPOBAAM HX IIOTEHIIH-
AABHYFO TEPAIIEBTUYCCKYIO 3HAYNMOCTD IPU TyOEPO3HOM
ckAepose. DEIAM  ompeAeACHBI  BBHICOKOCIEITM(DHIHOCTD
u apexTuBHOCTS pamamuriuaa u 3sepoanmyca (RAD00T)
B otHOIeHnn uarnbuposanns nyru Akt/mTOR, a Takxe
UX TEPAIICBTHYCCKOE BOBACHCTBHE HA Pa3MEPHl U MHCAU-
HH3AIIHIO HEHPOHOB (B MBIIIIIHBIX MOACAAX). MIHTHOHTOPSBI
mTOR moryr HOpMaAnM30BaTh HAPYIIEHHYIO IIPH IIOTEPE
YHKIIHHE I€HOB TyOEPO3HOIO CKAEPO3a AKTHBHOCTH KH-
nmasel mMTOR. Anarorn pamamurimaa MOryT ObITh 9 dek-
THBHBl B ACYCHHH PA3AMYHEIX BAPHAHTOB TyOEpO3HOIO
CKACPO3a, BKAFOUAsA CYODIICHAMMAABHYIO IMTAHTOKACTOY-
uyto acrpouuromy (COI'A), koxHBIE H3MEHEHMHS, AHTHO-
MEOANIIOMBI IIOYCK, AMMQAHITOACHOMIOMATO3 ACTKHX
(AAM), ITOYEIHOKAETOYHBIH PaK M IOAHKHACTO3 ITOYCK,
4 TAKKE CBA3AHHBIX C TyOEPO3HBIM CKACPO30OM SITHACIICHI,
YMCTBEHHOI oTcTarocTh 1 ayrusma’’. Ha skuBoTHBIX MOAe-
AfIX ITOKA3aHO, YTO PAIAMUIIUH IIPEAYIIPEKAACT PA3BHUTHE
SMMACIICUN M IPUBOAUT K OOPATHOMY PasBUTHIO ITPH3HA-
KOB YMCTBEHHOIT OTCTaroctu. Taxkum ob6paszom, Hapyre-
HUA MO3TOBBIX (PYHKIIHI IIPH PaHHEM HAYAAC ACUCHUA
MOIyT OBITH OOparumbiMu. Kpome TOro, B MCCACAOBAHNI
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OBIAA IIPOAEMOHCTPUPOBaHA 3PP EKTUBHOCTD PAITAMHIINHA
B OTHOIICHHN YMCHBIICHIA BRIPAKECHHOCTH KAMHHYIECKIX
IIPOABACHHUH IIPH MOP(OAOTHICCKOM, OHOXHMITIECKOM
u roBeAcHuecKoM (peroTmmax” .

B 2016 roAy 661A0 IPOBEAECHO HCCACAOBAHHE, B KOTOPOM
ACTAM C TYOEPO3HBIM CKACPO3OM HA3HAYAACHA IBEPOAMMYC
B cpeaneit Ao3e 10 mr/cyr (o1 5 Ao 20 mr/cyT) Ha eproA
o1 7 A0 26 MecALIEB.

BBIA0 OTMEUEHO, YTO mpemapaT XOpPOIIO IEPEHOCHTCH
GoabHBIME, TOOOYHBIE 9P (EKTHL, BOSHHUKIINE B IIPOLIECCE
Aederns ( OCHOBHBIC - CTOMATHT, YBEAMYCHUE TPHIAHIIC-
PHAOB M XOACCTEPHHA H 3aIIOp) HE IPUBOAHAN K HEOD-
XOAHUMOCTH OTKA3aThCA OT IIPEIAPATA HAN YMEHBIIIHTE €rO
Aosy. Ha dome Aeuermsa oTMEIaAOCH CHIDKCHHE UHCAQ
SMUACHTUYICCKAX IPUCTYIIOB, 4 TAK K€ YAYUIIICHHE COIU-
AABHBIX KOHTAKTOB, PEYHM, CTCPCOTHUIIHBIX ABHIATCABHBIX
HapyieHni, koppeknus npossacauii CABI u cHmkeHme
IIPOABACHHH ACIPECCHH V PAAA HAITHCHTOB. Takum obpa-
30M, HA OCHOBAHHH AAQHHOIO HCCACAOBAHHA OBIA CACAAH
BBIBOA, YTO DBEPOAMMYC HMEET XOPOIIYIO IIEPEHOCUMOCTb
0e3 pasBUTHA CEPHE3HBIX ITODOYHBIX d(P(PEKTOB, 4 TAK Ke
HIMECT XOPOIIIEE BAMAHIE HA PA3BUTHE CYAOPOKHBIX ITPHCTY-
o8, Tegenue ayrnsma, CABI' u cumrrromos aenpeccrn ¥

OITPOCHUMK TAND
Bepcust, oxBaTeIBaloLas BCIO X13HE nanyenTa (TAND-L)
AaHHBIH OIPOCHUK pa3spaboTaH AAf TOIO, YTOOBI ITO-
MOYb BpadaM, MAIUEHTAM C TyOEpO3HBIM CKAEPO3OM H
YAEHAM HX CEMEH 2) TPOBOAHUTEH CKPHHIHT aCCOITMIPOBAH-
HBIM C TyOEPO3HBIM CKAEPO30OM HEHPOICHXOAOIMYECKHX
paccrpoticts (TAND) Ha ka:KAOM BH3HUTE B KAHHHKY; H b)
OIIPEAEAATD IIOCAEAOBATEABHOCTD AAABHEMIIINX ACHCTBUI.

VIHCTPYKILIYS 110 IPYMEHEHIIO

Ompocaux TAND 6bia paspaboTaH AAf 3aIIOAHEHHSA
BPaIOM, ODAAAAIOIINM HAAACHKAIIIMY 3HAHISIMU H OITBITOM
B ACYCHHU TyOEPO3HOIO CKACPO32, COBMEc/HO C IIALCHTAML,
CTPAAAFOLLIMI TYOEPO3HBIM CKACPO3OM, M HX POAUTECAAMH/
OCYILLECTBASIOLIIME YXOA 33 HEIME AUIIAMU.
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Aas 3aoaseHus onpocuuka Tpedyercs 10 MuHyT.

B Tex cAydafx, KOrAa HAITHEHTEI OTBEYAIOT «AQ» Ha Ka-
KOH-AHOO BOIIPOC, BPad AOAMKEH AOCTATOYHO ITOAPOOHO
OOBACHNTH MMEIOIINECA 3ATPYAHEHUA AAS TOTO, ITOOBI ITO-
MOYb IIPUHATE PEIIICHIE ITO TIOBOAY AAABHEHITIEIO 0OCACAO-
BaHHA HAU AcdeHus. TpeOyerca OTBETUTh Ha BCE BOITPOCHL.

Wudopmarma o6 ompoce

DamuAwa marmenTa ¢ TyOEpO3HBIM Aara poxaeHus Bospacr

cireposon (T ]

DamuAnA ONPAIIUBAIOIIETO Aata onpoca:
CIICITUAAUCTA ’ ‘ | / ‘ ’ ‘ / ‘ | ‘

[Marmert/ Poanrean/ OcyIecTBASIONIEE YXOA

,,,,,,,,,, . 3a marmentom auno/ Ilpoune (obBeante)

BBepnenue

Kaxk Bsl yxxe 3Haere, y OOABIIMHCTBA AIOACH C TyOEpO3-
HBIM CKACPO30M HAOAIOAAIOTCH HEKOTOPHBIC 3aTPYAHCHEM,
CBA3AHHBIC C OOYUCHIEM, IIOBCACHHUEM, IICHXHICCKHM 3A0-
POBBEM, OIPEACACHHBIMHU ACITEKTAMM HX PasBUTHAA M IIp.
MBI XOTHM HCITOAB30BATh 9TOT OIIPOCHUK AASl TOTO, YTOOBI
[IOMOYb BBIABHTH PA3AMYHBIC BHABI 3THX ITpoOAeM. Mrue
HYKHO 3aAaTh BaM psAA BOIIPOCOB.

HexoTopsre u3 9TUX BOIIPOCOB MOIYT HEITOCPEACTBEHHO
KacaTbcA Bac; HeKOTOpBIE — HAIIPOTHB, MOIYT COBEPIIICHHO
k Bam e otHOCHTBCA. BaM HY)KHO IpocTO OTBedUaTh Ha 9TH
BOITPOCHI MAKCHMAABHO TOYHO. B KOHIIE f IPOCMOTPIO 3TOT
OIIPOCHHUK AAf TOTO, YTODBI IIPOBEPHTH, €CTh AM KAKHC-
AROO AOIIOAHHUTEABHBIE IIPOOAEMBI, KOTOPBIE MBI ¢ Bamu
HE OOCY/KAQAIL

PoAmTEASM/ OCYIIECTBASIOIIIM YXOA 32 IIALIUEHTOM C Ty-
OCPO3HBIM CKACPO30OM AHIIAM CACAYET HAYATH 3aIIOAHCHUC
¢ Borrpoca 1.

[MarenTaM ¢ TYOCPO3HBIM CKACPO30M, KOTOPHIE 3AITOA-
HAIOT 3TOT OIPOCHUK CAMOCTOATEABHO, CACAYCT HAYATh
¢ Borrpoca 3.
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Ol AA}I TOTrO, 4TOOBI COCTABUTH O6H_!CC IIPEACTABACHHE O ITAIMEHTE, AaBafITC HaYHEM
PpasroBop o passuTuu (manuentTa). B kakom Bospacte (maruent):

Bospacr IToka mer

]

a. Brepssie yabiOnyacs?

Bospacr
b. Cea Ges moaaepikm? l_;r_l

=
g
I
Bl
=
o
e

]

Bospacr IToka mer
c. Hawaa xoauts Ges oroper? ‘:l
Bospacr Tloka mer
d. HauaA MCIOAB30BATH IPOCTHIE CAOBA KPOME «MAM2» HAK l:l
«rara»?
Bospacr Tloka et
e. Hauaa BCIIOAB30BATH COCTOSAIIHE U3 ABYX CAOB/ KOPOTKHIE |:| ‘:l
dpaser?
Bospacr Tloxa mer
f. Koraa pebenka NPHYUHAH K IIOAZOBAHHMIO TOPIIKOM? I:l
Bospacr Tloka et

g Koraa pebenka HayqHAN IPOCHTHCA B TYAAET HOYBIO?

]

02 Kakos Tekyrmmii ypoBeHb passuTus (ALCHTA), Z0MaA) UG, OMMensme:

a. SAsbik: HEBEPOAALHOE l:l TIPOCTEIE CAOBA I:I Geraas pedn
obrmenne
b. C G ) l:l 3aBHCHT HEKOTOPBIE HABBIKI HE 3aBHCHT
- LaMOOOCAYKUBAHHE OT APYTHX CAMOODCAYKUBAHIA OT APYTHX
HeobxoAMMA
’ HEKOTOPBIE TIOAHAA
c. IToaBmxHOCTD \:l KOAACKA l:l CyIIeCTBCHHAsA it s
roaseprKa 3ATPYAHEHIA TIOABHKHOCTD
O AaBaiiTe IHOroBOpHM 0 IPOHAEMAX € HOBEACHUEM, KOTOPHIe HecriokoaT Bac man

APyrEX AIOACH. Beian any [Bac / manmenta] koraa-Aubo AIOGEIE LepedncACHHbIE
HITKE IPOOAEMBI?

a. TpeBoxKHOCTH HET [ AA [
b. Toaasaennoe macrpoenne HET [1 AA [
c. Kpaiine BhIpaKeHHAA 3aCTCHINBOCTD HET [ AA [
d. Ilepemaart mactpoenms HET [0 AA O
€. Bembiukn arpeccnn HET [0 AA O
f. Ipucrymer ruesa HET [1 AA [
g. CamoTpaBMmpyTOIIIEE MTOBEACHHE, HAIIPHMED, HAHECEHHE HET [0 AA [
cebe yAAPOB, YKYCHI, PACLIAPAIIBIBAHIC
h. 3aAepiKkKa PEIeBOro PasBUTHA HAH IIOAHOE OTCYTCTBHE Pedn HET (1 AA [
i, MHOTOKpaTHOE MOBTOPEHHUE OTAEABHBIX CAOB HAM hpas HET [0 AA [
j.  HeaackBaTHbIii 3pUTEABHBIIT KOHTAKT IPU OOIICHHH HET [0 AA O
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k. C\O)KHOCTI/I CBfI3aHHBIC CO 3HAKOMCTBOM C THUMM
’ i M C ApY HET [ AA [
AFOABMH TOTO K€ Bo3pac‘m

l. BIHOI‘OKPGTHOC HIOBTOPECHHUE OAHMX M TEX 7K€ ACHCTBII HET l:l AA ‘:l

m. Kpaiire BbpaKeHHAS PUTHAHOCTD (OTCYTCTBIE THOKOCTH)
B BBIITOAHEHUH KAKUX-AHOO ACHCTBHIT HAN HENPHUA3HEHHOE HET 0 AA O
OTHOTITEHHE K AFOOBIM H3MEHEHHAM B IIPUBBIMHOM KU3HI

n. [{pCSMCPHM ﬂ]\'TI/IBHOCTb/l'I/IHCpﬂKTI/IBHOCTb, o echy
npeﬁbzfmﬂue 8 NOCIHIOAHHOM 0BUNCEHUY

HET [ AA O

0. TIpobaemsl, cBi3aHHbBIE C BHUMAHIEM HAM KOHIICHTPAIHEH HET [ AA O
. BecniokoiictBo nan CYCTAHUBOCTD, Hanpumep, nocmofamvle
p i ) , Hanpuep, HET [J AA O
y 6 wan noexcusana
q. VmmyabcuBHOCTS, nanpumep, swcesarie 6. 8

. . HET A

ua KaKue-1ubo deticmeus, e doscudancy ceoel ouepeo LoAaa [

t. TlpoGaemsr ¢ eAOH, wanpumep, coedarue cauurom bonvuozo HET 0 AA O
WU CAUKOM MAN020 KOJUUEINEa MUYl UAU 1e00b1uNbIX Genyell

s. TIpoGaemsr co cHOM, wanpumep, sampyouentioe saceinarie HET [0 AA [
wau npofyncere

Ecau Bor otBernan «AA» Ha KaKO#i-AHOO N3 HEPEUNCACHHBIX
BBIIIIE BOIPOCOB:

Ipoxoanan An Ber koraa-An60 06CACAOBAHNIE IO HTOMY HOBOAY,
HAHM TIOAYYAAH KaKYFO-AMOO MEAMITHHCKYFO TIOAACP/KKY?

HET [0 AA [

Xotean 6pr Bor mpoiit aasbmeiinee obcaearoBanme
MAM HOAYYUTH HOAACPIKKY B CBASH C 5TOI IIPOBAEMOIi?

HET [0 AA [

TIpoGAemBI ¢ HOBEACHHEM B COBOKYITHOCTH MOTYT COOTBETCTBOBATH KPUTEPUAM
04 OIPEACACHHBIX IICUXHYCCKUX PacCTpoiicts. Bria an (Bam/ maumenty)
KOTAA-AHOO HOCTABACH AMATHO3:

a. PﬂCCTpOI:ICTBO QAYTUCTUYICCKOTO CIICKTPA, 8K1104aAsA aynu3M,

HET [0 AA O
cundpom Acnepeepa
b. Cunaponm AecpuriTa BHEMAHIA C IHIIEPAKTHBHOCTBIO HET [0 AA [
C. 'TPeBOKHBIC PACCTPONCTBA, BKANYAA NAHUHECKOE Paccrpolicneo
P paccrpoficrss pacompotenst, T O AA O
pobuu, mpesocisie p. 801, pasaykotl
d. Aenpeccusroe paccrpoiictso HET [0 AA [
€. OBceccHBHO-KOMITYABCUBHOE PACCTPOICTBO
f. Teuxormaeckne paccTpoiicTsa, skrmuan musodperiso HET [ AA [
Ecan Ber orseraan «AA» Ha KakQii-AnG0 U3 MepeancACHHBIX
BBIIIIE BOIPOCOB:
ITpoxoanau an Ber koraa-an6o obcaeAOBaHIE IO STOMY IIOBOAY, HET [
MAM HOAYYAAH KAKYIO-AHOO MEAMLIMHCKYIO IIOAACPKKY? AA
Xorean Gbr Bor mpoiir aaapmeiiniee obcaeaoBaHme
HET [ AA

HAM MOAYIHTH MOAACDIKKY B CBAH C 3TOM TPOGAEMOTH?
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a.

b.

TTpEMEPHO y HOAOBHHBI AFOACKH € TYOEPO3HBIM CKAEPO30M HADAIOAAIOTCA

05 CYILIECTBCHHBIC I1p06A8Mbl ¢ obmM HHTCAACKTYAABHBIM Pa3sBHTHEM,

M OHHU MOIYT CTPAAATh «HAPYIICHUAMU HHTCAACKTA)!

Becrokona an (Bac/manmenra) stor Bonpoc? HET [ AA

Ipoxoanan au (Ber/manuent) hopmarpaoe obcacsoBarme
MHTEAAEKTA

¥ TPOhHECCHORAABHOTO CIIEIMAANCTA € HCITOAB3OBAHIEM
Tectos 1Q?

Ecan «AA», kakie OBIAM IIOAYIEHBI PE3YABTATHI?

Hopmaababie maTeAreKTyaABHBIE criocobHOCTH (IQ > 80)
Tlorpannansie narearekryaspasie ciocobuoctn (1Q 70-80)
Aerkne nureanextyaspubie Hapymenns (IQ 50-69)
Vmepennsie naTeAreKTyaAbHBIe Hapymerus (1Q 35-49)
Tseasie nHTEAACKTYyaAbHBIC Hapymenus (1Q 21-34)
Kpaiine tsxeanie naTeAsexkTyarbHbie Hapymerns (1Q < 20)

Kakossr, ¢ Bameii rouxn sperns, (Bawm/manmernra)

HMHTEAACKTYAABHBIC CIIOCOOHOCTH?
HopMaAbHEIEC HHTEAAEKTYAABHBIC CIIOCOOHOCTI

AchHc/yMcchHb{c HAPYIICHNA HHTEAACKTA

TH}KCAHC/KPRI‘/’IHE TAKEABIC HAPYILNCHUA HHTCAACKTA

HET [ AA

Xotrean 61 Ber poiiTn AaabHefiee obcaeroBanme HET [ AA

HAH IIOAYYHTD IIOAAEP/KKY B CBA3H C TOMH IIPOOAEMOIT?

O

ooooon

O oo

a.

C.

b.

d.

Tpebyeres An [BaM/ HAIMEHTY] AOIIOAHITEABHOE OBCACAOBAHHE

'V MHOTHX AIOAIT IIKOABHOIO BO3PACTA C TYOCPO3HBIM CKACPO3OM HMCIOTCA

POBAEMEL € OOYYEHHEM B IIIKOAC.

(AASL AULL IIKOABHOTO BO3PACTa): €CAl Y (Bac/manmenta) Kakue-Anbo npobaems

06 C BBIIIOAHCHUEM IIEPEIHCACHHBIX HIUKE ACHCTBIIL:

(AASL ARLL ITOCAE ILIKOABHOIO BO3pacTa): OBIAM AM Y [(Bac/ImannenTa) Kakue-Anbo

MPOGAEMBI € BHITOAHCHHEM ITEPEUNCACHHBIX HITKE ACHCTBII

Yrenne nenpuvenvo [ HET []
icono wenpvesio [ HET [
Opdorpadus nenpumennmo [ ] HET []
MaremaTaka nenpumennmo [ HET []

Ecau Bor otBernan «AA» Ha KaKO#i-AHOO N3 HEPEINCACHHBIX

BBIIIE BOIIPOCOB:

HET []
AU ITOAACPIKKA 110 9TOMY ITOBOAY?
TIpMHIMAAOCH AM B ITIKOAE PEIIIEHHE IO TIOBOAY
AOTIOAHHUTEABHOH MOAACP/KKI [BaM/ TAITHEHTY], HArTpuMep, HET []
HOMOIIHM HAM HHAMBHAYAABHOTO ITAAHA OOydeHMA?
Xorean 651 Ber mpoittu aaspHelimee o6caeaoBaHIE .
P HET [J

HMAH HOAYYHTD HOAAEP/KKY I10 9TOMY ITOBOAY?

AA
AA
AA

AA

gooo

O
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V GOABIIMHCTBA AIOACH € TYOEPO3HBIM CKACPO30M HAOAIOAAIOTCH HEKOTOPBIE
O 3ATPYAHCHUSA, CBA3AHHBIC C BHIIOAHCHHUEM HEKOTOPEIX KOHKPETHEIX BUAOB

AEATEABHOCTH TOAOBHOTO Mo3ra. Ectb An y [Bac/ manmenra) sarpyanenus

C BBIIOAHCHHEM B KAKUX-AMOO U3 IIEPEIMCACHHBIX HITKE 0DAACTEl:

a. Tlamats, nanpurep, sanosunanue npoucueduiux seayei HET [ AA [
b. Bummarme, nanpumep, yMenue xopouo ckoryenmpuposamvca
» HanpiouD, Joserihe Xep honumpi HET (] AA [
Ha 3adade, ie omeAeKaAch Ha p npedvent
C. OAHOBPEMEHHOE BBITOAHEHHE ABYX/HECKOABKIIX 3aA24 HET [0 AA [
d. 3pHTEABHO-IIPOCTPAHCTBEHHEIE 3aAQdH, HanpuMep,
petterntite 2021080.10MOK UAU UpbL 8 KOHEHPYKIIOD HET [0 AA [
€. VIpaBAArOINE HABBIKH, HalpUuMep, nAanuposarie, opeanusayis, HET [] O
2ubroe Mutuere AA
f. A\CBOPHEHTALINSA, /220 ecmmb K020 UeN08EK He MOden: NOHAMY KaKol
HET [0 AA OO
cec00na denv U 20¢ 01 HaxoOUTCS
Ecau Bor otBernan «AA» Ha KaKoii-AnOO 13 HEPEUNCACHHBIX
BBIIIIE BOIIPOCOB:
Tpebyercsa An (BaM/IIALHEHTY) AOHOAHUTEABHOE OBCACAOBAHHE HET
MAM IHOAACPIKKA 11O TOMY HOBOAY?
Xotrean 661 Bel 11poiiTn AaAbHeliIIEe 06CAEAOBAHIE
P HET AA

HMAH HOAYYHTB HOAAEP/KKY B CBA3H C 5TOM IpoOAEMOIi?

TToMIMO TTepeYHCACHHEIX BBIIIE IIPOOACM TYyOEPOSHBIH CKACPO3 MOKET
08 OKa3bIBATh CYIIIECTBEHHOE BAMAHUE HA ADPYTHE ACIEKTBI KU3HU AlOACH. Ectb An
y (Bac/marmenTa) Kakue-Au60 IPOBAEMEL, CBA3AHHBIC CO CACAYIOIIMMI BOIPOCAMH:

a. Huskas camoonenka HET [] AA [

b. Ouenn BrICOKHIT ypOBEHD CTPECCa B CEMbAX, HanpuMep,
60 G3auMOOmHOUENIAX MENCDY Cpameanit] cecnpari

HET [0 AA [

€. OueHb BHICOKHIT yPOBEHB CTPECCA MEKAY POAHTEAAMH,
TIPUBOAAIIHIT K CYIIECTBEHHBIM ITPOOAEMAM HET [ AA [
BO B3aUMOOTHOILEHUSX

Ecan Ber otBetnan «AA» Ha Kakoii-AnG0 U3 IepedrcACHHBIX

BBILIIE BOIIPOCOB:

MoAyuaau an (e1/mannent) u/nan Bara cemps kakoe-An60
AOIOAHHTEABHOE OOCACAOBAHIE HAH TIOAACPHKKY HET [ AA [
IO 3TOMY TTOBOAY?

Xotean Obr Bor mipoiiti AaapHeiiee 06CACAOBAHIE HAK
TIOAYYHTD TIOAACPIKKY B CBA3H C 9TOM IMPOBAEMOIT?

HET [ AA [

HackoApko cuapHOE 5ECIIOKOACTBO, IIPOGAECMEL HAK CTPECC
BBISBIBAIOT BCE HIEPEUMCACHHBIC IIPOOACMBI B COBOKYIIHOCTH
y Bac/Bamtero pebenka/uaenos Barueit cempu?

CosepuieHHO 1 P 3 4 5 6 7 8 9 10 Kpaiize

HC BBI3BIBACT CHABHOC
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l O M3 Beex mepedncACHHBIX BBIITE TIPOOAECM HEPEIUCAHTE HANDOAEE TIPHOPHTETHBIE
AAf Bac, 110 I0BOAY KOTOPBIX BBl ITAanmpyeTe IpoX0AUTS OOCACAOBaHIE/ ACUCHIE?
a

1 1 Becrokour an Bac ere aro-an6o, ceazannoe ¢ TAND, n3 Borpocos, kotopeie
MEI He ODCY/KAAAM BBILIIC:

HET [ AA [ Ecan «AA», To, HoKaAyicTa, yKaxnTe

1 2 MHeHHe IPOBOAMBILIETO OLPOC AHIA IO IIOBOAY BAUAHNA/GpeMeHn AAs
nanuentTa/pebeHKa/YACHOB €ro CeMbu:

Oreyremyer| 0 | 1 | 2| 3| 4|5 6| 7|8 |9 |10 |Keafime
CHABHOC

Omnpocuuk  TAND  pacopocrpassercs B COOTBET-
crBun ¢ Mexayrapoasoii Aurensueii Creative Commons
«Atribution-NonCommercial-NoDetivatives» 4.0 (http://
creativecommons.otg/).

Pasperraercst KonupoBaHue, BOCIPOU3BEACHHIE U HC-
roap3oBanue onpocHuka TAND B OymaxkaOoM popmare
AAST HEKOMMEPYCECKUX LIEACH IIPH YCAOBUM HAAACKAIICH
CCBIAKH HA OPUIHUHAABHYIO paboTy, IPU 5TOM BHECCHUE
KaKHX-AHOO HM3MEHEHHMH B OHpPOCHHK 3amperreHo. [lo
IIOBOAY AIOOBIX BOIIPOCOB, CB3AHHBIX C HCIIOAB30OBAHU-
em onpocuuka TAND, mosxkaayiicra, k npodeccopy Petrus
de Vties (petrus.devries@uct.ac.za).
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OITYXOAHM BOKOBBIX JKEAYAOUKOB

Y BOABHBIX C TYBEPO3HBIM CKAEPO30OM:
AMATHOCTHKA 11 XV PYPTHTUECKOE
AEYEHUWE

C.K. IT'orEAbiEB, A.A. CatarmtH, M.FO. A0POSEEBA,
E.A. Xvxa4epA, A.I. Korriytos, B.M. O3EPOBA

Cybonendumansrian eucanmorxaenmoyran acmpoyumoma (CII'A) —
OIIyXOAB TOAOBHOIO MOS3TA Y IIAIINEHTOB C TYOEPO3HBIM
CKACPO30M, PACITOAOMKEHHAA y oTBepcTuii Monpo, Goace
5 MM B AHAMETPE, C TIOATBEP/KACHHEIM POCTOM, HAKAITAIBAIO-
mias korTpacTHb mperapar (Consensus Meeting for SEGA
and Epilepsy Management. 12 March 2012, Rome, Italy).
COI'A mpeacTaBasieT COBOH MEAACHHOPACTYIIYEO TAHOHEH-
POHAABHYIO OITYXOAB, HE CIIOCODHYIO K CITOHTAHHOM perpec-
cru. POCT OIyXOAH CBA3AH C PUCKOM PasBHTHA OCTPOH THAPO-
11ePaAAHH, ITOCACACTBHA KOTOPOH MOIYT OBITh (PATAABHBIMIL.
COr'A:
qarre HabAroparores mpu TSC2, wem mpu TSC1;
OOBIMHO HOABASFOTCA B Bo3pacte 4-10 Aer, HO HHOTAA BBIAB-
ASIFOTCSl AHTEHATAABHO HAHU B IIEPHOA HOBOPOKACHHOCTH;
IIPEUMYIIECTBEHHO PACIIOAATAIOTCA ¥ oTBepcTrsA MoHpo
(PEAKO — B 3aAHHX OTAEAAX TeAa DOKOBBIX JKEAYAOUKOB,
y BUCOYHEIX poroB, B III u IV skeayaouxax);
tparcopmanms COY B COI'A warrie Bcero mpoHCXOANT
B IIEPBBIC ABA ACCATUACTHSA KU3HH, ITINK — IIPHXOANTCS HA
IyOepPTATHEIA IIEPUOA, TPAHC(OPMAIINA MAAOBEPOATHA
C KOHIIA TPETBErO ACCATUACTISA *KU3HI;
COY ckopee tpancdopmupyercs B COI'A, ecan om:
B AHAMETpe Ooaee 5 MM, HE IOAHOCTBIO KAABITHHHPO-
BAH, PACIIOAOXKEH Y OTBepCTHA MOHPO M HaKAIAHBACT
KOHTPACTHBIN IIPEITapar;
OIIyXOAHM KPYTABIC HAM OBAABHEIC, B DOABIIIIHCTBE CAY-
9aeB He MH(PUABTPUPYIOT BEIIIECTBO MO3Ta; ¥ TPETH IIa-
IIUCHTOB MHOKECTBCHHEIC;
OIYXOAH AOOPOKAYCCTBCHHBIC M HE IEPEPOKAAIOTCA
B 3AOKAYCCTBCHHEIC;
pu yBeamdeHnH Anamerpa A0 10 Mm u Hoaee, omyxoAn
moryT Hapymars nupkyadruio CMIK u mpuBecti k mpo-
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IPECCUPYIOIIEMY YBEAUYICHHIO PA3MEPOB DOKOBBIX JKe-
AYAOYKOB U IIOBBIIIICHHIO BHYTPUYEPEITHOTO AABACHIIS;
* COV u COI'A rHCTOAOTHYECKN OAHOPOAHBL.

COV seBasrorca 6oaee uem y 90% 0Ooapubix ¢ TC,
oAHako, passurue COI'A ormewaercst Toapko B 5-20% Ha-
Haroacnnit’. Kannudeckne mposBACHUS OIyXOAEBOTO PO-
CTa BBIABAAIOTCA HanboAee dacto mmocae 10 aer, a cpeAHi
BO3PACT MAITUEHTOB COCTABASET OKOAO 13 AeT.

[Ipeamoaaraercs, uro COI'A fBASICTCA CIIPOAOAIKEHHEM»
passuras COV2 ['HCTOAOIMYECKHE XAPAKTEPUCTHKU Cy0d-
HeHAUMAABHBIX y3A0B 1 COT'A cxomu'.

COI'A mpeAcTaBAsiFOT COOON TPYIITY IMCTOAOTHIECKH
AODPOKAYECTBEHHBIX I OAHOPOAHBIX ITO CBOCH ITPHPOAE 00-
pasoBanuit. Poct COI'A oueHD MEAACHHBIN, MAAUTHUA3ALINSA
ObIBaeT KpaliHE PEAKO U PACCMATPUBACTCA KAK HCKAFOYCHME",
DBBIAM ONMCAHBI CAMHIYHBIC CAYYAd O3AOKAYECTBACHUA
COI'A u npespamenne ee B aHanaacrudeckyro COIA>C,
DaKTUYEKN OIYXOAM HUKOTAA HE METACTASHPYIOT .

OIyx0oAH PacIIoAararoTCs OKOAO OTBepcTHA MOHpPO € OA-
HOM MAM 2-X CTOPOH H B ITPOIIECCE POCTA IIPHUBOAAT K AUKBO-
POAMHAMHYECKHM HAPYIICHHAM. BBIAY MEAACHHOTO pOCTa
OIYXOAH, AQKE IAPINAABHOC HMX YAAACHHE IapaHTHPYCT
IIPOAOAKUTEABHBIN Oe3permANBHBL 11eproA’. 15-aeTmss
BBIKIBAECMOCTD Y OIIEPHPOBAHHBIX OOABHBIXCOCTABAsIET 80%0°.

Amarnos COI'A mpu IIOABACHHN IPHU3HAKOB BHYTPH-
YEPENHON TUIIEPTEH3NH HE IIPEACTABAAET TPYAHOCTEH
u Bepudurupyerca Ha ocHoBannu AaaHbeX KT o MPT.

B psae cAygaes ObIBaeT CAOKHO OTAHYUTH HEOOABIIINX
pasmepos COI'A B obaactu orBepcTust MOHPO U THIIHY-
veri COY, NPOrHO3ZHPOBATH TEMIIEL POCTA OOPA3OBAHUA
U OIIPEACAUTE CTPATEINIO BEACHHA IAIIMECHTA, T.C. BEIOPATh
XUPYPIUYECKOE BMEIIIATEABCTBO AN HADATOACHHE.

Auddepernmarpasiii amaraos COI'A ¢ Apyrumu orryxo-
ASIME HEOOXOAUM B TEX CAyYafAX, KOTAA OTCYTCTBYIOT KAAC-
CHYCCKUE IIPU3HAKH TYOEPO3HOTO CKACPO3a: HET THITHIHBIX
nerpuduxaros Ha KT man ty6epos ma MPT. Yarre Bcero
npuxoantcst Auddeperrmposars COI'A ¢ Hefiporromamy,
OCHOBHOHM AOKAAHBAITHEH KOTOPBIX TAaKKe ABAACTCH OOKO-
BOM JKCAYAOUCK H IIPO3pavHAs IEPEropoAka. B oramdane
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or COI'A, HellponuTOMBI OOABIIIE PAa3MEPOM, HCXOAHBIM
MECTOM HX POCTa ABAACTCA IIPO3padHAsi IIEPETOPOAKA, Te-
yeHHEe OOAE3HH OoAee OBICTPOE, BEIPAKEHHAS THAPOLIE-
paAms COITPOBOKAACTCA TICPUBEHTPUKYAAPHBIM OTCKOM.

DIIEHAUMOMBI OOBIMHO HCXOAAT U3 SIEHANMBI ODOKOBBIX
KEAYAOYKOB M PACIOAATAIOTCA B OOKOBBIX JKEAYAOUKAX
U IIPHACKAITIEM MO3TOBOM BEIIECTBE, COACPIKAT MHOMKE-
CTBCHHBIC KHCTHI, COITPOBOKAAIOTCS BBIPAYKCHHBIM ITCPUTY-
MOPAABHBIM OTEKOM.

XOpHOHATIAIIMAAOMEL, KAK IIPABHAO, PACIIOAArarOTCA
B ITOAOCTH OOKOBOTO *KEAYAOUKA, OTICTAHBO CBA3AHBI C COCY-
AVICTBIM CIIACTCHIEM, PABHOMEPHO HAKAIIAMBAIOT KOHTPACT-
HOE BEINECTBO, OOBIYHO HE MMEIOT KHUCTO3HBIX ITOAOCTEH
1 BCETAA COITPOBOMKAAIOTCS PA3BHTHEM THAPOICAATII.

Aas cBoeBpemerHoro sersiBacHus COI'A; pexomenayer-
¢ TpoBOAUTh AnHamudaeckue MPT mccaeaoBanus roaos-
HOro mosra: ecan Het mpusHakoB COI'A — 1 pas B 2-3 roaa;
npu Haamanun COI'A mposeaerme MPT pexkomeHAyeTcs
1 pas B roa; mpu 3apUKCHPOBAHHOM POCTE OIYXOAH — | pa3
B 6 mecsres. [1pu BomBaermn COI'A, MPT nccaeaoBanme
ITPOBOANTCS C BBCACHIEM KOHTPACTHOTO BEIIIECTBA.

Tpebosamusa k mposeacuuro MPT-uccaeaoBaHus: mIpu-
6op — me menee 1,5 Tecaa; ob6a3ateapro: T1 u T2-3Berren-
weie nsoOpaxkenus (TBI1,TBUN2), usobpakeHusa moay-
uyennsle ¢ noaasaeauem MPT-curaasa or Boasr — FLAIR).

ITocae AocTinkerHns mareHTOM Bo3pacta 30 AeT yrpossl
PasBHTHA OIYXOAH HE OTMedeHO. Heam B AmHAMBmKe 1O
sauHbIM MPT, ormewaercsa nporpeccuposarne COI'A (yse-
AnmdeHne ee 0ObeMa), AAKE B OTCYTCTBHH CHMITTOMOB BHY-
TPUYCPEIIHON THIIEPTEH3NH, HCOOXOAMMA KOHCYABTAIIHA
HEHPOXUPYPra AAf PEIIECHMA BOIPOCA O HEOOXOAHMMOCTH
HEHPOXUPYPIUIECKOTO BMeEIIATeAbCTBA. [Ipu HEBO3MOKHO-
CTH IIPOBEACHHA HEHPOXUPYPIHICCKOTO BMEIIATEABCTBA IIPH
nporpeccupobannn COI'A — Haznauenue ssepoanmyca’.

B xagecTBe HAAIOCTPAITHE HECOOXOAUMOCTH PEIYAAPHBIX
auHammgecknx MPT-uccaeAoBaHUIIA, AAS PETUCTPAIINHN ITO-
apaerns COI'A 1 HaDATOACHIEM 34 €€ POCTOM, IIPEACTABAC-
uel ABa KT-cHnmka 0AHOTO H TOTO ke pebeHKa B BO3pacTe

2u 7 aer (puc la, 6).
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6

Pucynox 1. COT'A — AnHAMHKA MHTPAKPAHHAABHBIX OOpPA3OBAHMIL:
a) KT B 2 roaa; ) KT'B 7 aer

Pannssa, A0 IMOABACHNA KAMHHYECKHUX CHMIITOMOB, AHa-
raoctrka COI'A BaKHA, TOCKOABKY IIO3BOAACT BHIITOAHHTH
ITOAHOE YAAACHHUE OIYXOAU AO ITOSIBACHHSA IIPH3HAKOB I10-
BBILLICHUA BHYTPUYEPEIIHOIO AABACHHA, CHU3HTH MHTPAO-
IIEPALIMOHHYIO ACTAABHOCTb M YaCTOTY ITOCAEOIIEPAIIHOH-
HBIX OCAOKHEHHI.

[Mpu Haamamu COI'A ¢ KAMHHYECKUMI IIPOSBACHHUAMH,
IIOKA32HO OIIEPATHBHOE ACYECHHE — YAAAECHHE OIIYXOAH.
He BriiBA€HHAA CBOEBPEMEHHO BHYTPHYEpEIIHAA THIIEP-
TeHsus, ooycaoBaeHHas COI'A, sBasercs mamboaee da-
cro#l mpuannon cmepta 60ApHBIX ¢ TC crapmre 10 aer.
Peaxas npuauna cMepTi — KPOBOU3AUAHHUE B OITYXOAD.

[Tokasauusmu k xupyprudeckomy AedeHuro COI'A sB-
ASFOTCS:

Ipu Geccummmonsrwom mewenuu CIOI'A pereHne o HeOO-
XOAHUMOCTH U CPOKE IPOBEACHHA OLEPATUBHOIO ACYCHHUA
IPUHUMAETC] HEHPOXHPYPIOM.

COI'A, npusedntan Kk noa6AeHUI KAUHUYECKUX CUMPIIOMOB:

* ITOABACHHE IIPU3HAKOB IIOBBIIIEHHOIO BHYTPHYEPEIIHOIO
AaBACHUSA (TOAOBHBIE DOAH, PBOTA; IOABACHUE OYATOBOM
HEBPOAOTHYECKOI CUMITTOMATHKH, YXYALLICHHE 3PEHUA);

* HAPYIIEHNA IIOBEACHUS;

® YXYAIIIEHHUE KOTHHTUBHON (DYHKIIUH;

® yJAIlIEHHE SIMACHTHYECKUX IIPUCTYIIOB.

Obocrosaruem 01a bosee parteo xupypeuteckozo YoaseHus onyxo i,
ABNAIOMICHA:
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1. Pocr onyxoAu U HOABACHUE KAMHHUYECKAX CHMITTOMOB
[TOCA€ IIPEAIIECTBYFOIIETO OECCHMIITOMHOIO TEYCHUSA
COI'A, BBHAY AOKaam3anny BOAU3K oTBepcTrs MOHpO,
COITPOBOKAAFOIIHICA PA3BUTHEM OOCTPYKIINMI, HAPYILIE-
HUAMU AHKBOPOANHAMUKH, BHYTPHIKEAYAOYIKOBOTO KPO-
BOTEYEHUS;

2. Pocr COT'A, cOmpOBOKAAIOIIUICA YXYAILICHUEM TeEde-
HUS SIIUAEIICHUL;

3. COI'A GoabIIOro pasmepa, KOTOPEIE MOIYT AepOpPMU-
posars orBepcTHe MOHPO, 9TO 3aTPYAHAET YAAACHHE
OIIyXOAH K TEMOCTA3 BO BPEMs OILIEPALIHH B HEITOCPEA-
CTBEHHOH OAH3OCTH APYTHX CTPYKTYP (CBOA, KAyAaAb-
HEBIC AADPA, SIICHANMA, MEXIKEAYAOUKOBAS IIEPETOPOAKA);

4. B GOABITHHCTBE CAYYIaEB OCAOKHEHHUA B IIOCACOIIEpPa-
LIMOHHOM IIEPHOAEC PA3BHUBAIOTCA IIPU BBIIOAHCHHM
OIlepallnK ACTAM C «CHMIITOMHBIM» TedeHnem COI'A
U IPH3HAKAMH IIOBBIIICHUS BHYTPHUYEPEIIHOIO AABAC-
HUSA UAH THAPOIIe(DaAHEH AO OIICPALIHHL.

B mocaeorepalimtoHHOM IIEPHOAE MOTYT HADAFOAATBCA CAC-
AVIOITIIE OCAOKHEHHUA: IpexoAaruit remumapes (10-12%),
croiikuii MoTtopHbI Acduiur (6-12,5%), BeIparkeHHDINH
nHTeAAEKTYaABHBI Achuiur (5%), KpoBOTEUEHHE, TPE-
OyroIue IIOBTOPHOIO XHPYPIHYIECKOTO BMEIINATEABCTBA
(13-20%), mmorepa spernsa (20%), ocTpas mocaeonepann-
ounaa ruapouedanus (10-20%). [IpoarorwkeHnHsr poct
OIIYXOAH BO3MOJKEH, €CAU OIIyXOAD OBIAA YAAACHA HE ITOA-
HOCTBIO (0CODOE PACIIOAOKEHHE HAH OOABIIOH pasMep).
[Ipr HHU3KOM pHCKE OCAOKHEHHH, OIEPAIHIO MOMKHO
poBecTy TOBTOpHO' ™!,

ITocaeorrepaltTHOHHBIX OCAOKHEHHUI MEHBIIIE U pPEie
Bo300OHOBAsIeTCA pocT COI'A, ecam:
* Bo3pact pebenka 11 aer u mensIIe;
* AMAMETP OMYXOAHM MEHee 3-X CM;
® €CAH OIIEPAIUsA IIPOBEACHA AO IIOABACHHUA OYATOBOMH He-
BPOAOTUYECKON CHMIITOMATHKIL.
B Tom cayuae, ecam HeHpOXHPYpPrUYIECKOE AeUEHHE
COI'A HEBO3MOKHO HAU COUPKEHO C DOABIINM PHCKOM,
ITAITHEHTAM HA3HAYACTCA IBEPOAUMYC.
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Coraacao wmemxayHapoarHomy koHcerncycy (Consensus
Meeting for SEGA and Epilepsy Management. 12 March
2012, Rome, ltaly), HasHadenne ssepoanmyca npu COI'A
rmokasaso maruenTaM, umerorum COI'A; accormmuposan-
HYIO C TyOCpPO3HBIM CKACPO30M, €CAH BEIIOAHEHHE OIICpa-
ITUH HEBO3MOKHO, 4 HIMECHHO!

* HAAMYNE ITPOTHBOIIOKA3AHNN K XUPYPIUYICCKOMY Acde-

HUIO (IIPOTHBOIIOKA3AHA AHECTE3HA HAU CAMO XHPYPIHU-

YECKOE BMEIITATEABCTBO);

HEBO3MOKHO PAAUKAABHOC YAAACHHNE OIIYXOAH;

ATUIINYIHAS AOKAAM3AIUA OIIyXOAM;
0cob0e PACIIOAOKEHHE OIYXOAH, KOIAA OIIEPALIUA MO-
AKET IIPUBECTH K OCAOKHCHUAM;

ATrPECCUBHBIA POCT OIYXOAH;

BO300OHOBAEGHHE POCTA OIYXOAHU IIOCAE YK€ IIPOBEACH-
HOU PEe3eKITHH;

OTKa3 OT IPOBEACHHA OIIEPALIUH.

AATOpUTM BBIOOPA MEKAY HEHPOXUPYPIUIECKAM BMe-
IIATEABCTBOM U HA3HAYCHHE 9BEPOAHMYCA IIPEACTABACH
Ha pucyske 10.

CyOamremauMaAbHOE 0Opa3oBaHME,
oTBevaroniee paanorpadpuueckum kpurepusm CHIA

| Beccumirromuoe teuenne | | CUMITTOMHOE TedeHne |

Y Y

HabGaroaenue

(kauamgeckoe + MPT) Xupyprirdeckas peseKius

v v

Crabunpmas Pacryrmas [Toanoe Herroanoe
COI'A COI'A VAAAECHIE VAAAEHTE
Xupypruaeckas HabAroacrue Crabuapnas || Pacrymas
pesexins (kamHHUeckoe + | | ocratounas || ocrarounas
MPT) OIIYXOAB OIIYVXOAB
Wurnburopsr Xupyprmaeckas | | arnburopst
mTOR DE3EKIus mTOR

Pucysok 16. AATOPHTM BHIOOPA MEKAY HEHPOXUPYPIUICCKUAM BMEIITa-
TEABCTBOM ¥ Ha3HAYEHHEM sBepoAnmyca y manuentos ¢ COT'A, oby-
CAOBAEHHBIX TyOEepO3HBIM cKAcpozom' .
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C 1989 o 2015 roaa 8 HUW mefipoxupyprun PAMH
OBIAM OOCACAOBAHEI H IIPOOIEpOoBaHbl 10 moBoAy COI'A
HAHM COIYTCTBYIOIIEH ruaporiecpasnu 59 marmueHToB ¢ Be-
puduimposanseM Auargozom TC.

Cpeannit Bospact martuentoB — 16,4 roaa (o1 4 Ao 47 Aer).
Aereit 65110 40, manmenToB crapre 16 aer — 19.

V Beex marmenToB Amarao3 TC oCHOBBIBAACA HA MEK-
AYHAPOAHBIX KPHUTEPHAX M OBIA B PAHIE «HECOMHEHHOIO
AVIATHO32».

IToBOAOM AAf ODpAIlICHHA B HMHCTUTYT OBIAO pPasBHTHE
THIEPTEH3HOHHOIO CHHAPOMA, ODYCAOBACHHOIO OOBEM-
HBIM OOPa30BAHIEM OOKOBOIO JKEAYAOUKA.

CpeAndAsi AaBHOCTH OOAC3HM OT MOMEHTA IIOSBACHHA
repBbix mpossacHnit TC AO pasBUTHA THIEPTECH3HOHHOMN
CHMITOMATHKI COCTABHAA B CPEAHEM 7 AeT. AaBHOCTH IH-
IIePTCH3NOHHON CHMIITOMATHKH BapbUPOBaAd OT 3 Mecs-
meB Ao 11 aer.

AeMeHTIHelt 1 SIHACITUICCKIME ITAPOKCU3MAME PA3AY-
HOI CTPYKTYpBI cTparanl 29 GOABHBIX. Y 6 DOABHBIX CHMII-
TOMATHYCCKASA SITHACIICHSA HE COIPOBOKAAAACH HAPYIIICHICM
nHTEAACKTA. MaHrdecTarms CyAOPOKHBIX IIPUCTYIIOB IPO-
HCXOAHAQ, B Bodpacte ot 1,5 mecaries Ao 12 aer, Dmuaercus
XapaKTEepH30BaAaCh (PAPMAKOPE3UCTEHTHOCTBIO. Koskubre
nposasAcHuA TC ObrAM BBIABACHBI y 27 IAIINEHTOB.

V 26 GoApHEIX HE OBIAO HU KOKHBIX IIPOABACHNN, HI
SMUACITUYCCKAX IIPUCTYIIOB, HU HAPYIIICHUN HHTCAACKTA.
Amarzos TC B 3TOH ITOATPYIIIIE ITAIIMEHTOB OBIA YCTAHOB-
AeH yike B MIHCTHTyTE Ha OCHOBAHHE PEHITCHOAOTHICCKON
KAPTHHBL H HACHTH(HKAITIH OIIyXOAN OOKOBOTO JKEAYAOYKA.

Ha KT COI'A mpeacraBasaa cobo# ovar mpakTude-
CKH H30HMHTCHCHBHON ITAOTHOCTH C BKAFOUYCHHUAMHU KAAB-
IIMHATOB, MHOTAZ M C MCAKHMH OYATAMH IIOHIDKCHHOI
IIAOTHOCTH 32 CYCT COACP/KAHMA KHCTO3HBIX KOMIIOHCH-
TOB (pHC. 22,0).

B 4-x mabaroAeHmAXx KHCTBI OBIAH OOABIINX pasMe-
POB H pacroaarasuck mo kparo omyxoan. KonrpactHOE
BEINECTBO HAKAITAHMBAAOCH B COAHMAHOH YaCTH OIIYXOAH
U CTEHKE KHCTEL. BO BCex cAy4afx BBIABAAAHUCH IIETPHPI-
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Pucynox 2. 4) KT ¢ kontpactabiM yenaenuem. COI'A B obaactu oT-
BepcraA MOHpPO CA€Ba, BU3YAAM3HPYETCA OYAr HEOOABIIHX PasMEpPOB
B 06AacTH oTBepcTHA MOHPO, pABHOMEPHO HAKAIIAMBAIOIINN KOHTPACT,
ymMepeHo BoipaxenHad ruaporedaand; §) KT ¢ koHTpacTHBIM ycrAeHH-
en. I'mranTckas omyxoAb GOKOBOIO KEAYAOUKA C KPYIIHBIMU IICTPH(IKA-
TAME, MHOKECTBEHHBIC CYO3ITCHANMAPHEIE IICTPU(PUKATE!

Pucynoxk 3. COT'A o6aactu otBepcTasi MOHPO M ITEPEAHETO pOTa Ipa-
BOro HOKOBOro xeayaouka: 4,6) KT Ao m mocae BBeACHHA KOHTpAcCTa:
M30ACHCHAS OIYXOAB, BBIPUKCHHASA ACHMMETPUYHAA THApOIedaAns;
6,2) MPT (T'1,T2) Ao BBeACHHA KOHTPACTHOIO BEIIICCTBA
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KATBl B CTCHKAX OOKOBBEIX JKEAJAOYKOB C HM3AIOOACHHOM
AOKaAmsanueil B obaactu orseperuit Moupo (puc. 3 a,6).
[Tpu MPT 8 T2 u T1 pekumMax OIyXOAb ObIAQ H3OHH-
TEHCHBHA TKAHH MO3TA C MEAKHMH KFCTO3HBIMHU ITOAOCTAME
B CTpOMe, KpyItHas KucTosHbIH, kKak u mpu KT, BeaBAcHa
B 4 cayuasx (puc. 3 B,T). KorTpacrHOe BertiectBo paBHOMEP-
HO HAKAIIAUBAAOCE B ITAOTHOH 9aCTH OIYXOAH, OUePINBAL
Kpa# OIYXOAH, IIPHUAEKAIITHI K MO3TOBBIM CTPYKTYPAM.

MP-romorpacus, o cpasuenuio ¢ KT, 6oaee mrdop-
MATUBHA B IIAQHE BU3YAAN3AIIIH TOIOIPAPUN OIIYXOAM.

COI'A y Bcex DOABHBIX PAaCIIOAAranach B ODAACTH OT-
Bepctus MOHpPO, ¢ OAHOH HAH ABYX CTOpOH. Aocruras
OOABIIIIX PA3MEPOB, OHI 3AaHIMAAN IIPAKTHICCKH BECh TIC-
peAHnit por GOKOBOIO JKEAYAOUKA, 3aXBATBIBAAM ODAACTB
IIPO3PAYHON IIEPETOPOAKH H MO3OAHCTOIO TEAd, IIPO-
HHUKAAH B 3 U IIPOTHBOIIOAO)KHBIH OOKOBOH KEAYAOUKHL
OnyxoAb HHPHUABTPUPOBAAA CTECHKY ODOKOBOTO KEAYAOUKA
B MECTE HCXOAHOIO pocta — y orBepcrus Monpo.

V rperu 6oabHBIX (36%0) OIYXOAHM OBIAM I'HIAHTCKHUX Pa3-
MepoB (Amamerp Hoaee 5 cm) (puc. 4 a,0), v 53% Amamerp
OIIyXOAH cOCTaBASIA 3-5 cM; 1 ToAbKO y 10% GoABHBIX OIIy-
XOAB OBIAA HEDOABIIINX PAa3MEPOB (AHAMETP MEHBIIIE 3 CM).
BriaBAena uerkas 3aBHCHMOCTD MEKAY pa3MEPaMH OIIYXO-
AW ¥ AABHOCTBEO DOAE3HH (TaOA. 1).

Pucynox 4. I'mranrtckas COI'A mpasoro 6okosoro u IIT skeayaouxa —
MPT (T1) 6e3 KOHTPACTHOTO YCHACHUSA: 2) AO OLIEPALIUH; §) IOCAE PAAH-
KAABHOTO YAAACHUSA OIyXOAH
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Tabmura 1.
32.BI/ICI/IMOCTb AABHOCTHU I‘I/IHCPTCHBHOHHOI‘/’I CUMIITOMATUKU 1 pZ.AI/IKaAI)-
HOCTH onepaunﬁ orT pasMepOB OHyXOAI/IZ

Pasmeper omyxoan

<3cMm 3-5 cm >5cm
Koa-Bo HabAroacHmIT 6(10,3%)  31(53,4%) 21 (36,2%)
’(Ar“iiiscm SEIDD E T 1 roa 1,5 ropa 2,7 rona
Toraabmas (N) 5 18 2
CyGroTtassnas (N) 1 9 6
Yacruanas (T) 0 4 13

I'maportedpanns, oOyCAOBACHHAS OAHO- HAH ABYCTO-
pOHHEeH oOcTpyKIueH orBepcTuil MOHPO ObIA2 BBIABACHA
B 54 cayuasx, u3 Hux B 39 HaOAIOACHHAX THAPOILIEDAANS
OBIAQ ACHIMMETPHUYHOMN, a B 15 — cummerpuanoit. Hecmo-
TP Ha BBIPAXKEHHOE PACIIHPEHHUE DOKOBBIX )KEAYAOUKOB,
[IEPUBEHTPUKYAAPHBIH OTeK ObIA BbIABACH B 20 cAy9asx,
YTO CBHAECTEABCTBOBAAO O OBICTPOM IIPOIPECCHPOBAHHIH
rporiecca. TOABKO ¥ 2 GOABHBIX PasMEpPBI JKEAYAOIKOBOK
CHCTEMBI OBIAU IIPAKTUYECKA B IIPEACAAX HOPMBI, XOTS BBI-
ABAAAACH UX HE3HAYHTEAbHAA acuMMeTpus. Kaunngeckue
HIPOSBACHHSA THUIIEPTEH3HOHHOIO CHHAPOM4 B 9THX 2-X
CAy4asx OBIAH OOYCAOBAEHBI IIPEXOAAIIECH OKKAIO3HEH
otBepcTus Moupo.

V 48 manueHTOB OBIAO IIPOBEACHO IIPAMOE XUPYPIHYE-
CKOE YAAACHHE OIYXOAH BHYTPIKEAYAOYKOBOH AOKAAN32-
nun. B 6 cAygaax 3ToMy IIPEAIIIECTBOBAAN AUKBOPOIITYHTH-
PYIOLIHE OIepPALINY, BEIIIOAHCHHBIE €IIe AO ITOCTYIIACHUSA
B nHCTUTYT. HeOOXOAUMOCTD Omepanuy Ha AMKBOPHOM CH-
CTEME AUKTOBAAACH TAXKEABIM COCTOAHUEM OOABHBIX B CBA3H
C BEIPA)KEHHOCTBIO TUIIEPTEH3HOHHON CUMIITOMATHKH.

B oAHOM HAOAFOACHHH XUPYPIHYECKOE ACUCHHIE OIPAHH-
YHAOCH TOABKO IIVHTHPYIOIIEH omepariueii (y peOeHka ObIA
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«BBIPAKCHHBII HHTEAACKTYABHBIH ACPUIIHTY H AAHUTEABHO
CyIIeCTByIOIIad (DAPMAKOPE3UCTCHTHAS SIIIACIICHA).
VAaACHIE OIYXOAM OCYIIECTBAAAOCH HEPE3 ICPEAHMIT
TpaHCKaAAe3HBIA Aoctyl (72,9%) (puc. 0), TPAaHCKOPTHKAAD-
=B AocTy (21,6%) man komMOueEIpoBaHHbIH AoCTyII (5,4%0).

PMCYHOK 6. TpaHCKaAAeaHbe/'I AOCTYII: zz) CXEMa TPAHCKAAAE3HOTO AO-
CTyITa, OOECIIEIHBAIOIIEIO AOCTYII ODOMM OOKOBBIM KeAyAOuKam; Mm-
TpaomepauoHHee  (POTO (BHA HEPE3 OIEPAITMOHHBIN MHKPOCKOIT;
6) OCYIIIECTBACH MEKITOAYIIAPHEINA ITOAXOA, BU3YAAH3HPOBAHO MO3OAU-
CTOE TEAO; 6) BBHIIIOAHEHA KAAAC3OTOMUSA, B TAYOMHE PAHBI — BEPXHHI
roaroc omyxoau (COI'A) B mpaBoM DOKOBOM KEAYAOUKE, 2) C HCIIOAB3O-
BAHHEM MHKPOXHPYPTIUYECKOM TEXHUKH IIPOBOAUTCHA YAAACHHE OITYXOAH
GOKOBOTO KEAYAOUKA

HaTpaonepalitOHHO MAKPOCKOITMYECKH OOBIYHO OIIy-
XOAb MMEAQ BHA XOPOIIIO OTIPAHHYEHHOIO y3Ad CEPO-PO-
30BOIO IIBETA, PACIOAOMKEHHOIO B ODAACTH OTBEPCTHA
Momnpo, ucxoAuAa U3 0OAACTH FOAOBKH XBOCTATOIO AAPA.
Komncucrennusa onyxoAn BappHpOBaAA: YaCTO OHA ObIAA
MATKAA U AETKO YXOAHAQ B BAKYYMHBI OTCOC, PEKE OHa
ObIAa DOAEE IIAOTHOH U YAAAAAACEH C TPYAOM.
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Peseknns OIyXOAHM OCYIIECTBAAAACH ITyTEM KYCKOBAHUSL
[lepBBIM 3TATIOM IIPAKTUYECKH BCETAA YAAAAAHM IICHTPAAD-
HYIO 94CThb OITYXOAH, IIPOU3BOAS Tak HasbBaeMeril debulking,
3aTEM YIKE YAAAAAUCEH AATEPAABHO PACITOAOKEHHBIEC OCTATKI.

Hecmotpst Ha aoOpokadectseHHbiE xapakrep COI'A,
B 30 CAy4asxX IIPHUAETAFOIIHE MO3LOBBIE CTPYKTYPBI OBIAH
NHAUABTPHPOBAHBI OIIYXOABIO. B Mecrax mubUABTpaIIH
SIIEHAMMA KEAYAOUKOB HE OIIPCACAAAACD.

B crpykrypy omyxoAm OBIAM BKAIOYEHBI COCYABI PasHO-
ro KaAnOpa, HEPEAKO KPYIIHBIE BEHO3HBIC COCYAbL Kpo-
BOCHAOKCHHE OIYXOAH OCYITICCTBASAOCH M3 MEAHAABHBIX
cTpHapHBbIX aprepuil bacceiina [IMA m GokoBBIX cTpHAp-
Helx aprepuil 6acceitara CMA. DTH COCYABI CO3AABAAU PHCK
3HAYUTEABHOIO KPOBOTCUCHUSA B IPOIIECCE YAAACHMSA OIIy-
XOAH, T.K. OHI BXOAHAH B OIIYXOAB CHH3Y H HE MOTAH OBITH
KOATYAUPOBAHBI AO YAAACHISA OOABITICH YACTH OIYXOAH.

[pu KoaryAsnuu 1 KAUIIHPOBAHII KPYITHBIX BEH IIPOSB-
AIAACHOCO0AAOCTOPOIKHOCTD B CBA3M CBO3MOKHBIM HAPYITIC-
HUEM KPOBOOOPAITICHUS B IIPUACKAIIIHX CTPYKIYPAX MO3I4,
B 94CTHOCTH, B TIOAKOPKOBHIX y3Aax. [IpH Bcex BO3MOMKHBIX
BAPHAHTAX PACIIPOCTPAHCHUA OIYXOAHM OAHOH M3 OCHOB-
HEIX 33A29 fBAAAOCH OCBOOOMAeHHE OTBepcTrs MOHPO
I COXPAaHCHHUCE BHYTPCHHHUX BEH MO3Ta M BEHO3HOIO YTAQ.

[Tocae yAaACHHA OIyXOAH, KaK IPABHAO, OOPa3OBEIBA-
AaCh OOABIIIHX Pa3MEPOB IOAOCTb. MO3r pesko 3amaaaa,
IIpO3pavHas IEPETOPOAKA TACTO BEITASACAA ITOBPCKACH-
HOM OIYXOABIO.

Mukpockonmaeckn omyxoab (COI'A) moctpoena us
KPYITHBIX KACTOK C OOMABHON 903MHO(HABHOMN IINTOIIAA3-
MO M 9KCIICHTPHYCCKH PACIOAOKCHHBIM AAPOM, BO3MOK-
HA MHOTOAACPHOCTh. B cyOsmeHAHMMAPHBIX aCTPOIINTAX
nMeeTcs OOABIIIOE KOAMIECTBO TOHKOCTEHHBIX COCYAOB Oe3
npoandepariue 9HAOTEAHA. OIMyXOAEBEIC KACTKI CKAOHHBI
dopmupoBate mepuBackyAdpHEe ckomAeHuA. Hecmorps
HA HAAHYHC MOAMMOP(HOAACPHBIX M TMTAHTCKUX KACTOK,
CyOSIIEHANMAPHEIC ITNTAHTOKACTOYHBIC ACTPOIIUTOMEL ABAf-
10TCA 20COAIOTHO AODpOKadecTBeHHBIMU. Bo Beex cayuasnx
OBIAH BEIIBACHBI CAMHHYHEIC (DUIYPEI MHTO30B, APYIHX
IIPU3HAKOB OMOAOTHYECKOH aTPECCHH HE BBIABACHO (pHC. 5).
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[Toayaennas Bo Bcex 0OpasIax, OKPAIIICHHEIX I€MATOK-
CHAHHOM H 5031HOM, THCTOAOTHYECKAS KAPTHHA OIIyXOACH
CYITICCTBEHHO HE PA3AMYIAAACE.

[IpoBeacHHOE HMMYHOIMCTOXHMHYECKOE —HCCACAOBA-
HIE II0Ka3aA0, 9TO HHAEKC medenud Ki-67 BapbupoBas
HE3HAYHTEABHO B IpepcAax 2-3%. Drmmporenn p53 Bo
BCeX 0OpasIax OTCyTCTBOBAA. DrmmporenH p 27 u pl14 Ovia
BBIABACH B IIOAABAAFOIIEM OOABINMHCTBE OIYXOACH, YTO
CBHAETEABCTBYCT O ACACIINN TCHA HAM SIIHICHCTHICCKOM
nHrnOupoBanuy. [IprsHaky anonrosa BBIABACHEI B CAU-
HIYHBIX KAETKAX U ero mHAeKC coctaBua <0,01%.

Bce mccaeaoBaHHBIC OOpPA3IEl ONYXOACH OKA3AAHCH
U IMMYHO(DEHOTUIINIECKH TOMOTCHHBIMU. AAf IIPOrHO32
TEMIIOB POCTA OIIYXOAH H OIIPCACACHHUSA €€ arpeCCUBHOCTH
HEOOXOAHMO AAQABHEHIIEE IIPOBEACHHE MOAEKYAAPHO-
IEHETHYECKUX 1 TEHETHYECKUX HCCACAOBAHUE.

OnyxoAb YA2AOCH YAAANTH HOAHOCTBIO B 43,1% cay-
9aeB, CyOTOTAABHOE YAAACHHE Ipou3BeAcHO B 27,6%,
vactuanoe — 29,3% (puc.3). PaaukaspHOCTH Olleparuu
B 3HAYMUTEABHON CTEIIECHH OIIPEAEAAAACH Pa3MEpPAMHU OIIy-
xoAn. ToTaapHOE yAaACHIIE OOPA3OBAHII pasMepoM Ooaee
5 cM yAaBaAoCh KpatiHe peAko (Tada. 1).

V 44 GOABHBIX IHIIEPTEH3HOHHBIN CHHAPOM IIOCAE OITe-
parfau OBICTPO PErPECCUPOBAA.

ITpoBeaeHHE IYHTHPYIOIMIHUX OIIEPAITHI ITOCAE yAAAe-
HEA OIYXOAH HOTPeOOBaAOCh B 6 caydanx. B 1 mabaroae-
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HUH, BBUAY HEIIOAHOTO VAQACHHSA OIIYXOAH, COXPAHAAACDH
oKKAro3us otBepcrud Monpo. B 3 caygasax mocae yaareHusn
OIIYXOAH U AUKBHAAITMH OKKAFO3HH AUKBOPHBIX ITyTEH pas-
BHAACH aPE30POTUBHAA COOOIIIAFOIIAACH THAPOLIC(DAAHS.

ITocneomnepallOHHEBIE OCIIOKHEHNS:

m pa3BUTHE OOABIIOH SIIHAYPAABHON I€MATOMEL, ITOTpE-
OOoBaBIIIEH PEBUSHH OLIECPAIIHOHHOI PAaHBI U YAAACHUEM
remaromsl (1 maruent);

m OOpa30OBAHME IE€MATOMEI B AOMKE YAAACHHOM OITyXOAU
CO CKOIIACHHEM KPOBH B IIOAOCTH OOKOBOIO KEAYAOUKA
(3 manmenTa), II0 IOBOAY Y€rO OBIAU IIPEALIPHHATEL I10-
BTOPHBIC XUPYPIIUECKHE BMEIIATEABCTBA (3 ITAITHEHTA);

® HH(EKITHOHHO-BOCIIAAUTEABHBIEC OCAOKHEHNA (2 Iaru-
€HTA, OAMH U3 HUX KOTOPBIX CKOHYAACH).

CpeAn OCAOKHEHHH CAEAYET OTMETHTH PA3BHTHE AMaB-
posa Ha oHE aTpoPUU 3PpUTEABHBIX HEPBOB (2 HabOArO-
ACHUSA), ITO OBIAO OOYCAOBAEHO IIPOBEACHHEM OIICPAIIHH
Ha oHe yiKe KpaliHe BRIPaKEHHBIX IIPOABACHHUH BHYTPUYC-
PEIHOM THIIEPTEH3UH, ITO COIIPOBOKAAAOCH OTEKOM AHC-
KOB 3PHTEABHBIX HEPBOB C KPOBOU3AMAHUAMU.

V 3 GOABHBIX B PAHHEM IIOCAEOIIEPAIINOHHOM IIEPHOAE
ITOABUAHCEH IIPU3HAKHA IIOPAKCHUA IHUPAMHAHBIX TPAKTOB,
OOYCAOBACHHEIE, BEPOATHO, HIIEMHYECKUMH H3MEHEHH-
Avmu. CIycTa MecAI] IIOCAE OIEPAIHH 3TH CHMIITOMBI pe-
IPECCHPOBAAML

Vaaserne COI'A HUKAK He CKa3BIBAAOCH HA CTPYKTYPE
U BBIPQKEHHOCTH HAPOKCH3MAABHOHN CUMIITOMATUKH H HH-
TEAAEKTYAABHBIX (DYHKIIHAX.

OTAaAeHHBIE PE3YABTATE ACICHUA ITPOCAEKEHHI B 31 cAy-
ugae. AAHTEABHOCTD KATAMHECTHYECKOIO HAOAIOACHHSA OT
6 mecanes Ao 10 aet, B cpeaHem 2,5 ToAa.

ITpoAOAKEHHBII POCT OIYXOAHU BBIABACH Y 4 OOABHEIX
B CPOKH OT 2 AO 6 A€T IIOCAE OIEPALINH, YTO KAMHIYIECKH
HIPOABHAOCH THIIEPTEH3HMOHHOH CHMIITOMATHKOH. Y BCeEX
U3 HUX IIEPBOHAYAABHO IIPOU3BEACHO AHIID IAPIIHAABHOE
yAaAeHHE OIyXOAH. Bee 4 GOABHBIX OBIAH IIOBTOPHO OIIE-
PHPOBAHEL IIO IIOBOAY IPOAOAKEHHOIO POCTA OIYXOAH,
IIOBTOPHOE YAAACHHE OITyXOAU OBIAO CYOTOTAABHBIM.
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3akimoueHne:

= YV DOABHBIX C TYOEPO3HBIM CKAEPO30M CYILECTBYET PHCK
PasBUTHA BHYTPHKEAYAOYKOBBIX OIIYXOAEH 00AACTH OT-
Bepcrust Morpo (COI'A), 4T0 KAMHHYECKH IIPOABAACTCH
PasBHTHEM OKKAIO3HMOHHONW CHMITTOMATHKH;

m Bce GoabHBIE € TYOEpO3HBIM CKAEPO30M HYKAAFOTCHA
B eskeroaHoM 1mposeaeHnu KT nan MPT umccaesoBamus
¢ neAbro BeisiBAcHIA COI'A Ha paHHHX 9TAIIAX;

m MeToAOM BEIOOpA B ACYCHHH OIYXOACH OOKOBBIX Ke-
AayaoukoB 1pu TC ABAAETCA XHPYPrHYECKOE YAAACHUE
OIIyXOAL;

» PaANKaABHOCTD YAAACHHA OITYXOAH COIPSKEHA C €€ Pas-
MepaMH. BeposTHOCTD TOTAABHOIO HAH CyOTOTAABHOTO
VAQACHHSA OITYXOAH HANOOABIIIAS IIPH Pa3MEPAX OIYXOAN
MeHee 5 cM.
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IIOPAKEHUE CEPALIA ITPU
TYBEPO3HOM CKAEPO3E Y AETEIN

B.B. BEPE3HMIIKAA, E.I'. BEPYEHKO

TybepOo3HBI CKAEPO3 — AyTOCOMHO-AOMHHATHTaA OO-
A€3HbB, AAl KOTOPOH XapaKTepPHO BO3ZHUKHOBEHHE FAMAPTOM
B Pa3AMYHBIX OpraHax. VI3sMeHeHms cepAeIHO-COCYAHCTOMN
CHICTEMEI ITPH TYOCPO3HOM CKACPO3€E IPOABAAIOTCA PA3BHU-
THEM pabAOMHOM cepAna. PabAOMIOMBI CepALIa OTHOCATCA
K OCHOBHBIM AMATHOCTHYECCKHM KPHTEPHAM TyOEPO3HOIO
ckaeposa. HepeAko cAyxaT HmepBBHIM KAHMHIYECKUM IIPH-
3HAKOM OOAC3HH, IPEAIICCTBYA ITOABACHHIO APYIHX CHM-
IITOMOB'?, TaK KaK OHH XOPOILIO AUATHOCTHPYIOTCSH BHYTPHY-
TPOOHO WPH IIAZHOBOM VABTPAa3BYKOBOM ODCACAOBAHIH
maoaa* (puc. 1). PabGaommoma siBasieTcss HanmbOOAEEe 9ACTO
BCTPEYACMOI B ACTCKOM BO3PACTE IIEPBHYHON OIYXOABIO
CepAlla: Ha ee AOAIO mpuxoAuTcs 36-42% oryxoAeH, BEIAB-
AfeMBbIX Ha ayToricuu 1 60-79% ITepBHYHBIX OITyXOACH CEPA-
112 B KAMHIUECKOI 11pakTuke””’. JacTora cAydacs cepACIHBIX
padaomuom cocrasasger 0,002-0,25% Bcex ayromcmit, 0,02-
0,08% cpean HOBOpPOKACHHBIX AcTei, a Taxxe 0,12% B mpe-
HaTaABHBIX 0030pax'’. Cpear Bcex M3MEHEHUIT CepALA, AH-
ArHOCTHPYEMEIX BO BPEMs IIPEHATAABHOIO YABTPa3BYKOBOIO
HCCACAOBAHNSA, 9ACTOTA pAGAOMUOM COCTAaBAAET OKOAO 1901,
Ha aoaro pabaommom mpuxoamures 75% Bcex OIMyXOAeH
CEPALIA, AMATHOCTUPYEMBIX Ha IIEPBOM T'OAY JKH3HH' .

[lpu BeABACHHE PaOAOMHOMEI y HOBOPOMKACHHOIO
B 51% — 81% — 96% cAy4aeB B AAABHEHIIIEM AHMATHOCTH-
pyroT TyOepo3HBLI CKAepo3™ 26 A py AmarnocTuke
TyOEpPO3HOTO CKAEPO3a IO APYruM IpusHakam B 48-67%
cAaygaeB obHapyuBaroTcs pabaommomsr cepana'™!’. Hawu-
boAee BBICOKAA HUACTOTA AMATHOCTHPOBAHMA PAOAOMEOM
CEPAIIa TIPH TyDEPO3HOM CKAEPO3e HAOAIOAACTCA ¥ HOBO-
poxaeHHEIX — A0 90%, y B3pocabix — 20%.

V Goaee 50% AeTell ¢ yCTAHOBACHHBIM AHATHO30M TyDe-
PO3HBII CKAEPO3 BPaYH IOATBEPKAAFOT CEMEMHEIE CAYYAN
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PucyHOK 1. DxokapArorpaMma IIAOAA YeTBIPeXKaMepHast To3ust Ha 27
HeAeAe recTanui. MHOKECTBEHHBIC TOMOICHHEIE PAOAOMIOMEI BU3YaAU-
3UPYIOTCH, BKAIOUAA 0ObeMHOE 0Opasosanne B rrpaBom rpeacepann (1),
pa6AOMI/IOM‘a B MEACKEAYAOUKOBOM IIEPETOPOAKE 2),s BEPXYIIIKE IIPABOIO
xeayaoura (3). LA aeBoe mpeacepane; LV aeBeril xmeayaodek; RA mpa-
Boe npeacepaue; RV mpaserit aeayaouek. (FAArocTparnus B3sTa U3 craTbu
Var-Cohen Y., Silka M.J., Sklansky M.S. Neonatal tuberous sclerosis and
multiple cardiac arrhythmias. Circulation.2007; 115: €395- ¢397)

3200A€BAHIA, 9TO 3HAYMT, YTO OAMH HAHU 004 POAHTCAS
MMEIOT MATKYIO bopMy TyOepo3HOro ckaeposa. B mexoro-
PBIX CAYYAfX AMATHO3 POAHUTCAAM CTABUTCH ITOCAC BBIABAC-
HUA PAOAOMIOM y PEOCHKA HAU ITAOAA. T MIT HACACAOBAHUSA
— ayTOCOMHO-AOMHHAHTHEIH. Aaf ocTaapHbIx 50% marru-
€HTOB IPUINHON OOAC3HU ABAACTCSH HOBAs MyTarus'®.
I'eneTryeckuil aHaAM3 BBIAIBAACT ABA TCHA, OTBETCTBCH-
HBIX 32 CHMITTOMOKOMIIAECKC TyOepo3HOro ckaeposa. TSC-
1 rex Ha xpomocome 9934 KoAMpyeT IPOTEHMH raMAPTHH,
n rer TSC-2 ma 16p13 xpomocome — 1yGepun’’. Dt Gea-
KH ABAAIOTCA TCHAME CYIIPECCOPAMH, PETYAHPYIOIIIMI
poct 1 AuPEepPEHITIPOBKY Pa3BUBAIOIINXCA KAPAITOMHO-
nuToB. OTMEYEHO, 9TO PabDAOMHOMEL HaIlle BCTPEYAIOTCA
npu myrtarua B TSC2 rene (54%), wem mpu TSC1 (20%).
Aas TSC2 myraruum xapaktepHbl OOAEE CEPbE3HBIE KAH-
HUYCCKHE IIPOABACHUSA, BO3MOXKHOE IIPOIPECCHPOBAHIE
6oaesan'’. Cropaamdeckoe BO3HHKHOBEHHE pabAOMH-
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OM B CEPAIE MOMKET OOBACHATHCA HM3MEHEHHEM (DYHKITHM
rena TSC2, He IPUBOAAIINM K PA3BUTHIO BCETO KOMITACKCA
TyOEpO3HOTO cKACpO3a™.

Krnuunko-mopdornorndeckue ocobeHHOCTH pabooMuoM
B [IETCKOM BO3pacTe

PabGAOMHOMBI OTHOCATCA K TaK HA3BIBACMBIM IAMApPTO-
mam (rpeu. Hamartia — ommOka, nsban; Tepmus B 1904 r.
npearokus Aapopext (E.Albrecht) — omyxoaeBuaHBIM
Y3AOBBIM OOPa30BAHUAM, IIPEACTABAAIOIIUM COOON TKaHe-
BYIO aHOMAAHIO Pa3BUTHA, BOSHHKAIOIIYIO B CBA3M C He-
HIPaBUABHBIM (DOPMUPOBAHIEM SMOPHIOHAABHBIX TKAHEBBIX
KOMIIAEKCOB. BHerHe paOAOMHOMBI MOIYT OBITH OKPYTAOH
HAH HEIPABUABHOH (DOPMEL, IIOXOMHMH Ha (IIBETHYIO
KaIIyCTy», BU3YAABHO BCEIAA YETKO OTACACHBL OT OKPYa-
FOImuX TKaHed (pumc. 2). XapaKkTepHsyroTcd, Kak IIPaBHAO,
CMEIIIAHHBIM HHTPA9KCTPAMYPAABHEIM (TAYOOKO IIPOHHKAS
B MHOKApPA JKEAYAOYKOB) HAHU 9KCTPAMYPAABHBIM POCTOM.
[To pasmepam pabAOMHOMEI BapbUPYIOT OT HECKOABKHX
MHAAHMETPOB AO HECKOABKHX CaHTHMETPOB. Hanboabmme
pasMepel, Kak aOCOAIOTHBIE, TAK U OTHOCHTEABHBIE, CBOM-
CTBEHHBI paOAOMHOMAM B HEOHATAABHOM IepuoAe. Orry-
XOAb HE HMEET KAIICYABI, YTO B CAydYde HCOOXOAHMOCTH
3ATPYAHACT UX PE3EKIIHIO. DTH HEOIAA3MEl HE IIPOABASAIOT
MUTOTHYCCKON aKTUBHOCTH M ATHUIIN3MA KACTOK, HIKOIA
HE MAAUTHHU3UPYIOTCHA U HE METACTA3UPYIOT.

Y

PucyHOK 2. MakponpemapaT cepama, pabAOMHOMa B BHAC OGEAOTO
yseaka B muokapae. (M3: Flood T.A., Veinot J. P. Cardiac Rhabdomyoma.
http://emedicine.medscape.com/article/ 1612571-overview)
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ITo koAmgecTBy pabAOMHOMATO3HBIE OOPA3OBAHIA MOIYT
OBITH B BUAC CAMHHYHBIX Y3AOB (PCAKO) MAN MHOKECTBCH-
HeMn (45-92%0)'?!. AoKaAMB0BaTBCA MOIYT BO BCEX OTAE-
AaX CepALa’™, BKAIOYAs KAAITAHHBIA armapat cepana®. Kax

IIPABHAO, OHI PACTIOAATAIOTCA B KEAYAOUKAX, YAITIE B ACBOM
axeayrouke (68-100%), gem B mpaBom (66-81%), B merkike-
AYAOUYKOBOII 1reperopoake (38%), Moryr oOHapyKHUBATHCA
B IAITMAAAPHBEIX MBIIIIIAX. B OodYeHp peAknx caygasx pab-
AOMHOMBI MOTYT AOKAAH30BATBHCA B IIpEACepAnAX (puc. 3),
B MEKIIPEACEPAHOH Ireperopoakxe (puc. 4), y cCOeAnHEHUA

Pucyrok 3. PaGaommoma GOKOBOH CTCHKH IIPABOTO IIPEACCPAUS
y peOeHKa ¢ TyDEpPO3HBIM CKACPO3OM. 7) 9XOKAPAHOIPAMMA U3 CyOIIIHra-
CTPAABHOIO AOCTYIIA, AAMHHAS OCh CEPALIA; §) U3 HECTAHAAPTHOM BEPXY-
IIEYHOM MTO3UIUH TT0 AAMHHOMN ocu [T/K

Pucynox 4. 3Oxokapamorpamma
OAMHOYHOM HEOOABIION PabAO-
MEOMEL B MEKIIPEACEPAHON IIepe-
rOpPOAKE (YKa3aHA CTPEAKOL).

@) B CTAHAAPTHOM aIIMKAABHOH de-
TBIPEXKAMEPHOII IO3UIHM; §) B pe-
sxumMe 3D pexoncTpykinn
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IIPABOTO TIPEACCPANSA C IOABIMU BCHAMH, a TAK/KC HA SITH-
KAPAMAABHON IToBepxHOCTH cepAaa® (puc. 5). Ilo cessu
C MHOKapAOM dHarre ObBaroT BHyTpuroroctHeMu (50%),
peKe Y3eAKH HOBOOOPa3oBaHUH AM(EDY3HO PacIIpoCTpaHs-
FOTCA 110 BeeMy MHOKApAY. CoAnTapHBIC PAOAOMUIOMEI Yarre
AOKAAMBYIOTCA B OOAACTH BEPXYIIKU CepAItd. UpesBeraaiino
peako Bcrpedarorca AUy3HbIE PAOAOMUOMBI, HAPYIIIAIO-
e paboTy CEpAIld MACCHBHOM ITAOXO COKPAITIAFOITICHCH
TKAHBIO U NMUTHPYIOLIHE KAPAHOMUOIATHIO™ (puc. 6, 7).

Pucynor 5. Dxokapamorpammer
B IIAPACTCPHAABHOH ITO3UIIMK ITO
AAMHHOM M KOPOTKOH OCH AKX,
GOABIITAs PAOAOMHOMA PACIIOAO-
KEHHAA  CyOSIIMKAPAHAABHO 32
HWKHEN, 3aAHEN 1 DOKOBOM CTEH-
kot AJK

Pucynoxk 6. Dxokapanorpammer pebenka ¢ andpysHOI pabAOMHOMOIT
AKX (ykasaHa CTpeAKOil): @) B HECTAHAAPTHOH aITMKAABHON ABYXKAMEp-
HOI IO3UIINH; () B CTAHAAPTHOH IaPaCTEPHAABHOM ITO3UIINU KOPOTKOM
OCH AEBOT'O JKEAYAOUKA HA YPOBHE IIAIMAAAPHBIX MBI C YETKOH Ipa-
HHUIIEH MEKAY 3AOPOBBIM MHOKAPAOM M TKAHBIO PAOAOMHOMEI (yKa3aHa
CTPEAKAMIT)
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I'mcrosormaecku  pabAOMHOMA  BBITASIAUT OTYETAUBO
OTTPAHIYECHHEIM OT HOPMAABHOIO MEOKAPAA Y3AOM, O3
KaricyAsI (puc. 8). XapakTepHbIM ABAACTCA HAATIUE IT1aYKO-
OOPa3HBIX» KACTOK ACTPOIIMTOB — YBEAMYCHHEIX OKPYTABIX
HAU IIOAUTOHAABHBIX, BAKYO AH3HPOBAHHEIX, HAITOAHCHHBIX
TAUKOICHOM, MYKOITOAHCAXAPUAAMH, C IICHTPAABHOPAC-
ITOAOKEHHBIM HAH 9KCIICHTPUYIHBIM AAPOM, 3CPHUCTOM
IIUTOIIAA3MOM, BCTPEUYATONTUMUCA B ITHTOIIAA3ME MHO(U-
OpHAAAMI C TIOIMEPEYHON HCYCPUCHHOCTBIO, M TOHKIMM

Pucynox 7. A u B. DXOKapAHOIpaMMa OTCACKHBAHMS ABHZKCHHSA TKA-
Heil B pesknme TkaHesoro caeAa (Tissue tracking): ) HopmaabHOE ABIAKE-
HIE TKAHCH C PACIIPEACACHUEM IBETA OT (PHOACTOBOIO B 6A3aABHOM OT-
ACAE KEAYAOUKOB (COOTBETCTBYET MAKCUMAABHOM AMITAHTYAE ABH/KCHHA
10-12 Mm) A0 GeAOro IBeTa B OOAACTH BEPXYIIKU (COOTBETCTBYET MIHIH-
MAABHOH aMIAHTYAC ABHZKCHUH); §) PE3KOE HAPYIICHNE ABI/KCHIA TKAHEH
AEBOTO KEAYAOUKA TPH AH(PEDY3HOI PaOAOMUOME ACBOTO KEAYAOUKA
(sKeATO-OpaHIKEBAA OKPACKA) HA (DOHE HOPMAABHOTO ABHZKEHHSA MHOKAPAA
IIPABOTO KEAYAOUKA ((PHOACTOBBII IBET B GA3aABHEIX OTACAAX)

il 1 - : : c i
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E : .‘ .'.-_-' - _'_: .-_'. - ,E =il i o
PucyHOK 8. 'mcrorormueckue npemaparbl pabAOMHOMEL a) OLYXOAb
3aHFMACT ACBYIO YaCTh M30OPAKCHMS, KACTKH PabAOMHOMBI XOPOIIIO
OTAHUMHMBL OT HOPMAABHOIO MHOKAPAR; §) THILHYHbIE «IIaAYKOOODPA3HBIE»
kaetkn. (M3: Flood T.A., Veinot J. P. Cardiac Rhabdomyoma. http://
emedicine.medscape.com/article/ 1612571-overview)

159



160 TyGepo3HbI CKIIEPO3

303MHO(MUABHEIMI BBITAXKCHIAMI ITHTOITAA3MEI, HAYIIIIMI
OT fAIAPA K KACTOYHOH MemOpare. Kaerkn ma mpemaparax
BBITAfIAT CO CBETAOM ITUTOIIAA3MON H3-32 IOTEPU TAHKO-
reHA IIPH CTAHAAPTHON TEXHHKE H3TOTOBACHIA ITPEIapara.
DTU KACTKH TIPEACTABAAIOT COOOHM ACTCHEPHPOBAHHEIE
pabaomuortel. OHH MOTYT BBIABASATBCA HEOOABIITUME
CKOIIACHUAMH B MHOKAPAC HAH TPYIIIHPOBATHECA € 0Opaso-
BaHueM OOABIIIX y3A0B. «llaykooOpasHBIE» KACTKHM OKpY-
’KEHBI HOPMAABHBIMH KAPAMOMHOLIITAMI™.

ITpu 2AeKTPOHHOM MHKPOCKOIIMM ITHTOIIAA3Ma KAETOK
PabAOMIOMEI HATIOAHEHA TAHKOTCHOM M MEAKHMH MHTO-
XOHAPHAMH, ¢ OEAHO pa3BUTBHIME T-TyOyAaamu u pparmeH-
THPOBAHHBIMI CAPKOMEPAMU™.

VIMMYHOTHCTOXUMUYICCKH KACTKH PAOAOMIOMEIL ITPOSB-
ASIFOT CHABHYIO 9KCIIPECCHIO K MAPKEPaM IIOIEPEIHO-IIO-
AOCATOM MBIIIIIIEI, BKATOYAS AKTHH, MHOTAOOMH, BUMCHTHH,
AecMuH. TarKe OMPEACASIOTCH ITOAOKUTCABHBIC PCAKITHI
Ha YOUXHTHH, raMapTHH U TyOeprnH. Mapkepsl mmpoAaunde-
parun, Takue kak MIB-1, orpumareapmsr.

OcOoDEHHOCTH XHUMITYECKOTO COCTaBa TKAHNI PabAOMH-
OMBI AQIOT XAPAKTCPHYIO AMATHOCTHYCCKYIO KAPTHHY IIPH
IIPOBEACHHI KOMIIBIOTCPHOM TOMOIPapri: TKAHE OITYXOAH
CXOAHA TIO XAPAKTCPUCTHKE C MUOKAPAOM IIPH TAMKOIECHO3E
II Trmma 3a cuer HakomAeHus rauKoreHa”. Boabime pabao-
MHOMBI H3PEAKA IIPETEPIICBAIOT JKUPOBOE ITCPEPOKACHIIE.
®ubpos u karbrIUKAIIIA PAOAOMUOM BCTPEIAIOTCA PEAKO.

3amedeHo, 9TO PADAOMHOMBI CEPAIIA ITAOAQ, KAK ITPABU-
AO, DBICTPO YBEAHUHBAIOTCA BO BPEMsA BTOPOH IIOAOBIHEI
OepeMEHHOCTH, AOCTHTAA MAKCUMAABHBIX BEAHYHH K 32 He-
ACAE TECTAITHH, 3AMCAAAA CBOH POCT K MOMEHTY POKACHUA,
U OCTAHABAHBAIOTCA B POCTE ITOCAC POKACHHA. 3aTEM OHM
ITIOCTEIIEHHO YMEHbIIaroTcA B pasmepax (B 50% cayuaes)
U CO BpeMeHeM AaxKe MoryT mcuesars (A0 18% caywaes)'’
MaAeHBKHE OIYyXOAH OOBIMHO PACTYT IPOIOPIIHOHAABHO
POCTY ITAOAQ, DOABIIIIE MOTYT PACTH OBICTPEE U IIPHBOAHTH
K ODCTPYKIIIH KPOBOTOKA, CEPACIHON HEAOCTATOYHOCTH M
HEMMMYHHOM BOASIHKE ITAOAA. Perpeccus omyxoan 0ObIMHO
IIPOUCXOAHT B paHHEM Bozpacte: A0 4 aer B 70%, B Goaee
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CTAapIIEM BO3PACTE IIOABEPTacTCA OOPATHOMY Pa3BHTHIO
anmb 17% onyxoaeir™?. Perpecc onyxoaeil MOMKET Ha-
OAIOAATBCA KAK B pa3Mepe, TAK U B UX KoAmdecTse. Bo3aMoxk-
HOC PETPECCHPOBAHNE OIMYXOAN HE 3aBUCHT OT HAYAABHBIX
pa3sMepoB, ducAa U AoKaausaruu. (puc. 9). Poct pabaomu-
OM KOHTPOAUPYETCA PEIYAATOPHBIMI OCAKAMI — rAMApTH-
HOM H TyOepuHOM. [Tocae 32 HeaeAH recTaniny B KAETKAxX
PabAOMIOMEI 3AITyCKAETCS ITPOIECC ATIOITO3a ITOA BO3ACH-
CTBHEM PEIYAATOPHOIO IIPOTCHHA YOHMXHTHHA, IIPECACTAB-
AEHHOTO B OOABIIIOM KOAHYECTBE B PAAOMUOME. Y OHXHTHH
CTUMYAHPYET paciiap MHOMHAAMECHTOB, 4 HAYABIIIHICA
aIToIITO3 IIPUBOAUT PEIPECCHH OIYXOAH™.

Pucynok 9. DxokapanorpaMma U3 IapacTepHAABHON ITO3UIIMH AAMH-
moit ocn AJK; AmHAMIKa aOCOAFOTHBIX M OTHOCHTEABHBIX Pa3MEpOB
pabaomuonmsr BeBOAHOTO Tpakra AJK: @) Bospacr pebenka 5 mecsries,
6) Bospact 3,5 roaa

OmHcaHo IPOrpecCHPOBAHUE C YBEAHHYCHHEM PAa3MEPOB
AW BOSHHKHOBEHHEM HOBEIX OITyXOA€H (3,9%0) y AmII 2KeH-
CKOTO II0A2 B IIyOEPTATHOM IIepHOAE'’, ITO IIPEAIIOAOKH-
TEABHO OOBACHACTCA TOPMOHAABHON IIEPECTPOIKON B 9TOM
BO3pACTe, AHAAOTHYHOH HA IIMKE POCTa PabAOMHOM B 2-M
TpUMecTpe OGepeMeHHOCTH Ha (POHE BO3ACHCTBHUA MATEPUH-
CKHX TPAHCIIAALICHTAPHBIX 3CTPOICHOB.

ImarsocTyKa pabioM1oM B IIeAMaTPun

Buyrpuyrpobnas anarnocruka pabAOMIOM ABAAETCA Py-
THHHBIM IIPEHATAABHBIM YABTPa3BYKOBEIM OOCACAOBAHIEM,
KOTOpPOE IIO3BOASIET BBIABHTH OIIYXOAB CEPALIA HAYHHAS
¢ 20-21 meaeam recrarumu. PabOAOMHOMEI Ha YABTpa3sByKe
B HEOHATAABHOM IIEPUOAE U B IIEPBBIE FOABI JKU3HU PeOCHKA
BU3YAAH3UPYIOTCA KAK OIPAHUYEHHBIE T'OMOICHHEIE OOpa-
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30BaHHA B IIOAOCTAX CCPALIA HAU B MHOKAPAE OOACE BEICO-
KOH 9XOIE€HHOCTH IO CPaBHEHHIO ¢ MHOKapAoM (puc. 10).
BriocaeacTBIH IPH AAMTEABHOM AMHAMHYECKOM YABTPA3-
BYKOBOM HAOAIOACHUM B OOABIINHCTBE CAydacB Ha (POHE
perpeccun pabAOMHIOM OHM IIPETEPIICBAIOT BHAMMBIC H3-
MEHCHHSA 1 Y CTAPIINX ACTEH OOBIYHO BBITAAAAT HEOOABIITH-
MU THIIEPIXOTCHHBIME OOPA30BAHUAME B TOAITIC MHOKAPAA,
IIPUACTAIOIINMI K HEMY, MAM B BUAC MECAKHX BKPAITACHEH
B TPabEKYABI :KeAyAOUKOB (puc. 11).

Bo Bcex cayuafsx BHYTpHYTPOOHON AHATHOCTUKA OITYXO-
AH y HOBOPO’KACHHOTO AOAMKCH OBITH HCKAIOUCH TyOEpO3-
HBIH CKACPO3 A@XKE IIPH OTCYTCTBUH CEMEHHOTO aHAMHE3A
7. HeGoABIIME OIIyXOAHM MOTYT OBITH HE BUAHBL AO 22 HEAC-
AU TECTAITHH, TIO9TOMY €CAH HU3BECTHA CEMEHHAS HCTOPHA,
peKOoMeHAOBaHO cepuiinoe nosropuoe Y3 uepes 4 mHeae-
An HaguHad ¢ 20-22 HeA€AH, C OCOOBIM aKIIEHTOM Ha CEPA-
Ie, HepBHYIO crucremy u moukn. Heobxoammo ompeaeants
KOAMYECTBO OITYXOACH, AOKAAH3AIIHIO, PA3MEPHI, TOTCHIIU-

Pucynox 10. Dxokapamorpamma
B HECTAHAAPTHOM aITMKAABHOH de-
TBIpEXKAMEpHOI mosunuu. Muo-
’KECTBEHHBIE PAOAOMHOMEI PA3AMY-
HBIX Pa3MEPOB B IIPABOM U ACBOM
KEAYAOUKAX (VKA3AHBI CTPEAKAMIT)
y pebenxka 6 MecsIes

Pucyrox 11. DxokapAmorpammsr ACTEHl MOAPOCTKOBOTO BO3pacTa.
@) CTAaHAAPTHAS aluKaAbHAA 4-X KaMmepHas HosunwusdA, pebeHok 16 aAer;
runepaxoreHHas pabAoMuoma B TpabekyAe Bepxyrearoro otaeaa AJK.
) HecTaHAAPTHAA BEpXyIleuHas rosunus AAuHHON ocu 17K, pebenok
14 aet , runepaxorennas pabaoMuOMa B TpabexyAax sepxyrkn [1T7K
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AABHYIO BO3MOKHOCTB BBI3BATH OOCTPYKIIHIO KPOBOTOKA M
Hapymrenue yHkiun cepana. HebaaronpuarHeim cuamra-
eTcA BBIAIBACHHE pabaoMuoM 6oaee 2 cM B Anamerpe. Tak-
’Ke HEOOXOANMO OIEHHTh PHUTM CEPAIA AAS HCKAIOYCHHA
APUTMIH, TAXUKAPAIH HAL OAOKAABL.

Tak kKak OOABIINHCTBO PaOAOMHOM ABASIOTCA MHOMKE-
CTBEHHBIMH, ITOATBECPKACHHE XaPaKTEpa OIYXOAU M AHa-
rHO3a «TyOEPO3HBIA CKACPO3» B OTHUX CAYIaAX HECOMHEHHO
>15, Takxe IOA-
TBEPIKAAIOT PAOAOMHMOMY MHOKCCTBEHHEIC HMAM OAHMHOY-
HBIC OITYXOAH B COYCTAHNU C ITIOPAKECHUEM APYIUX OPraHOB
(eHTpaAbHAs HEPBHAs CHCTEMa, IIOYKH, KOKa). AmarHos
HECOMHCHEH U B CAy9Ae OAMHOYHOM OITYXOAH B COYCTAHIM
C ceMelHBIM aHAMHE30M TyOeposHoro ckaeposa®. Vera
HOBACHHCE OCHOBHOTO AMATHO3a «TYOCPO3HBIH CKACPO3»
ABTOMATHYCCKU OIIPEACASICT ITPOTHO3 OIYXOAH CEPAIIA.
AOIOAHHTEABHAA AUATHOCTHKA IIPOBOAUTCA B CAYIAE KAH-
HUYECKHA 3HAYUMOH OAMHOYHOI ONYXOAM M OTCYTCTBHA
YBEPEHHOCTH B AHATHO3C TyOEPO3HBIH CKACPO3.

ITpu mpoBeAeHUH YABTPA3BYKOBOM AMATHOCTHKH MOTYT
BO3HHKATh TPYAHOCTH B ITOHCKE PAOAOMHOM. DTO CBA3AHO
KAK C TEXHMYCCKUMU OCOOCHHOCTAMU PA3ANYHBIX AIlIla-

U BO3MOYKHO 0O€3 THCTOAOIMYECKOTO AHAAU3A

PaTOB M HAAMYHEM COOTBETCTBYIOIIHX AATYHKOB, TAK H
C KBAAMDHUKAIIUEH 1 OIBITOM Bpada-HCCACAOBATEARL AAM
OoAee KOHTPACTHOH BHU3YAAH3AIUN PADAOMHOM MOKET
OBITH ITOAC3HBIM HCCACAOBAHIE HA HECKOABKHX YACTOTAX,
AOIIOAHHUTEABHOC HCIIOAB30BAHME DOAEE BEICOKHMX UaCTOT-
HEIX XAPAKTEPUCTUK AATINKA M PEIKIMA BTOPOH TAPMOHIKH
(puc. 12). He Bceraa BO3MOMKHO YBHAETH MEAKHE OIIyXOAE-
BHAHBIC OOPAa30BAHUA, OCOOCHHO B YYACTKAX MHOKAPAQ,
OOBIYHO TPYAHOAOCTYIIHBIX AAfl 9XOKAPAHOIPAUIECKOH
BU3YAAU3AIIHIL.

Kowmmerorepraa Tomorpadpusa (KT) u marmmrHO-pe-
sonancHad Tomorpadpus (MPT), obrasas BeICOKHM IpoO-
CTPAHCTBEHHBIM U KOHTPACTHBIM Pa3pPEIICHHCM, ITO3BOAA-
IOT YTOYHHUTH AOKAAHM3AIIMIO M KOAHYCCTBO PabAOMIIOM,
KOTOPBIX HEPEAKO OKA3BIBACTCH OOABIIIE, UCM IO AAHHBIM
VABTPa3BYKOBOTO HCCAeAOBaHMs™ 2220231 Do ocobenno
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Pucyrok 12. a) DxokapAnOrpaMmMa B CTAaHAAPTHON AIIMKAABHOMN ve-
TprCXKaI\KCpHOI;.I IIO3UNOu: — B OOBIIHOM pCH(I/II\{C (“IﬁCTOTﬂ. AATYHUKA
4,1 MI'm): HCOAHOPOAHOCTD 9XO-CIPYKTYpHI Muokapaa AZK, moaospe-
HUC HA pa6AOMHOMy B 0232ABHOM CErMEHTE I\KC}K}KCAYAO"IKOBOEI HCp@I'()*
POAKH U B IIAITHAASAPHOM MBIIIIIIE; 6, §) DXOKAPAMOTPAMMA B CTAHAAPTHOMH
AMUKAABHON "ICTI)IPCXK&I\{CPH()ﬁ IIO3UITNU: B I'ﬁpNIOHI/I"ICCKOM pC)KI/H\iC
(aacroTa Aaramka 7,2/3,6MI'r), OTICTANBO BH3YAAMBHPYIOTCS MHOMKE-
CTBCHHBIC pﬁGAON{I/IOMI)I BAXB HaHHAA}[pHI)IX MBbIIINAX My OCHOBAHUSA
Tpa6eI<y/\ B 0a32ABHOM CETMEHTE Me)K)KCAyAO‘{KOBOﬁ IIEPETOPOAKH,
B Tpabekyaax Bepxymkn [T/K

BAKHO B CAyYaAX IIAAHHPOBAHMA XHPYPIUIECKOIO BMEIIIa-
TeAbcTBa. HepeAko mpu 910M AOIIOAHHTEABHO BBIABAAIOTCA
00pasoBaHusA B 30HAX, ITAOXO AOCTYIIHBIX Ha YABTPa3BYKO-
BOM HCCAGAOBAHHUU — Y CBOOOAHOM CTEHKH IIPABOIO JKEAY-
AOHUKa, B OOAACTH BEPXYILKH IIPABOTO KeAYAOUKa™. Basmas
nadopManui — OIPEACACHHE CTEHEHU PACIPOCTPAHEHUA
B MHOKAPA, ITOCKOABKY 9TH METOAHKH ITO3BOASIOT OIIPEAE-
AUTB IPaHUITY OIyXOAH u pabouero mmokapaa®. [Tpm KT
1 MPT MOKHO AOIIOAHHTEABHO ITOAYYIHTD TKAHEBYIO XapaK-
TEPUCTUKY OIIYXOAH, YTO OCOOCHHO BAKHO B AU depeHIin-
AABHOM AMaTHOCTHKE C APYTUMH BuAAME onyxoAei~. Ha KT
pabAOMIOMA IMEET DOABIIYIO ITAOTHOCTD IO CPABHEHIIO C
muokapaom®. Ha MPT paGAaoMHOMa BH3YaAH3HPYETCS KK
obpasoanne ¢ nsomuTeHCHBHBIM MP-curaasom ma T1 u
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HAPACTAHNEM HHTEHCHBHOCTH CHTHAAQ OT OIYXOAH Ha T2
[IOCACAOBATEABHOCTI . DTH METOABL TAKKE IIO3BOASEOT BBI-
ABAATD BOBACYCHIE TOAOBHOI'O MO3I4, ITOYEK, IICUCHIL.

Hanboaee wacrto mnpuxoantca AnddepeHIHpOoBaTh
pabaomMuoMEL ¢ (PUOPOMOIL, BTOPOH II0 9aCTOTE BCTpEYa-
emMocTH omyxoAH y Aereil. Cepaeunble (PHOPOMBL pacio-
AOKEHBI B MUOKapA€E (OOBIMHO JKEAYAOUKE) U YACTO BBICTY-
aroT B IpocBeT Kamepsl. OHH ABASIOTCH IAOTHBIMH HAH
5AACTHYHBIMH, HE HMEIOT IIPU3HAKOB KPOBOU3AUAHUA UAK
HEKpO3a. B TKaHH OOBIYHO IIPHUCYTCTBYIOT KAABLII(DHKATEL
Muxkpockormdaeckue IpusHakn (GUOPOMBI BKAIOYAIOT Ha-
AHYME HAOTHBIX (prOPOOAACTOB 1 KOAAATEHA. DAACTHIHBIC
BOAOKHA MOTYT OBITh MACHTH(PUITHPOBAHBI C HCITIOAB30BA-
HHUEM CIEIMAABHBIX KPACHTEACH ™.

Apyrue IepBUYHBIEC OIYXOAH CEPALIA IIAOAL BKAIOYAIOT
MHKCOMY, TEPATOMY M TeMaHTHOMYy>. MHKCOMBI SBASFOT-
Cfl IIPOH3BOAHBIMH SHAOKAPAQ, HE IIPOHUKAIOT B TOALLY
MHOKApA2, OOBIMHO PACIIOAATarOTCA B A€BOM IIPEACEPAHH
CO CTOPOHBI MEKIIPEACEPAHOM IIEPETOPOAKH, MOTYT OBITH
IIAOTHBIMA U AOABYATBIMI HAU PBIXABIM JKEAC3UCTBIMHU
¢ HenpaBUAbHOH dopmoit. OHU yMEPEHHO 5XOI€HHBI Ha
YABTPa3BYKOBOM HCCAeAOBaHNN. KAETKH MHKCOMBI 00OAa-
AAIOT OOMABHON 503MHO(PUABHOH ITUTOIIAA3MON 1 IMEIOT
HEYETKHE TPAHHUIIBI KACTOK. XapakTepHbl (hHOPO3, KAABLIN-
HO3 U TpomM003, B 10% cayuaeB HAOAFOAAFOTCH IIPU3HAKH
SKCTPAMEAYAAAPHOIO KPOBETBOPEHUA.

TepaToMBl ABAAIOTCA SKCTPAKAPAHAABHEIMH MAaCCAMH,
PACIIOAOKEHBI B IIOAOCTH IEPHUKAPAA M, KAK IIPABHAO,
COIIPOBOMKAAIOTCA 9KCCYAATHBHBIM IepUKapAHTOM. OHH
COCTOAT M3 KOMIIAEKCA KHCTO3HBIX M TBEPABIX KOMIIOHEH-
TOB. Ha rucroAornn BBIABAAFOTCA 3PEABIE IIPOM3BOAHEBIC
BCEX 3aPOABIIIEBBIX AHCTKOB (3HTOAEPMEI, 3KTOAEPMBI
1 ME3OAEPMBI): CKEAETHBIE MBIIIIIEL, XPAIIY, TKAHD IIe€Ye-
HH, ITOAXKEAYAOYHOI KeAE3bl U APYIH€ KOMIIOHEHTBI, KO-
TOPBIE MOTYT OBITH ACTKO HACHTH(HUIINPOBAHBI HA YABTPA-
coHorpacdum.

CepAedHbIE TEMAHTHOMBI MOIYT HAOAFOAATBCA B AFOOOI
KaMepe, JaIle B IpaBoM Ipeacepaun. Mx mukpockomn-
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Yeckre 0COOEHHOCTH pasHOOOpasHeL. CepAeUHbIE reMaH-
THOMBI MOIYT COCTOATh H3 HECKOABKHX TOHKOCTCHHBIX
SKTA3UPOBAHHBIX COCYAOB (KABEPHO3HBIC TI'CMAHIFIOMBI),
HECKOABKO 0OACE MEAKHX KAIIHAASPOIOAOOHBIX COCYAOB
(KarTAAApHAA TEMAHTIOMA) MAHM TOACTOCTECHHBIX AMICITAQ-
3UPOBAHHBIX APTEPHH, KAIIMAAAPOB M BEHOIIOAODHBIX CO-
CyAOB (apTepHOBEHO3HAs reMaHrumoma). Moryr OBITB Kak
HHTPAMYPAABHBIMH, TaK M SHAOKapAmaspHbeiMu. Ha V3M
TEMAHTHOMBl ~ACMOHCTPHPYIOT ~CAOXKHYIO 9XOI€HHOCTb
C KHMCTO3HBIMH H IIAOTHBIMH OOAACTAMM, C ITPH3HAKAMI
OOBI3BECTBACHUS.

Knunnyeckye nposBieHns pabgoMuoMel
ceppnlia y meTen

IIpeobaaaarormee GoapmmucTBO Acteit (50-80%) ¢ TyOe-
PO3HBIM CKAEPO30M U AOKYMCHTHPOBAHHBIME IIPH POXKAC-
HUH PAOAOMEOMAMIE HE UMCIOT KAMHIYCCKHUX IIPOSBACHUI
co cropous! cepana’ . KAauHndgeckne CUMIITOMBL pabAOMHE-
OM y ACTEH PasAMYHBI B 3aBUCHMOCTH OT BO3PACTA, OTHO-
CHTEABHBIX PA3MEPOB U AOKAAM3AINHU OIYXOAH. OCHOBHEIC
CHMIITOMBI — CEPACYHAA HEAOCTATOUHOCTE (B 5,4% cay-
9aeB), IIPEACEPAHBIE U KEAYAOUKOBBIe apurvmun (23%)"
1 OAOKAABI cepala, Iymsl (14,9%0), :KHAKOCTD B IIepUKap-
A€, KAPAMOMETAANS; OIIHCAHBI CMEPTECABHBIC CAYYAM, KAK OT
CEPACYHON HEAOCTATOYHOCTH, TAK M Ha (DOHE HAPYIIICHEA
CCPACYHOIO PUTMA, BKAIOYAS BHYTPUYTPOOHYIO IHOEAb
maroaa*”. EcAn cHMITOMATHKA HE HOCUT APAMATHYCCKUI
XapaKTep H IOAAACTCH MEAMKAMECHTO3HOH KOPPEKIIHH, TO
OOBIYHO IIPOHCXOAUT YAVUIIICHHE COCTOSHUSA HAM IIOAHOE
BOCCTAaHOBACHHE (DYHKIIUU CEPAIIA Ha (POHE PErpecCHHu
OIIyXOAH U OTHOCHUTEABHOIO POCTA CEPALIA.

Hauboaee TmxeAble KAMHHYECKHE IIPOSBACHUS BO3HU-
KAFOT y IIAOAQ HAU B IICPHOAE HOBOPOKACHHOCTH. Y ITAOAQ
OOBIYHO 9TO TKEAAS CEPACIHAS HEAOCTATOYHOCTD BIIAOTD
A0 BoAsHKH'>. B OCHOBe MexaHHM3Ma PasBUTHA TKEAOL
CEPAEYHOI HEAOCTATOYHOCTH B IIPEOOAAAAIOIIEM OOAB-
IITIHCTBE CAYYACB ACKUT OOCTPYKIHS IIOAOCTCH CepAlia
OIIyXOABIO OOABIIHX pasMepoB (DOAee ABYX CAHTHMETPOB
B AMAMETPE) € PE3KUM YMEHBIIICHIEM 00bEMA ITOPAKCHHOI
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Pucynoxk 13. T'nrantckas pabAOMIOMA TIPABOTO KEAYAOUKA § peOeHKa
6 MeCsIIIEB. ) ApacTepHAABHAA ITO3UIHA 110 AAHHHOI ocn AJK; §) Bep-
XyIIIeHas MO3UITHA AAMHHAA och [17K

Pucynok 14. DxokapAnorpaMma B I1apacTepaHAAbHON ITO3HULMUM HA
YPOBHE AAMHHOM OCH ACTOYHOM apTepuu y pebeHka B Bospacte 2 Me-
cina. OBCTPYKLHs BHIBOAHOIO OTACAA IIPABOLO JKEAYAOUKA MACCHBHOI
PabAOMIOMO

cepAeunolt kameps (adpdexr maccer)'™ (puc. 13). Takxe
BO3MOXKHO ITOSBACHHE OOCTPYKLIUH KPOBOTOKA B IIPUTOY-
HEIX HAU BBIBOAHBIX OTACAAX JKECAYAOYKOB IIPH YSA3BHUMOI
AOKaAmsaruu pabAOMHOMBI'> , COIIPOBOMKAAIOILICECS Xa-
PAKTEPHOH ayCKYABTATHBHON KapTtuHOI (puc. 14). D1o
IIPHBOAUT K MAAOMY CEPACYHOMY BBIOpOCY. B Takux cayua-
AX HEPEAKO HAOAIOAACTCS BHYTPHYTPOOHAS CMEPTD IIAOAR,
AHOO ACTH POKAAFOTCA IIPEKACBPEMEHHO € HU3KOH OLCH-
KOI IT0 IKaAe AITap, UMEIOT PACIPOCTPAHCHHBIC OTCKH
U BEIPAKCHHBIN [MaHO3. PAaOAOMEOMEL B PAHHEM IICPHOAC
’KUBHH MOLYT TAKXKE COIIPOBOKAATHCS CHMIITOMATHYHBIMI
APUTMHAMUI: JKCAYAOUKOBOH TAXUKAPAHCH, CYIIPABCHTPU-
KYASPDHOH TaxuKkapauei, n cuaApomom Wolf-Parkinson-
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White, koTopsie HANOOAECE TAKEAO IIPOTEKAIOT B TOM BO3-
pacre B cHAy BO3pacTHOM (usmorornu cepamat!’2243739
(puc. 15, 16). Cumrrromaruaable pabAOMIOMBL HMEIOT He-
OAArOIPHATHEIN IIPOTHO3, IIPHBOAA K CMEPTHOCTH Ha IIep-
BOIT Heaeae ku3HU B 53% caydaes, u B 78% Ha mepBom
roAy kusHn''. CACAYET YIHTHIBATE, 9TO HAAUYHE CYAOPOT
Y TAKHIX ACTEH 3HAYNTCABHO YCYTIYOAfCT COCTOAHUE peOeH-
Ka B YXYAIIAET IPOTHO3. DTH HEOTAOMKHEIC COCTOAHISA TpE-
OVIOT Cepbe3HOI MEAMKAMEHTO3HON Koppeknum. B Aede-
HIH 3aCTOMHON CEPACIHON HEAOCTATOUYHOCTH IIPUMEHAIOT
HAPAAY C KAACCHYIECCKIM ITOAXOAOM (AMTOKCHH, MOYETOH-
HBIE IIpErapaThl) OeTa-aApEHOOAOKATOPHI, YAYHIIAFOIIHE
paccaabAcHEE MHOKAPAA 34 CYUET YPEKCHHA PHUIMA M YA-
AMHCHUSA AHACTOABL TfKEABIE apUTMHH TPEOYIOT Ha3Ha-
YEHMs AHTHAPUTMHUYECKUX mperapatos'™®. Tak kak otu
CHMITTOMBI OOBIYHO IIOABEPIrarOTCA OOPATHOMY PasBUTHIO

Pucyrok 185. Turanrckas paGAaomMmoma, pacrioAoKeHHas 3a GOKOBOM
u riepeAHeii crenkamu AZK ¢ mepexoAoM Ha MEKIKEAYAOYKOBYIO IIepe-
ropoAky co croporsl IIK y pebenka 4 mecares. a) Bepxymreunas 4-x
KAMEpHAsA IIO3UIHA; ) BEpXyIIedIHad 2-X KaMEpPHAS IO3HIIUSA; B) IIapac-
TEPHAABHAS TTO3UINA IO KOpOTKOH ocn AJK Ha ypoBHE MATMAAAPHBIX
mern MK; 1) HecramAapTHAA O3HIUA, BU3YAAUSHPYETCA YCHACHHBIH
KOPOHAPHEBII KPOBOTOK B TIEPEAHEH MEKKEAYAOIKOBOM apTepHH, IPO-
XOAMAIIEH B TOAIIE PAOAOMEOMBL MEAIKEAYAOUKOBOI IIEPETOPOAKH
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Ha (POHE IPOTHO3UPYEMOIO PErPECcca OIYXOAH, HHTEPBEH-
IIHOHHOE ACYCHUE OOBIYHO OTKAAABIBAIOT. XUPYPIHYIECKOE
A€YCHHUE ACTEH B 3TOM BO3PACTE IIPOBOAMTCH UPE3BBHIYAIi-
HO PEAKO — B CAYYaAX KPHTUICCKOM OOCTPYKIIMH HAH IIPH
KAMHITYECKH TAKEABIX HAPYIICHUAX PUTMA CEPALIA, HE ITOA-
AQIOIIIXCA MEAMKAMEHTO3HOM Koppekimn''. Yacto xupyp-
IUYECKHM IIYTEM HE YAACTCHA YAAAHUTH OIYXOAb LICAHKOM
M3-332 OTCYTCTBUA KAIICYABI M TAYOOKOTO ITPOHHKHOBECHHA
PabAOMHOMEI B MHOKAPA, HO AQKE B TAKHX CAYJafAX AO-
CTUTAeTCH XOPOIINN KAMHHUYECKHH PE3yABTAT B CHAY IIO-
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Pucynox 16. OKI' y peGenka ¢ rurantckoil pabAOMHOMOHN (CM. pu-
cyHok 12). a4, 6) B Bo3pacre 4-x mecsinieB — OAOKAAA IIPABOH HOMKKE
M AEBOM IIEPEAHEH BETBH AEBOM HOXKKH ITydka ['mca, Hapymenuns mpo-
necca peroaspusanuu B Muokapae AZK. 6, ¢) B Bospacre 1 r. 2 mec. —
BBIPA)KCHHBIC M3MCHCHUSA IIPOIECCA PEITOAAPH3AIHI HIIECMHYECKOTO
XAPAKTEPA, KEAYAOUKOBAA DKCTPACHCTOANS; 0) (PPAIMEHT CYTOYHOTO
moumropuposannsa OKI' B Bospacte 1,2 Mec. — HEyCTOWYHBEIH 3aAIT JKe-
AYAOYKOBOI TAXHKAPAHI
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creneHHoll perpeccun omyxoan®’. CoOBIIACTCA AAKE O CAY-
9ae TPAHCIIAAHTAIIMH CEPAIIA Y MAGACHIIA C PAOAOMHIOMOIT
M MACCHBHBIM IIOpakeHneM MuokapAa®. Aokasano, 4to ecan
OITYXOAb HE COIIPOBOMKAACTCH OOCTPYKIIHEH HAM APYIHIME
KAMHHYCCKIME IIPOABACHUAMHI B IIEPHOAC HOBOPOKACH-
HOCTH, B AAABHCHIIIEM IIOABACHHE ITPOOAEM CO CTOPOHBI
CEPACYHO-COCYAHCTOH CHCTEMBI, CBA3AHHBIX C 9TOH pab-
AOMHIOMOH, MaAOBeposiTHO' . B caywae pomaenus pebenka
C paHee AMATHOCTUPOBAHHON paOAOMIOMOM C OTCYTCTBHEM
CHMITTOMOB CEPACYHOM HEAOCTATOYHOCTH 1 APUTMHI TTIOKa-
3aHO AMHAMUYECKOE HAOAIOACHHE C KOHCYABTAIIMCH CIICIIH-
AAHCTOB — KaPAHOAOIA, HEBPOAOIA, YPOAOra, HedpOAOra,
Aepmaronora (rab. 1).

V AeTeil crapimero Bo3pacra ¢ TyDEPO3HBIM CKACPO3OM
PabAOMHOMBI CEpPAIIA OOBIYHO OecCHMIITOMHBI. PeAko
MOTYT HAOAFOAATBCA IPEXOAAIAs OAOKAAA ACBON HOKKH
nyuka I'mca, IMOAHAs aTPHO-BEHTPHKYAApHAH OAOKAAQ,
CHHAPOM IIPEABO3OY/KACHHS KEAYAOUKOB' 2, IIpeAcepAHas
U JKEAYAOUKOBAS 9KCTPACUCTOAMSA M TaxukapAms*™*, rices-
AOHIIIEMUYECKIC M3MEHEHHA Ha 9ACKTPOKAPAHOTPAMME
(rpu HHTpaMypaAbHOM pocte). OIUCAHbBI CAYIAN IIPOrpec-
CHPOBAHMSA APUTMHUH HA (DOHE YMEHBIIICHIA HAM BUAUMOTO
ncyesHoBenus pabAoMuoMer®. [TpranHoil apuryMnn sBASI-
eTcsl PACIIOAOKEHHE PAOAOMHOM HHTPAMYPAABHO B 30HAX
IIPOBOAAINEH CHCTEMBI CEepAld. /\OKAABHOE H3MCHEHIE
IIPOBOAAIINX CBOMCTB MHOKAPAQ ITPHBOAUT K 9KTOIIHYC-
CKOI aKTHBHOCTH HAU ITATOAOTHYCCKOM IIMPKYAALIH dACK-
TpUYecKoro uMmyAbsca. Ilpu TyGeposHoM ckAepose OTMme-
YeHA 3HAYUTEABHO DOAEE BBICOKAA YACTOTA BCTPEUACMOCTH
CHHAPOMA IIPEABO3OYKACHHSA KEAYAOUYKOB 11O CPABHECHHIO
¢ ocHoBHOM nonyAsanueit: 9-0,65% y 60AbHBIX ¢ TyOEpO3-
HbIM ckAeposzoM nportus 0,15% B obmeit momyasum™?.
B cHAy ITOTEHITMAABHOM PErpecCHn OIYXOAH, BCE IIPOSAB-
ACHUSL B 3TOM BO3PACTE OTHOCHTEABHO OAArOIIPHUATHEL
Perpeccus paOAOMHUOMBI, OTBETCTBCHHOH 32 IIPOABACHISA
cuaapoma Wolf-Parkinson-White, orpaxaerca B mpexpa-
IIEHUN IIPHUCTYIIOB TAXUKAPAUH M HCYC3HOBCHUH ACABTA
BoAHB Ha DKI'. Bcem Aersim crapimero Bo3pacra, 0COGEHHO
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AHITAM KEHCKOTO ITOAQ, HEOOXOANMO ITPOBEACHHE AFTHAMU-
YECKOI'O YABTPa3BYKOBOro mccaeaoBarmA cepaua u OKI
HO 13-32 BAPHAOCABHOI 3BOAIOIIHH PAOAOMHOM TPYAHO
OIIPEAEAUTHh YHUBEPCAABHBIN BPEMEHHOM HMHTEPBAA 3TOTO
HabAroaeHus (1a0. 1).

Tabmua 1.

AAroput™M HAOAIOACHUS ACTEH C IIOAO3PEHIEM MAU ITOATBEPKACHHBIM
TyOEPO3HEIM CKAEPO30M

PyruHHas nmpeHaTaAbHAS AMATHOCTHKA
(21-22 HeaeAs recTarum)

ITpn BEIABACHNT OIyXOAH — VSI/I—cepAua IIAOAQ
1 pas B 2-4 meaern
KonTpoab cepaednoro purma
(BBIABACHIIE APUTMHH, OAOKaAABI, TaXHKAPAHH)

Dxoxaparorpadpus B IIEPHOAE HOBOPOKAECHHOCTH
(+ BECh KOMITACKC MCCACAOBAHHE AAf BEPH(DHKAIINH AHATHO32)

Beccumvirromman pabaommonma Cumvrrromaas pabaomroma

OKI' 1 pas B roa OKI' 1 pas B roa
DXO-KI'" — o mokasanusim OXO-KTI' 1 pas B roa
DOXO-KI'B 7 12-13aeT. XOATEpOBCKOE MOHHTOPH-

poBanue 1 pa3 B roa
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OPTAABMOAOTNYECKHUE
ITPOABAEHMA TYBEPO3HOI'O
CKAEPO3A

M. MocwuH, U.I'. bA1A44H,
E.B. ApoCAABLIEBA

Od1aABMOAOIIYECKHE HAPYILIEHUA BBIABAAIOT IPHOAH-
suteabHO § 70% OOABHBIX € TyOEpO3HBIM cKAepo3oM. OHu
BKAFOYAIOT IAMAPTOMBI CETYATKH, ATPO(MHIO 3pUTEABHOIO
HEpPBa, KOAOOOMBI AUCKA 3PHUTEABHOIO HEPBA, XOPHOUACH
u paayxsa (puc. 11.1), HapyIeHna TUTMEHTAITHE PAAYKKHI
U TAa3HOIO AHA, H3MEHEHUA COCYAOB CETYATKH, KATAPAKTY,
CyOKOH'BIOHKTHBAABHEIE Y3€AKH U aHTHOMuOpoMEr Bek [Mo-
cur VI.M.; 2001; Nyboer J.H. et al., 1976; Robertson D.M.,
1979; Lucchese N.J., Goldberg M.F, 1981; Gutman I. et
al., 1982; Guttman M. et al., 1984; Richard .M., 1995; Al
Hindi H. et al., 1997; Rowley S.A. et al., 2001]. B cBsasnu
C 9THM O(TAABMOAOIMYECKOE OOCACAOBAHHE UIPAET BAK-
HYIO POAbB IIPU BEPH(PUKALINU TyOEPO3HOIO CKAEPO3a.

Pucynox 11.1. KoaoGoma paayxkn (a) n xopuonaen (6) y 2-AeTHei
AEBOYKH C TyOEPO3HEIM CKACPO30M

«[IlarpeHeBbie» OAAIIKH OIPEAEAAIOTCA IPUOAUSHTEAD-
HO y 20% OOABHBIX I OOBIYHO PACIIOAATAFOTCHA Ha KOMKE BEK
U HOACHUYHO-KPECTHOBOM oOAacTH. «[1larpenessien G-
KHI BBITASIAAT KAK CACIKA BO3BBIIIAFOIIIUECT HAA OKPY/KArO-
e ITOBEPXHOCTBIO YYACTKH YTOAILEHUA KOMH CBETAO-
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KOPHYHEBOTO HAH CEPOBATO-3EACHOIO IBETa (THCTOAO-
TUYECKU IIPEACTABAAIOT COOOM yYIACTKH (PUOPOMATO3HOM
nH@UABTpanuy Koku). Kak mpaBmao, oHE BCTpedaroTcs
y 60AbHBEIX cTapire 10 AeT, XOTA MOIYT BEIABAATBCA U IIPH
poxaennu [Roach E. S. et al,, 1992].

KoAOGOMBI paayKKH, COUETAIOIIEC B HEKOTOPBIX CAY-
9afX C KOAODOMAMH XOPHOUACH, HADAIOAAIOTCH IPHOAN-
3uTeAbHO V 2% OOABHBIX TyOEepO3HBIM ckAaepo3om. Haps-
AY C KOAODOMAMH PAAYKKH TPAAHIIMOHHON AOKAAHSAITHI
(B HIDKHCH ITOAOBHHE PAAY/KKH), BCTPEIAIOTCA KOAODOMEI
PAAYKKH C ATHIINYHBIM PACIOAOKCHHEM B BEPXHEM CeI-
menTe (puc. 11.2).

Pucynoxk 11.2. Arumimaso pacnioroxeHHas (ACLEHTPUPOBAHAs KBEPXY)
KOAODOMA PaAYKKH (2) B MyABTH(OKAABHAA BPOXKAEHHAA TUIIEPTPOdUs
IMUTMEHTHOIO SIUTEAUA ceTdaTku (0) y 3-ACTHEH ACBOYKH C TYOCPO3HBIM
CKACPO30OM

I'amapTOMBI CETYATKH IIPH TYOEPO3HOM CKAEPO3€E OIIpe-
Aeaarorca 0oaee dem y 50% Ooabubx. Berpewarored kax
OAHO-, TaK M ABYCTOPOHHHUE IaMapTOMBL. buaarepaspmbie
ITOPAKEHHUA OTMEYAIOTCA IIPUMEPHO Yy ITOAOBHHBI IIAITH-
erroB [Mocuu ML.M. u Ap., 2012; Nyboer J.H. et al., 1976;
Gelisken F et al., 1990]. ¥ mHexoTOpBIX GOABHBIX IAMAPTOMEI
CETYATKH MOTYT OBITh IIEPBBIM U EAMHCTBEHHBIM KAHHHIYE-
CKHM IIpOsABAEHHEM TyOepo3Horo ckaeposa [Margo C.E. et
al., 1993; Shami M.]. et al., 1993]. OOnapyxuTh raMapTOMBI
Y A€TEH € TYOEPO3HBIM CKAEPO30OM MOKHO YK€ B IIEPBBIE AHH
aun3an. M. Shami u coasr. (1993) onmcasu ramapromy cer-
YATKA y 7-AHEBHOI'O MAAACHIIA C TYOEPO3HBIM CKAEPO3OM.

175



176 TyGepo3HbI CKIIEPO3

CyIIecTBYIOT TPH THIIA PETUHAABHEIX TaMapTOM. ['amap-
TOMBI IIEPBOTO THIIA — IOAYIPO3PAYHEIE ITAOCKHE OKpPY-
rAble OOpa3sOBaHUA C TAAAKOH ITOBepXHOCTBIO (puc. 11.3
u 11.4). Dru obOpasoBaHus ABAAIOTCA HanOoAee PACIpPO-
CTPAaHEHHBIM BHAOM O(TAABMOAOTHYECCKHX HAPYIICHHM:
ux oO0HapyxuBaroT ¥ 55-70% OGOABHBIX TyOEPO3HBIM CKAE-
PO30M C BOBACYCHHEM B ITATOAOTHYECCKHMI ITPOIIECC TAA3

[Nyboer J. H. et al., 1976; Rowley S. A. et al., 2001].

Pucynox 11.3. I'hasnoe ano (a) u pesyaprater OKT (6) pebenka ¢ Tybe-
PO3HBIM CKAEPO30M M FOKCTAITAITMAAAPHOI raMapToMoii 1 Trira. a) mpo-
3PauHOE ITOYTH ITAOCKOE OOPA30OBAHNE, TIPHMBIKAFOIIICE K KPAFO AFICKA
3PHTECABHOTIO HEPBA B CEKTOPAX 3-5 4acoB (3eACHAA CTPEAKA YKA3BIBACT PAC-
noroxerue ckara mpu OKT); 6) HesHAYNTEABHO IIPOMHUHUPYIOIIEE 00-
Pa3OBaHUE, COCTOSIIIEE U3 30H YMEPEHHOI U BHICOKOH PeDACKTHBHOCTH
B HIDKHEHOCOBOM cermenTe Aucka. OBpa3oBaHme PacIIOAOKEHO B IIPOEK-
LIUH CAOS HEPBHBIX BOAOKOH. MOKHO BHAETH IIOCTEIICHHBIH TAHICHIIHAAD-
HBII ITEPEXOA OT TAMAPTOMBI K HHTAKTHOM ITEPHITAIIMAAAPHON CETIATKE

I'amapromsl Broporo rtuma — OOAee KPYIIHBIE IIPOMH-
HEPYIOIIHE OAECTAIIIE MHOIOY3CAKOBBIC OOpPA3OBAHUA,
YaCTO COACPIKAIIIUE KAABLIUI, — AHATHOCTHPYIOT y 46-55%
IMAIICHTOB C M3MCHCHHAMHU rAa3 Ha (POHE TyOEpO3HOrO
ckAeposa (puc. 11.5,11.6,11.7,11.8, 11.9, 11.10). Onu mme-
IOT HECKOABKO ACCOIMATUBHBIX HA3BAHUM: «BOAYBS ATOARY,
«keroBasg uxkpa» u Ap. [Rowley S.A. et al., 2001]. Aumamerp
ramapTom Broporo Ttuma Bapeupyer ot 0,5 Ao 4 PA, Bol-
COTA MOMKET AOCTHTATh 2,2 MM. I'aMapTOMEI BTOPOro THIIA
B 80% cAyduaeB PacIOAAraroTcAi OKOAO AHCKA 3PUTEABHOIO
HepBa (Ha paccrosnnu mcHee 2 PA) mAm BAOAB ero kpas
(puc. 11.5, 11.6 u 11.7) [Mocnu .M., baaasu V.I'.,; 2012;
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Pucynox 11.4. I'nasnoe ano (2) m pesyatatet OKT (6) peGenrka 8 aer
C TyOEPO3HBIM CKAEPO30OM M MHOKECTBEHHBIMU TAMAPTOMAMH CETYATKH.
) Ipo3pavHas raMapToMa | THIIa, PACITOAOMKEHHAA Ha CPEAHEH rreprde-
pHn (HaA HEH IIPOXOAUT 3EACHAS CTPEAKA); raMapToma 2 Turra (ykazaHa
TOAYOOII CTPEAKOIR); OYaKOK ACTIUTMEHTALIIH «IIPOOUTHIH KOMIIOCTEPOM»
(6enas crpeaka); 6) cpes uepes ramapTomy 1 THIIA (XOA Cpe3a yKa3aH 3eAe-
HOM CTPEAKOH Ha PHCYHKE «@») — HE3HAYNTEABHO IIPOMHHHUPYIOIIEE 00-
PA30BaHMUE B IIPOEKIIMU CAOA HEPBHBIX BOAOKOH CETUATKH (OIPEACATETCS
TIAABHBII TAHI€HIINAABHBIH ITEPEXOA OT TAMAPTOMBI K MHTAKTHOH CETYATKE)

Pucynox 11.5. INoaympospaunas
raMapToMa 2 THIIA, IPHMBIKAFOIIAs
K AMCKY 3PHTEABHOTO HEPBA B CEK-
topax 11 — 1 uac. O6pasosanne
YACTHYHO IIEPEKPBIBACT COCYABI
B ICPUITATHAAAPHOH 0OAACTH

Pucynoxk 11.6. T'aasHoe AHO 7-ACTHETO MaABYHKA C TYOEPO3HBIM CKAC-
posom. TToaynpospaunas ramaproma 1 THIIA, PACIIOAOKCHHAS HA PACCTO-
a4 PA oT Ancka 3pHTEABHOrO HepBa (YKasaHa 3CACHOM CTPEAKOH)
U ramMapToMa 2 THIIa (TUII KKETOBOI HKPBD, YKa3aHA TOAYOOH CIPEAKOIR)
B IIapaMaKyAfpHO obaacTi
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Pucynok 11.7. T'nasaoe Ao (a) u pesyasratel OKT (6) 4-aernero
MAABYIKA C TyDEPO3HBIM CKACPO3OM. ) I'amapToma 2 THITa, IPHMBIKAFO-
mas K ACKY 3PI/ITCAI)HOTO HCpBﬁ " 9aCTUYHO HCpCKpHBa}OLHﬁJI COCYABL
B IIEPUIAITHAAAPHON 00AacTH. BepTHKaABHAA CTPEAKA — PACITOAOKCHIIE
cpesa npu OKT; 4) ITpomuaupyromee o6pa3oBaHue HEPABHOMEPHOM
pe(b/\eKTI/IBHOCTI/I (MO)KHO BUAETH MEAKHE BI)ICOKOPeq)/\CKTI/IBHbIC BKAIO-
YUCHUA — MI/IKpOKaAI)HHHaTI}I), pﬁCHOAO}KCHHOC B CAOC HCPBHI)IX BOAOKOH
cervatku. VIMEFOTCA IIPUBHAKH BUTPEOPETHHAABHOMN aATE3HN.

Rowley S.A. et al., 2001]. B Takux cAygasx ramMapTOMBI Ha-
IIOMUHAIOT THTAHTCKHE APY3BL. Kak mpaBHAO, raMapTOMBI
BTOPOTO THIIA IIEPEKPHIBAIOT ACKAIIME IOA HUMH COCYABI
cergarku (puc. 11.5u 11.7).

I'amapToMBI TpeThero Tuira OOBEAHHAIOT IIPHU3HAKM Ia-
MapTOM IIEPBOrO M BTOPOIO THIIOB. T'AKHe raMapTOMBI Ha-
6aroaarorcs npumepHo B 14% cayuaes. V 30-35% nanmen-
TOB HA OAHOM I'Aa3y MOTYT Pa3BUTHCA HECKOABKO IraMapToM
pasamunoro tuma (puc. 11.6,11.8,11.11) [Nyboer J.H. etal.,
1976; Gomez M.R., 1999].

I"'amMapTOMBI BCEX THIIOB XaPAKTEPU3YFOTCH SHAO(DUTHBIM
pocToM. B XOA€ TUCTOAOTHYICCKUX HCCACAOB&HHﬁ YCTaHOB-
ACHO, 9TO I'aMaPTOMBI CCTYATKH ITPCACTABAAIOT coboii cerb
BBITAHYTBIX ITAHAABHBIX ACTPOLIUTOB M KPOBEHOCHBIX COCY-
AOB, AOKAAHSYIOIIUXCS IIPEUMYIIECTBEHHO BO BHYTPEHHIX
CAOAX CCTYATKH. COCYAI/ICTQH CE€Th B raMapTomMax XOpOIIO
BuAHa npu QAL [Gass ], 1997]. B HekOTOpPBIX cAy9asx
C TCYCHHUCM BPEMCHH I'aMapTOMBbBI IIOABEPTAFOTCA KHUCTO3HOM
ACTEHEPALINH, B HUX (DOPMHPYIOTCA THAAMHOBEIEC H KAAb-
nuesble BkAarouerus [Nyboer ]. H. et al., 1976; Robertson
D. M., 1979; Shields J. A., Shields C. L., 2008], xortopste,
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Pucynoxk 11.8. I'nasnoe Ano mpasoro (a) u AcBoro (6, B) TAa3, Pe3yAb-
tarer nepumerpun (r) u OKT (4, e, ) Masbunka 11 Aer ¢ TyOepO3HBIM
ckaeposoM. OcrpoTa 3penus npasoro raasa — 1,0, aesoro — 0,3. 4) I'a-
maproma 1 Tmma (ykasama crpeaxoit); 4) Coderamume ramaprom 1 Trmma
(yKa3aHa 3eACHON CTPEAKOIL), 2 Tuma (ToAyOas cTpeAka), 3 Trira (yKasaHa
3BE3AOYKOM) M yYIACTKA ACHIUTMEHTAIIHH «IIPOOHTOrO KOMIIOCTEPOM» B
doBea (beras cTpeaka); 8) YBeANICHHBINA (DPAIMEHT TAA3HOTO AHA ACBO-
IO rAa3a, Ha KOTOPOM MOHO BHACTb TAMAPTOMEL 2 U 3 THIIA, U «IIPOOH-
TBI KOMITOCTEPOM» Odar B (hoBea. CTPEAKAMI YKA3AHBI PACIIOAOKEHHA
cpesos mpu OKT; 2) AedbexT B moAe 3peHns ACBOIO rAas3a, COOTBETCTBY-
IOIUH IPOEKINU KPYIHOH ramapTroMel 3 Tuma; 9) I'opusonTasbHBIN
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cpes Yepes raMapToMy 2 THIIa: IPOMUHHUPYIOIee 0Opa3oBaHIEe HEOAHO-
POAHOE IIO CTPYKTYpe (OIIPEACASFOTCA YUACTKH BBICOKOM, YMEPECHHON U
HU3KOI peACKTUBHOCTH) B CAOE HEPBHBIX BOAOKOH. Butpeopernnasn-
Has aaresust; ¢) Cpes depes ramMapromy 3 THITA: IIPOMUHHPYIOIIEE 00-
Pa3soBaHME, B KOTOPOM OIIPEAEASFOTCH YIACTKH BBHICOKOH M YMEPEHHOM
PedACKTUBHOCTH, PACIIOAOKEHHOE B CAOC HEPBHBIX BOAOKOH. KaAbrim-
HAT MMEET BHA BKAFOYCHHUA BBHICOKOW PEePACKTUBHOCTH, OOPA3yIOIIEro
BEPTUKAABHYIO TCHb (CHMIITOM «TeHI»). Ha moBepxHOCTH ramapToMEr
— SIHpEeTHHAABHAA MeMOpaHa; k) Cpes depes yIaCTOK ACTIHIMEHTALIIN
B poBea (09ar «IIPOCHTEI KOMIIOCTEPOMY): AOKYCHL CHIKCHUS PePACK-
TUBHOCTHU M HUCTOHYCHUA B HpOCKL{I/II/I KOMIIACKCA ((HI/II“NICIITIIBIIZ 2111~
TEAHMI CeTYATKH — MeMOpaHa Bpyxa — XOPHOKAIIMAASPBDY, OTCYTCTBHE
TpeTbeil BEICOKOPEPACKTHBHOM ITOAOCHI, COOTBETCTBYIOIIEH COYACHE-
HUFO BHYTPCHHEX U HAPYKHBIX CETMCHTOB (DOTOPELIEIITOPOB, B (hOBEa;
ycuaeHHE (POHOBOTO CHIHAAA OT XOPHOUACH HILKE YPOBHA Acdpexrta
(B HOPME CHTHAA OT XOPHUOUACH OTCYTCTBYCT)

B pAAC CAy4acB, 00AaAarOT 9 deKTOM THIIEPAYTOPAIOO-
PECLICHITHH.

V OGoABIIMHCTBA OOABHBIX TAMAPTOMBI CYIIIECTBYIOT
OECCHMIITOMHO M HE IIPETEPIEBAIOT M3MEHEHUI B Teue-
HHE )KU3HH HAU IIOCTEIIEHHO PErPECCHPYIOT. Y HAIIHEHTOB
C KPYIHBIMH IAMAPTOMAaMU MOTYT OIIPEAEAATHCA AePEKTHI
B rtoae 3perus (puc. 11.8 r). B Heckoapkux mybankarmsx,
AHAAUBHPYIOIIIX PE3YABTATH AAUTEABHOTO (0T 19 A0 34 Aer)
HabATOACHNA 93 DOABHBIX C TyOCPO3HBIM CKACPO3OM I Ia-
MAPTOMAMH CETYATKH, YCTAHOBACHO, ITO ITPHOAH3HTEABHO
y 10% n3 HuX IPOHMCXOAUT OECCHMIITOMHOE IIPOIPECCH-
pOBaHUE PETHHAABHBIX H3MEHEHMI: ITAOCKHE IaMAPTOMBI
CETYATKH C TEYEHHUEM BPEMEHH YBEAHMUUBAIOTCA 110 BHICOTE,
B HEKOTOPBIX I'aMAPTOMAX IOABAAIOTCA PAHEE OTCYTCTBOBAB-
IIIHE MAM AOIIOAHHTEAbHBIE KaAbItudukarer [Nyboer J.H.
et al,, 1976; Herwig M., Lagua H., 1984; Zimmer-Galler LE.,
Robertson D.M., 1995].

Mspeaka y GOABHBIX C raMapTOMaMH CETYATKU Pa3BHUBa-
IOTCHl OCAOKHEHUSA, COIPOBOKAAFOIIUECH CHIKEHHIEM 3pe-
HUA: CYOPETHHAABHAA XOPUOUAAABHASA HEOBACKY AAPU3AIIHA,
CyOpeTHHAABHAA SKCCYAALIUA, MAKYAAPHBII OTEK, KPOBOH3-
AMAHOAA B CTEKAOBHAHOE TEAO, HEOBACKYAAPHASA IAAYKOMA
[Kroll A.J. et al., 1981; Coppeto J.R. et al., 1982; Sahli O. et
al,, 1997; Vrabec T.R., Augsburger J.J., 2003; Henry C.R. et
al., 2015]. Yarrre Takme OCAOKHEHHA OTMEYCHBI § OOABHBIX
¢ ramapToMamu 1 Tama.
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B HexoTOpEIX CAyuUanx acTpoNHTAPHEIE TAMAPTOMEI CET-
9aTKH MOTYT MMHTHPOBaTh XoprnopeTHHHT [Mocna M.M.,
baaasu M.I'., 2012; Coppeto J.R. et al,, 1982; Jost B., Olk R.,
1986]. TloaA mammM HAOATOACHHEM HAXOAHAACH 4-ACTHSAA
AEBOYKA C TYOEPO3HBIM CKAEPO30M, BEPH(PUINPOBAHHBIM

Pucynok 11.9. I'nasnoe AHO mpasoro (a, 6) u Aesoro () raas, OKT
(r) AeBOUKH 4 AeT ¢ TyOepO3HBIM CKAepO30M. OCTpOTA 3pEHUA IIPABOTO
raasa — 0,8 (pedpakimonnas amoAnorus), acsoro — 1,0. z) lamaproma
CETYATKH, HAIIOMHHAIOINAA 30HY dKCTPAPETHHAABHON ITPOAMMEpAIIII
ITOCAC TIEPEHECEHHOIO XOPUOPETHHUTA; §) I'Aa3HOE AHO ompeaeasercs
3a pAepom, OOYCAOBAEHHBIM ITOMYTHEHIAME B CTEKAOBHAHOM TeAe. ['a-
MapTOMBI 1 (3eAcHas cTpeAka) u 2 THIIA (TOAYOAs CTPEAKA), YIACTKH TH-
epTPOMHUH IUIMEHTHOTO SIIUTEANA CETIATKH (3Be3A0UKN); §) «[Ipobu-
TBIH KOMITOCTEPOM» Odar ActurmenTanun B ¢osea. Crpeakoil ykasaHO
pacmoaoxkerue cpesa upu OKT; ¢) 'opu3oHTAABHBINA Cpes Yepes yIaCTOK
ACIHIMEHTAIIMK B (poBea (OYAr «IPOOUTEII KOMITOCTEPOMY»): AOKYCEI
CHIKEHHA PedACKTHBHOCTH ¥ HCTOHYIEHHA B IIPOCKIIMM KOMITAGKCA
«IIITMEHTHBIH SIIUTEARH CeTYaTKH — MeMOpaHa Bpyxa — XOpHOKamAAf-
PBD, B ITPOEKIINH XOPHOUAEH OIIPEAEAAIOTCA ABA BEICOKOPE(DACKTHBHBIX
ouara, BEPOSTHO, IIPEACTABASIOIIUX OO0 (POHOBYIO rureppedAeKTHB-
HOCTH XOPHOHAEH HIKE AEPEKTOB IIMTMEHTHOTO JITUTEAHS CETIATKH.
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IIPY MOACKYAAPHBIX TCHETHUCCKHX HCCACAOBAHHUAK, § KO-
TOPOH OBIAM OOHAPYKEHBI HEOOBIMHBIC BHTPEOPETHHAAD-
uweie maMeHennsa (puc. 11.9): acrpommrapmas ramaproma
AVICKA 3PHTEABHOTO HEPBa, IIOMYTHCHUA B CTCKAOBHAHOM
TEeAE, KIIPOOHUTEIE KOMIIOCTEPOMY» XOPHOPETHHAABHbIC OYa-
I ACIHIMEHTAIINH, YIACTKH THIEPTPOMUU ITUIMEHTHOIO
SIHMTEAUA CETYATKA M IPOMHHHUPYIOIIAA TEMHAA IAMapTO-
Ma Ha ITepHEpPUN CETIATKH, HAIIOMUHAIOIIAA 30HY HHTPa-
1 9KCTPAPETHHAABHON HPOAHMEPALINY C ITHIMCHTAIIICH.
INpu KT y peOcrka OBIAL OOHAPYIKEHBI MHOKECTBECHHEIC
MHTPAKPAHHAABHBIC KAABIIM(DHKATHL, HE3HAYHTEABHOE PaC-
IITIPEHIE OOKOBBIX JKEAYAOUYKOB Ha YPOBHE TEA, YAAHHE-
HUE 3aTBIAOYHBIX POIOB OOKOBBIX KEAYAOUKOB.

CAEAYIOIIUM IIO YacTOTE BBIABACHHUSA IIOCAE IaMapTOM
CEeTYATKU IIOPAKEHNIEM I'A23 Y OOABHEIX C TYOEPO3HEIM CKAE-
PO30OM ABAAIOTCA OKPYIABIE OYQKKHA ACHHIMEHTALIHMH Ha
raasHoM AHe (puc. 11.11; em. Takke puc. 11.8 B, x; 11.9 B).
Ouaru XOpHOPETHHAABHON ACIIUIMEHTAIIMH UMEIOT YETKO
odepyeHHble rpaHuisl. VIx amamerp Bapsupyer ot 0,1 Ao
1,5 PA. B aureparype 3TH OKpPyrAble XOPHOPETHHAABHbIE
OYarH ACIHIMEHTAIHH, OAAroAapA HMX aCCOLHMATHBHOMY
CXOACTBY, Ha3BIBAIOT OYAraMU ACITUIMEHTALIHH, «IIPOOHTHI-
mu komroctepom» [Rowley S.A. et al., 2001]. Ouarn xopu-
OPETHHAABHOM ACIUIMEHTAIIHH olpeAeAstoTcs y 37 — 43%
OOABHBIX € TYOCPO3HBIM CKACPO30M, TOTAA KAK ¥ 3AOPOBBIX
AWIT aHAAOTHYHBIE OYAIH BCTPEYAIOTCA AHIID B 6% cAydanx
[Mocuu V.M., 2001; Mocnu ML.M. u Ap., 2012; Rowley S.A.
et al., 2001]. OOGBIMHO 30HBI XOPHOPETHHAABHOI ACITHT-
MEHTAIIUN PACIIOAArAIOTCA Ha CPeAHer mepudepun (prC.
11.11), peixe — B makyae (cMm. puc. 11.8) 1 3aaHem moaroce
(puc. 11.12; cm. pue. 11.9). Takum oOpasom, B CIIOPHBIX
CAyHaAX OOHAPYKCHUE (IPOOUTHIX KOMIIOCTEPOM» XOPHO-
PETHHAABHBIX OYAIOB ACHHIMEHTAIIMH MOXHO TPAKTOBATH
KAK AMATHOCTHYECKUN KPHUTEPHUH B ITOAB3Y TyDEpPO3HOIO
ckAeposa [Mocuu V.M., baaasu W.I'., 2012].

Apyro# THII HAPYIIICHUI TUTMEHTALIIH CETIATKH, 9ACTO
HAOAIOAAEMBIH IIPH TyOEPO3HOM CKACPO3E, — COAMTAPHAL
UAU MYABTH(OKAABHAA (DOPMEI BPOKACHHOH THIIEPTPO-
dun nurmentHoro snureAns cerdatka (puc. 11.10 a; cm.
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Pucynoxk 11.10. I'aasroe aHO mpasoro (a) m Aesoro (6) raasa, AaHHEIE
OKT (B) AcBOYKH 6 ACT C TYOCPO3HBIM CKACPO3OM. @) MyAbTH(OKAABHAS
BPOKACHHAS THIIEPTPO(HA IIUIMEHTHOIO SIHUTEAHSA CETIATKU Ha [ICPHU-
depun ceruartkn; 6) l'amaproma ceruarku 2 tuma; B) [Ipomunupyroree
HEOAHOPOAHOE 00Pa30BAHUE BHICOKOH PEPACKTHBHOCTH C BBICOKOped-
ACKTHBHBIMU BKAIOYECHHAME (MHKPOKAABI[FHATBL) U COIYTCTBYIOILUME
HHU3KOPE(DACKTUBHBIMU KHCTOOOPA3HBIMH ITOAOCTAMH (CHMITTOM «H3be-
ACHHOMH MOABIO TKAHIY), BUTPEOPETUHAABHAS AATC3HS

Pucynox 11.11. I'amaproma cervarku 1 tuma (3eaéuas crpeaxa), 2 tuma
(Gerad cTpeAka) B OYAr ACTIHMIMEHTALINU («OYAT, IIPOOUTHIN KOMITOCTE-
pom») Ha mepudepUH TAA3HOTO AHA (TOAYOAs CTPEAKA).
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Pucynor 11.12. Ouarm aActmrvenTtanmu («odar, IIPOOHTBIT KOMITO-
CTEPOMY»), PACIIOAOKEHHBIC IAPAMAKYAAPHO (a) u Ha mepudepun (6)
y OOABHBIX € TyOEPO3HBIM CKACPO3OM.

Pucyrox 11.13. T'aasnoe anoO (a), pesyasratst PAIL (6), OKT (8) n B-sxo-
rpacpuu (r) raa3sHOrO A6AOKA peOEHKA € TYOEPO3HBIM CKACPO3OM U IUTAH-
TOKACTOYHOM aCTPOIUTOMOI ceTdaTKH. @) FOKcTamanmuaaspHas actporu-
ToMa ceTaaTky; §) [Tosanas dasa: B 0Opa3soBaHUE OIIPEACAAIOTCA COCYABI,
HMETOIIIE HOPMAABHBIH XOA M AHAMETD, ITPU3HAKOB ITPOCAYMBAHIA KOH-
TpacTa u rurepdAroopeceHIII 0bpasosanusa HeT; §) Bricokopedack-
THBHOE 00pa30BaHME, IPHMBIKAIOIIEE K AFCKY 3PUTEABHOTIO HepBa; ) I'n-
IIEP3XOreHHOE OOPA30BAHUE B 3aAHEM IIOAFOCE TAA3HOIO ADAOKA
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puc. 11.2 6), Bcrpeuaroruecs y 9% 6oapabix [Mocuu M. M.
u Ap., 2012; Henry C. R. et al., 2015].

Mspeaka y OOABHBIX C TyOEPO3HBIM CKACPO3OM BBIAB-
ASAFOT THTAHTOKAETOYHBIE ACTPOLIUTOMEL (TAMAPTOMBL) CET-
ugarku (puc. 11.13, 11.14 u 11.15), cocrosdrue n3 KPyIrHbX
KAETOK C H300HMABHOH LHUTOIAA3MOH K IACOMOP(HBIMU
AAPAMH, HAIIOMUHAIOIIHE II0 MOP(OAOIHYECKOMY CTpOe-
HUFO CYO9IICHANMAABHBIE OOPa3soBaHUA. | HraHTOKACTOYHEIE
ACTPOLIUTOMBL OOBIYHO AOKAAHU3YIOTCH B IIEPHIIAITHAAAPHON
00AACTH, UX AHAMETP MOXeT Aocturats 5-6 PA, a Bercora —
4 v (em. puc. 11.14 u puc. 11.15) [Mocun V.M. u Ap., 2012;
Jakobiec FA. et al,, 1983; Margo C.E. et al., 1993].

B Amreparype BcTpedaroTCs COOOIIEHUSA O Ka3yaAbHBIX
M3MEHEHUAX 32AHEIO OTPE3Ka TAa3a y OOABHBIX C TyOepOs-
HBIM CKACPO30OM — COYCTAHHH TAMAPTOM CETYATKH C ITHT-
MeHTHBIM pernHnToM (puc. 11.16), a Takke ¢ GOAE3HBIO
Koarca [Mocuu M. M., 2001].

Pucyrox 11.14. FOkcramamuaAfpHas THTaHTOKACTOMHAS aCTPOIMTOMA
1 nepudepryecKas IAMapTOMa CETYATKN 2 THIIA y 4-ACTHEIO MaABYHKA
¢ TyOEpO3HBIM CKAEPO30M

Pucynox 11.15. FOxcramanma-
AHpHa}I TUTAHTOKACTOYHAA Q.C’l‘pO‘
nUTOMa CceTdaTku y 15-aerHero
IIOApOC'I‘Ka C ’l‘y6Cp03HhIM CKAEC-
posom

185
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IuarsocTuka

AHMarHo3 ycTaHABAHBAIOT HA OCHOBAHHH XaPaKTEPHBIX
SKCTPAOKYAAPHBIX IIPHU3HAKOB 3a00ACBAHHUA M H3MCHCHHIH
Ha TA43HOM AHe. B psae cayduaeB mpospadHble MEAKHE
raMapTOMBI IIEPBOTO THIIA MOIYT HE OIIPEACAATHCH IIPH
HpAMOH MAHM 0OpaTHON odraspmockonuu. boaee ToUHO
AOKAAU30BATh CYOKAMHHYECKHUE IIPO3PAYHBIC IaMAPTOMBI
CEeTYATKH, OIPEACAUTb UX TPAHHIBI U YPOBEHb IIPOMH-
HEHIIUH MO)KHO IIPH IIOMOIIHM OIITHYECKOM KOIePEHTHOM
ToMorpacdu (BpeMEHHOMN HAH CIIEKTPAABHOMH), IIO3BOASIO-
IIeH ITOAYYIHTh H300PAKEHHIE CETIATKH H AMCKA 3PHTEAD-
HOTO HepBa 71 vivo ¢ pacimpennem 5-10 mxm [Mocun V.M.,
2006; Caaksau C.B. u coasr., 2015; Shields C.L. et al., 2004;
Soliman W. et al., 2007]. B macrosiee Bpems OmTHIecKas
koreperTHas Tomorpadus (OKT) — mamboaee wyBcTBH-
TEABHBIA U HH(bOpMaTHBHbeI METOA, IPUMCHACMBIN AAf
MOHHUTOPHHIA H3MEHCHHH CETIATKH U AUCKA 3PUTEABHOIO
HepBa y DOABHBIX C TYOEPO3HBIM CKACPO3OM.

[Tpr OKT MOXHO BHAETB, 9TO IIPO3PAYHBIC TAMAPTOMEL
IIEPBOTO THIIA PACIIOAATAIOTCA B CAOC HEPBHBIX BOAOKOH
ceruatkn (cm. puc. 11.3 n 11.4). Aas Hux xapaxrepen mo-
CTCIICHHBIN TAHTCHIINAABHBIH IIEPEXOA B HAIIPABACHHH OT
LIEHTPA FaMapTOMBI K HOPMAABHOIT cerdatke. [loaaexarime
HEMPOSIUTEAUH U IIUIMEHTHBIN 3IUTEANM CETYATKH BbI-
rAAAT mHTaKTHBEIME [Mocuu ML.M. u aAp., 2012].

KaapnnduimmpoBanHbie raMapTOMBL BTOPOIO U TPETHETO
THIIOB TAK/KE BBITASAAT KaK BEICOKOPE(DACKTHBHBIE 0Opa3oBa-
HUA B IIPOCKITUH BHYTPEHHUX CAOEB ceTdatkh (cm. prc. 11.6

Pucyrox 11.16. FOxcramanmaasp-
HBIC [AMAPTOMBI CCTYATKH 2 THIIA
U ITMTMCHTHBIH PETHHHT y ACBOUKI
€ TyGEPO3HBIM CKACPO3OM.

Ha cpeaneit mepudepun ompeae-
ASFOTCA «KOCTHBIC TEAbLIa». Makcu-
marbHad OPI' He peructpupyercs
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n 11.9). V3-3a uX BBICOKOI OITHYECKON ITAOTHOCTH IIOAAC-
axarrpe caon cerdatkn mpu OKT me onpeaeasrores (adpdpexr
«rerm»). Kpome TOro, KaAbIHHUIIIPOBAHHBIE TAMAPTOMBI
COACPYAT BBICOKOPE(DACKTUBHBIC BKAIOYCHMA (MEKPOKAAD-
ITEHATHL) U THIOPEMACKTHUBHBIE TOAOCTH, YTO HAIIOMUHACT
KaPTUHY «U3bEACHHON MOABIO TKaHm» (cM. puc. 11.10).

[Ipu HabaroaeHHH AeTEH C raMapTOMAMHE 3PHTEABHOIO
HEPBa U CETIATKH IIEACCOOPA3HO IPHMEHATH AOIIOAHHTEAD-
HEIC HCHHBA3HBHBIC MCTOABI BU3YAAHBAIIMH — ITU(PPOBYIO

Pucyroxk 11.17. T'amaproma 2 tuma (a) U ee BHA IIPH HCIOAB30OBAHUI
MeToAa ayrodAaroopeceHun (6) y MAABYHKA B BO3pAcTe 7 AET ¢ TyOe-
PO3HEIM CKACPO30OM. @) IIpoMuHHpYyIOIee 0OPa3SOBAHHE C BKAIOYCHISA-
MH KAABIIS FOKCTAIIAIIMAAAPHON AOKAAHBAIMK B CEKTOpax 3-5 dacos;
6) I'muepayrodAIOOpeCIieHITNA BKAIOUYCHHUI B IIPOCKI[HH TaMAPTOMEI
2 Tuma

BG T TR T T

B oo

Pucynok 11.18. T'aasnoe AHO () B PE3YABTATBI ABYXMCPHOI 3XOTpa-
uu (6) 3-aerrero pebénka ¢ TybeposHsM ckaeposoM. @) FOkcramarma-
AfpHAS raMapTOMa 3 THIIA C KaAbIMHATaMM; §) [Ipomusampyromuii ogar
C BKAIOYCHHUAMHI BBICOKOH IIAOTHOCTH (KAABIIMHATEL), IepUPOKAABHBIC
pUKCHPOBAHHEIE TIOMYTHEHNSA B CTEKAOBHAHOM TEAE
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dororpaduio raasHOro AHa, METOA ayTOMAIOOPECIICH-
nuu (puaptp 675-715 mm, Bo3OyxacHHEe 500-610 HM)
U YABTPa3BYKOBBIC HCCACAOBaHUA. Kaabrmduiimposanuee
raMapTOMBI BTOPOTO THIIA COACPIKAT BKAIOUCHHSA, 0DAAAAIO-
rrue runepayrodaroopecrenrei (puc. 11.17) [Mocun M.M.,
bBanrasua M.I'., 2012; Soliman W. et al., 2007]. I'amapromer,
COAEPIKAIITHE KAABITHHATEI, MOKHO TAKAKE BU3YAAU3HPOBATD,
HCIIOAB3YSl VABTPa3BYKOBBIC mHccAeAoBanudA (puc. 11.18;
om. puc. 11.13 1).

OuddepeninmanbEas OUarHoCTIKa

ACTpOIIUTApHBIE TAMAPTOMBL CETYATKA HEOOXOAHUMO
auddepeniuposars o1 pernHodAactomsl (puc. 11.19),
AMEAQHOITUTAPHON MEAAHOMBI XOPHOHUACH, OYATOBBIX PETH-
HOXOPHOMAUTOB TOKCOAa3MO3HOM (puc. 11.20) mam Tokco-
KaposHoH atmosormn (puc. 11.21), MIEAMHOBEIX BOAOKOH
(pmc. 11.22), permHOmaTtnm HeAOHOMIEHHBIX (pmc. 11.23),
4 TAKKE OT TAMAPTOM CETIATKU ¥ OOABHEIX C HEHPOpUOPO-
MaTO30M 2 THIIA B KOMOMHHPOBAHHEIX TAMAPTOM ITUTMEHT-
HOTO 3ITUTEANA CETIATKH U ceTdatkn (puc. 11.24).

PerunoOAaCTOMEL ¢ 9HAOMUTHBIM XapaKTEpPOM POCTA
UMEIOT OEAO-CEpPBIH IIBET, COCYABI KaK OBl «HCYE3AIOT)

Pucynox 11.19. I'nasHoe AHO () B PE3YABTATBL YABTPA3BYKOBOIO HCCAC-
AOBaHIS TAA3HOTO ADAOKa ¢ mpunvenenueM pexnma LIAK (6) 3-mecsaanoit
ACBOYKH C PETHHOOAACTOMOI. ) [Tpomurrmpyromee Ao 11 Arrrp o6pasopa-
Hue AmamerpoM 6 PA, mprnbIkarornee K 3pUTeABHOMY HEPBY H ITCPEKPBI-
BAIOIIIEE COCYABI cerdarkn; §) OOpasoBaHHEe HEOAHOPOAHOH IIAOTHOCTH
BBICOTOH AO 3,8 MM C ITPU3HAKAMHI AKTUBHOTO KPOBOTOKA. AKYCTHYECKII
KAHAA 3PUTEABHOIO HEPBA HMCET HOPMAABHEI Auamerp (3,6 Mm)



OdransMosiornyeckye IposBIICHNs TYOePO3HOro CKIIepo3a

Pucyrnor 11.20. I'aasnoe amo (a) u pesyabrarer OKT (6) pebénka
C IPHOOPETEHHBIM TOKCOITAA3MO3HBIM XOPHOPETHHATOM B CTAAHH pe-
KOHBAACCICHIMH. ) BBIpaKeHHBIA HHTPa- M IIPEPETHHAABHBIA (DH-
Op03, TPAKIIMOHHAA OTCAOHKA CETIATKH, MHOMKECTBEHHBIC 9KCCYAATHB-
HBIC OYQKKH U AHCIIUIMEHTAIHA (ATpOOHA ITHIMEHTHOIO SIIHTEAHS
CETYATKM) B MAKYAE, TPAKI[HOHHAS T€TEPOTONNA PETHHAABHBIX COCYAOB;
6) TpakIMOHHBIE OTCAOHKA HEHPOIIUTEAUA U PETHHOIIN3NC, BKAIOYC-
HISA BEICOKOI I YMEPEHHOH PePACKTHBHOCTH B 3aAHHX OTAEAAX CTEKAO-
BHAHOTO TEAd M B IIPOCKIINH BHYTPEHHUX CAOEB ceTuatTku (pubdpos)

Pucyrnor 11.21. Tokcokapo3HBII pPeTHHOXOPHOHAHUT. Burpeopern-
HaapHbIE IpoAndepanns 1 pubpPos, IKCCYAAT M AHCIUIMEHTALIUSA CET-
4atky (aTpopHYECKNE M3MEHEHHs ITUIMEHTHOTO SIHTEAHS B 33AHEM
LIOAIOCE), TPAKLIMOHHAS T€TEPOTOIHS PETHHAABHELX COCYAOB

Pucynox 11.22. Mueaunosbie Bo-
AOKHA Y MaABYHKA 4 AeT

189
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Pucynox 11.23. T'aasmoe AHO
peOéHka ¢ peTHHOIATHEH HEAO-
HOIICHHBIX B pyOIoBOi ase,
III  craams. :BHI/IpeTI/IHaAthlfI
M MHTPApPETHHAABHEI HuOPO3,
YYACTKM THIIEP- U ACIIHUIMEHTALINN
(arpopmA  ITUIMEHTHOTO  JITHTE-
AMS CETYATKM), IKCCYAAT B MAKYAE,
TPAKIHOHHAA AeOPMAIIUA AUCKA
3PHTEABHOIO HEPBA U CETYATKU
B 3aAHEM IIOAIOCE, TETEPOTOIIHSA CO-
CYAOB CETYATKH

B TKauu omyxoAu (puc. 11.19). PermroGaactomsl ¢ 9k30-
(pUTHBIM XapaKTEpPOM POCTA OCAOKHAIOTCA IKCCYAATHBHOM
OTCAOHKOH CETYATKH, PETUHAABHBIE COCYABI XOPOIIIO BUAHBL
[Ipu odraabMOCKOIINK COCYABI B ACTPOLIUTAPHBIX IaMap-
TOMAX UMEIOT HOPMAABHBIA KAAUOP B OTAHYHE OT COCYAOB
B PETHHODAACTOMAX, I€TEPOTONHSA PETHHAABHBIX COCYAOB
ue xapakrepsa. [1pu OKT pernHOOGAACTOMBI OTAHYAIOTCH
PE3KHM OOPBIBOM TeAd OIYXOAU Ha IPAHUIIC C HHTAKTHOM
ceT4aTKoOM (B OTAHMYME OT TAHIEHIMAABHOIO IIEPEXOAL
K HMHTAKTHOH CETYaTKe, HAOAIOAAEMOIO IIPHU IaMapTOMAx
IIEPBOTO M BTOPOTO THIIA). [IpH YABTPAa3BYKOBBIX MCCAEAO-
BaHHAX ¢ npuMmeHneHueM pexnma LIAK B pernroOAacTOMax
(em. puc. 11.19) ompeaeAfFOTCA IPU3HAKKA aKTHBHOTO KPO-
BoToka [Mocuu V.M., 2006; Shields C.L. et al., 2004].
PeTrHOXOPHOHAUTBL  XaPaKTEPH3YIOTCA BBIPAKCHHBIMU
[IPEPETHHAABHBIME HM3MECHEHHAMU CTEKAOBHAHOIO TEAd C
BBIPQKCHHBIMH KACTOYHOH PEaKIUed, TPAKIUAMH, IIpe- U
HHTPAPETHHAABHBIM (DHOPO30M, IIepU(POKAABHOI IKCCYAA-
nuel u hopMupoBaHUEM OTCAOHUKH cetdatku (puc. 11.20).
KoMmOuHIpOBaHHEIE TAMAPTOMBI IIUITMEHTHOIO SIIHTEAHS
CETYATKH U CETYATKH B OTAHMYHE OT aCTPOLUTAPHBIX IamMap-
TOM 9ACTO COIIPOBOKAAIOTCH BBIPAKCHHBIMU TPAKIIMOHHBIMHI
AeDOPMALTHAMI AHCKA 3PUTEABHOIO HEPBA U CETYATKH, IeTe-
POTOIHEH PETUHAABHBIX COCYAOB, 9KCCYAALIEH U (DOPMHPO-
BaHHEM HeprOKAABHON OTCAOUKH cerdatku (puc. 11.24).
I'amapToMBI ceTIATKH Y GOABHBIX C HEHPO(UOPOMATO30M
2 THIIA BHEIIIHE HAIIOMHHAIOT SIINPETHHAABHBIE MEMOPAHDI
(puc. 11.25), MOryT 0OyCAOBAHBATD BBIPAXKECHHBIC TPAKIIHH,
94CTO COYETAIOTCHA C KAIICYAAPHBIMH H CYOKAIICYAAPHBIMHI
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Pucynox 11.24. T'aasnoe AHO (2) n pesyasrater OKT (6), sxorpadun (8)
u KT opbursr (1) pebeHKa ¢ KOMOMHMPOBAHHOM IaMapTOMOI IIMTMEHTHO-
ro srmreAns cerdatku u cerdatku. Ocrpora sperms — 0,05. 2) FOxcrama-
ruAAapHas popma. [Tpomurmpyroree 0OpazoBaHne, BOBACKAIOIIEE AMCK
3PUTEABHOIO HEpPBA, HEPUIIAITHAAAPHYIO CETUATKY M MAKYAY. TpPaKkiioH-
HasA AeDOPMAITHA AFCKA 3PHTEABHOIO HEPBA, SITUIIAITHMAAAPHBIE (hrOpo3
U TAHO3, HepHCbOKal\b}Hﬂe IIUTMEHTAITUA 1 anO(i)I/Iﬂ IIMTMEHTHOI'O 3IIH-
TeAns cerdyatke; §) Hapyrenne permHaAbHOIO KOHTypa 3a CUET AE30p-
FAHM3AIHN CETYATKH, KICTO3HbIC M3MECHEHMS U BKAIOYCHHS YMEPEHHOI
M BEICOKOH PePACKTHBHOCTH B IIPOEKIIH BHYTPEHHHX F HAPYKHBIX CAOCB
ceruarky; 6) PeuM IBETOBOIO AOIIIACPOBCKOIO KAPTUPOBAHES: IIPOMU-
HHUPYIOITIee A0 2 MM 0OPa30BaHMIE B ITPOCKITHN AUCKA 3PUTEABHOIO HEPBA
C IPHU3HAKAMH AKTHBHOIO KPOBOTOKA M HEOAHOPOAHOH 3XOI€HHOCTBIO
(pubpo3, KaAbIHATE); 2) AKCHAABHEIR Cpe3: 0OPA3OBAHIE C BKAIOYCHH-
SIMH KAABIHS B IIPOCKIIUM AMCKA 3PHTEABHOIO HEpBa
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Pucynox 11.28. I'aasnoe ano (a), pesyabtatsl Gnommukpockonnu (6),
OKT (B) u perrrenosckoii KT roaosroro mosra (r) y pebesxa ¢ Hei-
podubpomaTozom 2 THIa (AByCTOPOHHSAA AKYCTUICCKAA HEBPHHOMA).
a) FOxcramanuaaspuas (cekTop 6 9acOB) M MAKyAAPHAS IaMapTOMBI
ceruarkn; §) CyOkarcyAdpHBIE M KaIlCyAApHBIE IIOMyTHEHHS XpyCTa-
Anka; 6) O6pazoBaHue YMEPEHHON PedACKTHBHOCTH, PACIIOAOKCHHOE
B CAOE HEPBHBIX BOAOKOH CETYATKHU, C BRICOKOPE(ACKTUBHBIMU BKAFO-
JeHUAMM. TAHICHIIHAABHBIN IIEPEXOA OT OOPA3OBAHUA K MHTAKTHOM
ceruatke. [IpusHaku BUTpEOpETHHAABHOI aAre3nu; ¢) AKCHAABHBIN Cpe3
C KOHTPACTUPOBAHHEM. ABYCTOPOHHEE OOPA30BAHUE CAYXOBEIX HEPBOB

nomytHeHuAMu xpycrasuka. [Ipu OKT stu ramapromsr
HAIIOMUHAIOT ACTPOLIUTAPHBIE TAMAPTOMEL Y ODOABHBIX TyOe-
PO3HBIM CKAEPO30OM — TOMKE PACIIOAATAIOTCA B CAOEC HEPBHBIX
BOAOKOH CETYATKU, XaPAKTEPHU3YACh TAHICHIIMAABHBIM IIepe-
XOAOM K MHTAKTHOII CETYATKE.

Jleuenue

B Aeuennn odpraabmosora OoAbHBIE € TYOEpPO3HBEIM
CKACPO30M, KaK IIPABHAO, HE HYIKAAIOTCA, TAK KAK TAMAPTO-
MBI CCTIATKH OOBIYHO HE BAHAIOT HA ICHTPAABHOC 3PCHIHC.
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[Ipu paspuruu y OOABHBIX C TAMAPTOMAMH CETYATKH OC-
AOYKHEHHH, COITPOBOKAAIOIINXCA CHIDKCHICM 3PCHESA, Ha-
IIPUMEP, CEPO3HOM OTCAOMKH CETYATKH B MAKyA€, MOMKHO
HCITOAB30BATh CACAVIOIIYIO TAKTHKY BEACHMA. bBoapHOrO
IIEACCOODPAZHO HAOAIOAATD, HCIIOAB3YA AAA KOHTPOAS OIITH-
YCCKYIO KOTEPEHTHYIO TOMOrpadouio, B TedeHne 1-2 Mec., TaK
KAK HM3BECTHBI CAYYIAM OTHOCHTCABHO OBICTPOH (B IpeAeAax
4 HeAeAb) CaMOITPOM3BOABHON PEIPECCHU CEPO3HON MaKy-
AIPHOM OTCAOHKH § DOABHBIX TYOCPO3HBIM CKAEPO3OM H IIa-
padosearpubiMu ramaproMamu 1 trmma [Panzo G. et al., 1984;
Lee S. J. et al., 2002] nau mapamarmuAASpHOH raMapTOMOH
2uma [Sahli O. etal., 1997]. OAHOBpEeMEHHO MOXKHO ITpHME-
HSATD 1IEPOPAABHO M/HAM MECTHO HMHINOUTOPEI KapOOaH-
THAPA3kl (IIPX OTCYTCTBUM IIPOTHUBOIIOKa3aHuH). Ecan B mrpo-
I[eCCE HEITPOAOAKUTEABHOIO HADAIOACHHSA perpecca cepos-
HOW OTCAOHKH CETYATKH HE IPOU3OHAET, TO LIEACCOODPAZHO
IIPOBEACHME Aa3epHOMH KoaryAsarmu [Mocua H. M., 2001].

ITpu pasBuTUm 3KCCYAATHBHOM OTCAOHKH CETYATKH
OOABIIIIHCTBO ABTOPOB  IPEATIOYHTACT OE30TAATATCAD-
HOC TIPOBEACHHE AA3CPHOH KOATYAAIINH HAHM (POTOAHHA-
mugeckor teparuu [Bloom S., Mahl C., 1991; Vrabec T,
Augsburger J., 2003; Mennel S. et al., 2006]. Camomnpons-
BOABHEIC IIOCTCIICHHBIC PErPECCHA OTCAOHKH CETIATKH
U PACCACBIBAHEC 9KCCYAATA BO3MOIKHEI, HO B ITOAOOHBIX
CUTYAIIHAX H3-32 AAHTEABHON IEPCHCTEHIINH OTCAOMKH
CCTYATKM B AAABHEHIIIEM MOKET OTMEYATHCH CYIICCTBCH-
HOE CHITKCHIE OCTPOTHI 3PCHUA BCACACTBHC IIOBPEKACHIUA
uefiposmureans [Jost B, Olk R., 198¢].

S. Mennel u coasr. (2006) HaOAFOAAAH IIOAPOCTKA € TyOE-
PO3HBIM CKAEPO30M, § KOTOPOTO CIIpaBa OBIAN OOHAPYKe-
HBI MHO?KECTBEHHBIE I'AMAPTOMEI 1 THITA M OAHA TaMapTOMa
3 tuma. B Bospacre 22 Aer y O0AbHOrO BOKpYT 3KkcTpado-
BCOAAPHOM TaMapTOMBI 1 THIIA PasBHAACH MAKyAApHAs OT-
CAOHKa ceTdaTKu. B MakyAe ObIAM OOHAPYIKEHBI OTAOKEHUA
3KCCYAQTa M PAAHAABHBEIE CKAAAKK cerTdarku. |lanument »xa-
AOBAACA HA METAMOP(OIICHH, Ero OCTPOTa 3PEHUA CHU3U-
Aace A0 0,25. ITocae 7-HeAeABHOrO HaAOAFOACHHA OCTPOTA
spernd ynasa A0 0,1, a ITAOIIAAb OTCAOMKH CETYATKH YBE-
AMYHAACh. B CBA3M ¢ HapacTaHHMEM PETMHAABHBIX H3MeE-
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HEHHH OOABPHOMY OBIAA IIPOBEACHZ (POTOAMHAMHYECKAS
Tepamus. YiKe uepes ABe HEACAH ITOCAE €€ IPOBEACHNS OT-
CAOMKA CETYATKH ITOAHOCTBIO PEIPECCHPOBAAA, 4 OCTPOTA
3penns marueHTa ypeamunaach A0 0,4 [Mennel S. et al.,
2006]. MarepecHo, uto depe3 4 roaa IIOCAE IIPOBEACHUS
dOTOANHAMUYIECKON TepaTny aBTOPE YCTAHOBHAH § 9TO-
ro DOABHOTO HE TOABKO OTCYTCTBHE OTCAOHKH CETYATKH
U IOAHYIO PE30POIMIO 9KCCYAATa, HO H 3HAYUTCABHOEC
YMEHBIIICHIE AHMAMETPa U BBICOTEI ramapToMer! Ocrpora
3pEHMUA IIPABOTO TAA3a Y 3TOr0 6OABHOrO Bozpocaa A0 0,6
[Mennel S. et al., 2007].

C.R. Henry u coasr. (2015) Habaropaasu dopmuposanme
CyOpeTHHAABHOH XOPHOHAAABHOI HEOBACKYAAPH3AIINH Y AC-
BOYKH C TYOEPO3HBIM CKACPO30M H MyABTH(DOKAABHOI BPOK-
ACHHOH THIIEPTPOMUEH MIIMEHTHOIO SIIMTEAUA CETYATKIL
ABTOpBI OTMETHAH XOpomui 3(PdEeKT OT OAHOKPATHOIO
UHTPABUTPEAABHOIO BBCACHHA OeBarusyMada, BBIPAMKAIO-
IIIICA B IPUAECIAHHMU OTCAOEHHOH CETYATKH B MaKyAe, pe-
I'PECCHH KUCTO3HOIO MAKYAAPHOIO OTEKA, YMEHBIIICHUH TOA-
IIAHBL CETYATKH 110 AaHHBIM crekTpasbHor OKT ¢ 728 mxm
A0 405 MKM B HOpMaAM3aruu POBEAABHOTO KOHTYPA, UTO
COIIPOBOYKAAAOCH YAyHIlieHeM ocTpotsl 3pernd ot 0,1 Ao
0,4. CrabruApHOE COCTOSIHIE CETIATKH COXPAHAAOCH B TCUCHIE
2-aerHero nepuoaa HabAroacrus [Henry C.R. et al,, 2015].

OdTansMonornIecKum IporHos

Od1aABMOAOTHYECKUH IIPOTHO3 Y OOABIIHHCTBA ACTEH
C TyOEPO3HBIM CKAEPO30M OAATOIPUATHBIH. PYHKIIHOHAAD-
HBIE PE3YABTATBH BEACHHUSA OIPEACAAIOTCA HAAMIHEM (MAH
OTCYTCTBHEM) AMETPOIINI, KOCOIAA3UA H PETHHAABHBIX OC-
AOJKHCHUI, KOTOPBIE MOIYT IIPHBOAUTH K 3HAYHTCABHOMY
CHIDKECHHUIO IIEHTPaAbHOIO 3peHus. Kpome toro, darass-
HEBIE 3PHTEABHBIC HAPYILICHUA MOIYT Pa3BUBATHCA ¥ OOABHBIX
C HMHTPAKPAHUAABHBIMU HOBOOOPA30BAHUAMU AU HHTPA-
KpaHHaAbHBIME aHeBpusmamu [Guttman M. et al., 1984;
Shelton J. et al., 2011] BcaeacTBHE KOMIIPECCHOHHBIX, HIIIE-
MHYECKUX U I€MOPPATHYECKUX ITOBPEKACHUN IIPEIEHUKY-
ASIPHBIX ¥/HMAU IOCTTCHUKYAAPHBIX 3PUTEABHBIX Iy T, II0-
caeayrortero popMupoBanus ATpoHH 3pUTEABHOIO HEPBA.
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AHOMaAnn pedpakuuu u/MAM KOCOTAasue, 0OyCAOB-
AMBATOIIHE CTOWKHE HAPYIICHUAM 3PCHUA BCACACTBHC
3PUTCABHON ACHIPUBAINN, BCTPEYAFOTCA HPHOAUZHTCABHO
y 60% aerett ¢ TybeposHbM ckAeposoM [Mocuu FI.M. u Ap.,
2012]. VuureBasg BBICOKYIO 9YACTOTY 3THX OTKAOHCHHI,
PaHHAA KOPPEKIINA aMETPOIHE M KOCOTAA3Mf — BAKHEIC
STAIBl B PEAOMAHTAIINN ACTCH, CTPAAAIOIIIX TyDCPO3HEIM
CKACPO3OM.
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ITOPA’KEHME ITOYEK
ITPU TYBEPO3HOM CKAEPO3E

O.B. KarbiiniepA, A.A. XOABIPEBA,
A.A. AvA14PEBA

[Topaxenue modek mpu TyOEPOZHOM CKAEPO3€ BCTpeE-
9aeTCs AOCTATOYHO 9aCTO, IO AAHHBIM CBPOIICHCKUX HC-
cAeaoBaHHI coctaBageT oT 60 oo 80%!. 3a6oAeBanue, Kak
[IPABHAO, IIPOIPECCUPYET, MOKET IPUBOAUTD K PA3BUTHIO
KpPOBOTeUCHHH U (DOPMHUPOBAHUIO XPOHHYECKOH ITOYCH-
HOM HepaocratogHOCTH. OKOAO 1 MAH. GOABHBIX TyOEpO3-
HBIM CKAE€PO30OM B MEPE CTPAAAFOT XPOHHIECKOH [TOUEIHON
HeAOCTATOYHOCTHIO. OHA 3aHIMAET BTOPOE MECTO B CTPYK-
Type CMEPTHOCTH IIPH TyOEPO3HOM CKAEPO3€ ¥ B3POCABIX
MAIIEHTOB IIOCAE ITOPAKEHNN HEPBHOM CHCTEMBL, IO AAH-
HBIM KAMHHKH Maiio?,

CTpyKTypa [aToJIOrMy IIoYeK IpM TYOEepO3HOM CKIIEpO3e

THUIUYHBIM IOPAXKEHUEM IIOYEK CAYKAT COAHAHBIE O0-
pasoBaHMUA — AHTHOMUOAUIIOMEL U KHCTHI (T20A.1). K pea-
KUM BHAAM ITATOAOTHH OTHOCSTCA OHKOIIMTOMA, ITOYEY-
HOKACTOYHBIN PaK, 4 TAKKE HEOIIYXOAEBBIE 3a0OACBAHUA:
HedppornTHas, POKAABHO-CETMEHTAPHBIN TAOMEPYAOCKAE-
O3, COCYAHCTBIE AUCTIAQ3UH, ME3AHTHO-KAITHAAAPHBIH I'AO-
MepyAoHepHUT.

Tabnuia 1
Buasl moueunoii maTorornu mpu TyGepO3HOM CKAEpO3E

BIIAI:I TIOPAXKEHUA

AHTHIOMHOAUITOMEI + KHCTEI 136 (61%)
AHrmomMmoAuoMa 34 (15%)
Kucrer 9 (4%)
TToanxucros 14 (7%)
IIpoune mopaxenns modex 7 (3%)

OrcyTcTUBHE TOPAKEHHSA IIOYEK 21 (10%)




TopaskeHne noYek Ipu Ty6epO3HOM CKIIEPO3e

Anrnomuoannoma (AMA) — mHanboaee wacras AOOpo-
KAYCCTBCHHAA OIIYXOAB IIOYCK, BCTPEYAIOIIAACH IIPHMEPHO
o1 0,3 Ao 3% B MHPOBOI LONYAALMH, IPUUIEM Y *KEHIIIMH
9arre, 9YeM y My’KIHH, B COOTHOIIeHnw 2:1.

Pazamuaror 2 tama AMA: criopapndeckue, a Takxke Co-
geraroruecs ¢ TyoeposusiM ckaeposoM (TC) mam Aerod-
bIM AnManrnoaeiiomnomarozom (AAM)’. V 10% marm-
eHTOB ¢ rmoueyHsiMa AMA Amarsoctupyercst TyOepO3HbIi
ckaepos’. AMA Habaroparorcs y 55-75% manmentos ¢ TC,
XAPAKTCPH3YIOTCA MHOMKCCTBCHHBIM U ABYCTOPOHHHM IIO-
pakeHITeM, OBICTPBIM POCTOM U YBEAMYHBAIOTCA B CPCAHEM
Ha 1,25 CM B TOA O CPaBHEHHIO CO CIIOPAAMYCCKIMU aH-
THOMHOAHITOMAMHE, KOTOPHIEC YBEAMIHBAIOTCA B CPCAHEM HA
0,19 cM B TOA>S.

Panprrre AMA mpu TC wartie BBIABASAICH BO BTOPOH Ae-
KaAe xusH. [losiBACHIE COBPEMEHHOTO OOOPYAOBAHES IIO-
3BOAHAO AMATHOCTHPOBATh AHTHMOMIOAHITOMBI y ACTCH paH-
mero Bospacra. Kak rmpaBnao, HarmboAee HHTCHCHBHEIH POCT
AMA 1poHCXOAHUT B MyOEPTATHOM IIEPHOAE AU FOHOIIIE-
CTBE M 3aMEAAsieTCs ¥ B3pOCABIX . [Tpn ob6caeaoBarmm AeTeit
¢ TyOeposHbIM ckAepo3oM B Bospacte 10 aet y 55% BrrsaBas-
eTcA MATOAOTHA TOYEK, u3 KoTophix 80% cocrapasror AMA.

AMA otHOCATCH K CeMENCTBY IEPHUBACKYAAPHBIX SIIH-
TEAMIOHMAHBIX OITYXOACH M COCTOAT M3 SIHTEAMOHMAHBIX
U TAGAKOMBIIIICYHEIX KACTOK, AHOMAABHBIX COCYAOB H JKI-
posoii TkaHu. AndepeHIIIPOBKAa KACTOK MOXKET BapbHU-
pOBaTh, B K&ZKAOM OTACABHOM CAYYAC OAHH U3 THIIOB KAC-
TOK MOMKET AOMUHHAPOBaTh. DrureAnouAHsie AMA 1 AMA
C SIHTCAHMAABHBIMH KHCTAMH BCTPEYAIOTCA Y ITAIINCHTOB
¢ TC wame, uem npn criopaandecknx popmax®.

DIHTEANONAHAS AHTHOMIOAHITOMA ABAACTCA IPE3BBIIAli-
HO PEAKHM THIIOM OITYXOAH, BIrepsee ormcana Eble J.N.
u Ap. B 1997 roay, cOCTOUT U3 MHOTOYHCACHHBIX ATHITHY-
HEBIX SIIHTCAHOUAHBIX KACTOK, KAK IIPABHAO, IMEET DOABITIIIE
pasmepst — 7 cm u Goaee”'’.

DruTeAHONAHBIN BapuaHT rmodedHsix AMA gacto nmeer
ArpecCHBHOE TECUCHUE, XAPAKTECPU3YETCA HAANYHIEM ATH-
IIYHBIX KACTOYHBIX fACP, MAABIM COACP/KAHIEM KHPOBOK
TKAHN 1 MOJKET MAAMTHH3HPOBATHCA' . AaHHBIE O CIIOCOO-
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HOCTH K MeractasupoBanmio AMA mporusopeunsor'™!.

AMA, acconmmposarnsie ¢ TC, garre HAXOAATCH B ITOYKAX,
HO MOIYT OIIPCACAATBCA M B APYIHX OpraHax (IIpEHMyIIic-
CTBEHHO B IICUCHI, A TAK/KC B CCAC3CHKE, AMIHUKAX, (ParrO-
IIMEBBIX TPYOax, CEMEHHBIX KAHATHKAX, TOACTOM KHIIIKe)' .
Ocobennocravu AMA mpu TyGepO3HOM CKAEPO3E ABAS-
ercs akcpeccus Mmapkepos HMB45 u meaarnna A, B HOpMe
HPUCYTCTBYIOIINX TOABKO Ha IIOBEPXHOCTH MEAAHOLIUTOB".
AMA MOIyT 3KCIIPECCHpPOBATH PELIEITOPEL K 3CTPOrEHY
U ITPOrecTepoHy, uro accorrumpyercsa ¢ AAM Aerkux, BeTpe-
YATOIIETrOCA IMPEUMYIIIECTBEHHO Y sKeHImuH. [To AanHeM
KT 6promrHoil TI0AOCTH PaCIPOCTPAHEHHOCTD ITOYEUHBIX
AMA B couerannn ¢ LAM cocrasaster 40-54%'°.
WMamenenns rermos TSC1 (9q34) umaum TSC2 (16p13.3),
obHapyxKeHHbIE Y HarueHToB ¢ TC, MOTYT UrpaTh OIIpeAe-
A€HHYIO pOAB B peryasiuuu iyt Rheb / MTOR / p70S6K,
YBEANIHBAsA CHHTE3 OCAKA H, CACAOBATEABHO, POCT KACTOK
AMA". TTpn cOIOCTABACHHH MOAEKYASPHO-TCHETHICCKIX
HCCACAOBAHMH M KAHMHUYECKHX IIPOABACHHM HATOAOTHH
IIOYEK OTMEYCHO IpeodAaasanue myranuii B rexe TSC2
(50,1%) maa TSC1 (24,4%) (1aba. 2). V 16,9% GoapHBIX
C THINYHOH KAHMHHYECKOH KapTtuHOIl TC He BBIABACHBI
crasAapraeie Myranun. 'emotnn mpu TC cymecrBeHHO
BADACT HA (PEHOTHIINYICCKIE IIPOABACHHA IIOYCIHOIO II0-
pakennda. Ilpu maswgmm moammopdusma B rere TSC2
HMeEET MECTO AOOPOKAYECTBEHHOE TeUeHUE 3a00AeBaHMs 'Y,
[Mpu myrammn rena TSC2, kuctsr 1 AMA GeBaroT 60-
A€ KPYIIHBIMH, 9aIre ITOPAXKAIOT 00¢ MOYKN M 9acTO CO-
yeTaroTcad. BOABHBIE, HE MMEIOIUE TUIIMYHBIX MyTaITUM,
IO BBIPAKEHHOCTH KAMHHYECKAX IPOSABACHHH ITOYEIHOM
[ATOAOTHH 3aHIMAFOT IIPOMCEKYTOYHOE ITOAOKEHIE MEKAY
naruenTamu ¢ myramusamn B renax TSC1 n TSC2Y.
TaxuM 0Opa3oM, PE3yABTATEL MOACKYAAPHO-TEHETHYICC-
KOTO MCCACAOBAHUSA CAYKAT BAYKHBIM IIPEAUKTOPOM IIPOT-

mo3a TC.

AMA u cogeranne ux ¢ kucramu (puc. 1 a-r) Bcrpedaror-
Cf YAIIIE Y JKCHIIIH, YeM ¥ MY’K4HH, B TO BpeMs KaK Pa3BHU-
THE KHCT HE 3aBUCHT OT 1oAa (120A. 3)%.
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Tabmmua 2.
CpaBHUTEABHAS XAPAKTCPUCTHKA IIOPAKEHAA ITOYCK IIPU TyOEPO3HOM
CKAEPO3€ B 3aBUCHMOCTH OT I'€HOTHIIA

Myranms TSC1  Myra Heanddepen-
(n=306) 75 IIPOBAHHAS

MYTZIHIIH
(n=23)

AMA 8 (22,2%) 45 (60%) 11(7,8%)
1 5 (62,5%) 1 (2,2%) 2 (8,2%)
2-4 2 (25%) 1.(2,2%) 0
>4 1 (12,5%) 43 (95,6%) 9 (81,8%)
Awycropomnee 2 (25%) 44 (97,8%) 9 (81,8%)
HOpa)KCHI/IC

Kucrst 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%)
AEeeTES 1 (16,7%) 12 (52,2%) 4 (66,7%)
HOpéDKCHI/Ie

AMA + xucrer 2 (5,6%) 19 (25,3%) 0
Kna;‘;‘;‘ia;a 1 (2,8%) 2 (2,7%) 0

Kucrer nouex npu TC ompeaeadrores B 20-45% cayaaes
u orMevarorcs npu myramuu Kak rega TSCI1, tak u TSC2
(puc. 2). KnucrosHoe mopaxkeHHe BapbHPYET OT MHUKPOKH-
cTo3a, He onpeAeademoro npu Y3 u AmarHocTupyemoro
TOABKO IIPH OMOIICUU ITOYKH, AO THIIMYHOIO ITOAHKHICTO3-
woro ¢enoruma (puc. 3 a,6). Kucrsr moryr pasBuBarbes
B AFOOOM OTACAC HeDPOHA, OBITh KAK EAUHUYIHBIMU, TAK H
MHOKeCTBeHHBIMU. OTAMYUTEABHONH OCOOEHHOCTBIO KUCT
rpu TC ABAsieTcA THIIEPIAA3HA KACTOK KAHAABIICBOTO SIIH-
TEAHs, KOTOpasd HE BCTPEYACTCA IPH APYTHX BHAAX KHCT
U IMeeT CIIenu@UIeCcKUe Y€PTHI: IIAOTHAA 303HHO(MDHABHAL
LATOIIAA3Ma, KPYIIHOE THIIEPXPOMHOE AAPO C HEPOBHBIMHU
KOHTYPAMU U BBIACASFOINUMCA SAPbIKoM' Y. ['umeprinasus
U IpoAHMEpPAIHA ITHX KACTOK BEAET K 3aAMEAACHHUIO TOKa
YABTPa(PUABTPATA IIAA3MBI U PACILITHPEHHUIO BBIIIIEACHKAIIIX
OTAEAOB HeppOHA.
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Pucyroxr 1. a) V3U nouek. Kucra (uepnas crpeaxa), AMA (Geaas
crpeaxa); 6) Y3 nogex. Kucrer 1 AMA; 6) MPT, akcnaabmsiii cpes. T2
B3BereHHOe n3o0paxenne. AMA (Geaast cTpeAka) M KUCTHL TOYEK (Kpac-
Heie crpeakn); 2) MPT, koporapasrii cpes. T2 B3perrenroe n3obpaxeHue,
roAyueHHOE ¢ moAaBAenueM MP cmrmasa or mpa. MHOMKeCTBEHHbBIE
AMA nrouex (GeAble CTPEAKH) PA3ANYHBIX Pa3MEPOB B OOCHX ITOUKAX

Pucyrok 2. MPT, akcHaAbHEBIE
cpes. VsoOpaxeHus, B3BCIIICHHbIC
IO IPOTOHHON IAOTHOCTH. MHO-
skectBeHHble MeAkne AMA B 06enx
ITOYKaX (CTPEAKH).
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Tabnuia 3.
Bansane moaa u BospacTa Ha MopaKeHNE ITOYEK IPU TYOEPO3HOM
CKAEpO3€e

My KarHbL Kenmuabr
n = 68) (n = 66)

AMA 25 (36,6 %) 39 (59,1 %)
1 1.(4 %) 7 (17,9 %)
2—4 1 (4 %) 2 (5,1 %)
>4 23 (92,0 %) 30 (76,9 %)
ABycroponHee mopa- 23 (92 %) 32 (82,1 %)
AKEHHE
Kucrer 15 (22 %) 20 (30,3 %)
1 4 (26,7 %) 9 (45 %)
2-4 2 (13,3 %) 0
>4 8 (53,3 %) 10 (50 %)
ABycroponmee mopa- 8 (53,3 %) 9 (45 %)
JKEHIE
AMA + xucrer 7 (10,3 %) 17 (25,8 %)

Pucynox 3. 4) V3. IMoaukucros nouek y manmenra ¢ 'TC; §) MPT,
KOpOHapHSBIi cpes. T2 B3BenieHHOE H300paAKEHHE, TIOAYICHHOE C IIOAA-
BAeHneM MP curnasa ot xupa. [Toankucros mogek y marenra ¢ TC.

203
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B macrosiiiiee BpeMs yCTaHOBAGHA POAB B KHCTOICHE3E
HApyIIeHN (DYHKIIHH PECHUYEK TYOYAAPHOIO SIIUTEAUSA
(LIABApHASA THIIOTE3d). DTOT (DAKTOP MMEET 3HAYCHHCE U IIPU
TC. YcraHOBACHA CBA3b MEKAY IaMapPTHHOM, TYOEpHHOM,
MOAMIIMCTUHOM-1 1 COCTOAHHEM AAMHBI PECHHYCK B KACT-
Kax-nipearecTBeHannax  Hedpporeans®. Ilpu  myranmn
reaoB TC nmeerca ykopoueHHe pecHHYEK HePPOTEAH,
HAPYIIICHIE TOAAPHOCTH KACTOK, YUTO TAKKE IPHUBOAUT
K 3aMEAACHHIO TOKA JKMAKOCTH B KAHAABIIAX M MX KHCTO3-
HOMY PACIITHPCHUIO. YCTAHOBACHO, YTO IOAWIINCTHH-]
U TyOepHH CBA3BIBAFOTCH APYT C APyroM mocpeactsom CO-
OH-rpynn®. Ilpeanoaaraercs, 9410 TyGEpHH KOHTPOAUPY-
eT ITepeMeITeHIe TIOANITUCTHHA-] Ha TOBEPXHOCT KACTOU-
HBIX MEMOPaH, PETYAUPYA ero (DYHKIIHIO.

B 2-5% cay4ae y 6oapuBIXx TC mMErOT MecTO M3MEHe-
HUf, AHAAOTUYHEIC TAKOBEIM IIPH AyTOCOMHO-AOMIHAHT-
HOH ITOAHKHCTO3HOM OOAE3HH. DTO CBA3AHO C COUYETAHHOM
aeaerrueit reaa TSC2 u PKD1, pacmoAokeHHBIX Ha KOPOT-
KOM 11Acde 16 XpPOMOCOMBI I HEITOCPEACTBEHHO IIPHACTAO-
IIIHX K APYT APYTY>2!. DTa HATOAOIMS ITOYEK IIPOSBAAET CeOsl
B OoAce paHHEM BO3PACTE, MOKET OBITH AHATHOCTHPOBAHA
1o AaHHBIM Y3 ImAoAa 1 mpoTekaer HoAee TAKEAO, TEM
IIPH ayTOCOMHO-AOMHHAHTHON ITOAHKHCTO3HOH OOAE3HH,
CBA3AHHOM TOABKO ¢ MyTanueii reaa PKD1. Kucrsr maren-
CHBHO PACTyT, AOCTHIAA 5 CM 11 OOACE B AMAMETPE, IIPHBOAS
K apTEPHAABHOM TUIIEPTEH3UH U XPOHUYIECKOH ITOYETHOM
HEAOCTATOYHOCTH B IIOAPOCTKOBOM Bo3pacte. OYECBHAHO,
IOTEPs SKCIIPECCHH KACTKAMU ITOYEYHOIO SIIUTCAMA Ty-
OeprHA W IIOAWUIIECTHHA AA€T CHHEprudeckuil sdpdekr
B Iporecce KucroreHesa”. Hapsiay ¢ HraHTCKUME KHCTa-
MI B ITOYKAX ¥ 9TUX DOABHBIX UMEIOTCA M MHOKCCTBCHHBIC
AHTTOMHOAMITOMBI.

K 6oaee peakomy mopaxenuro mogek (MeHee 2% 6OAb-
HBIX) OTHOCHTCA ITOYEIHO-KACTOUHBIN pak. CpeAHMIT BO3-
pacr BoisBAeHHA KapuuHOoMel npu TC — 28 aer (B 6oaee
MOAOAOM BO3PACTe, YEM B IOMYAAIINHN), OAHAKO, MIMEIOTCA
COODIIEHNsI O AMATHOCTHKE 9TOH IIATOAOTHH Y AeTei' >,
IToAo3peHne Ha ITOYEIHO-KAETOYHBIN PaK BO3HUKAET IIPHU
V31 coanpHOro 00Opa3soBaHUA C HEPOBHBIMU KOHTYPAMH,
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HEOAHOPOAHOTO IO CTPYKIYpe, OEAHOTO KHPOBOH TKAHBIO.
ITpu craEAapTHOM OKpacke TeMaTOKCHAMHOM-303MHOM KA€E-
TouHbll coctaB AMA, OeAHOH KHPOBOH TKAHBIO, U ITOYECY-
HOHM KapIHHOMBI HeOoTAHYIMM. Aaf AnddepeHInasbHOM
AUATHOCTHKH HEOOXOAHMMO HMMYHOTHCTOXUMHYECKOE HC-
caeaoBarue. Haamdgre moaoskurreapHoM okpackn na HMB45
U MEAAHHH A CAYKHT AHMATHOCTHYECKHM Mapkepom AMA
1 ITO3BOASIET HCKAFOYNTB ITOYEIHO-KACTOYHBII pak'’.

Peaxoit AODPOKaIeCTBEHHOM OIYXOABIO ITOUCK ABAACTCH
oukoruroma. [Ipu TC ona Berpevaercs dariie, 9eM B IOITy-
asrint, OHKOITUTOMA TIPEHMYITIECTBEHHO COCTOUT H3 SITH-
TEAMOHAHBIX KACTOK U ABAACTCA AOOPOKAYECTBEHHOM.

K peaknm meomyxoAeBbiM mopaxeHuAM Imodek mpu TC
OTHOCATCA COCYAUCTBIE AHCIIAA3HH, ITOPOKH ITOYCIHOM TKa-
HH, MEMOPaHO-IIPOAUDEPATHBHBLI TAOMepyAoHedpHT, HO-
KAABHO-CETMEHTAPHBIN TAOMEPYAOCKAEPO3 1 HePPOAUTHAS.
DOKAABHO-CETMEHTAPHBIA  TAOMEPYAOCKACPO3  BO3HHKACT
IIOCAE YACTUYHOH HAHM TOTAABHON HE(MPIKTOMUM BCACA-
CTBHUE IUITEPUABTPALIII B OCTABIIIIXCA HEPPOHAX U BEACT
K ITPOTPECCUPYIOIIEMY CHIGKCHIIO ITOYCIHOH (PYHKITHI.

Boabnsre TC mpeApacrioA0KEHBI K PasBUTUIO HEPPOAU-
trasa. OH JacTo pasBuBacTcs Ha (POHE IIPHEMA IIPOTUBOCY-
AOPOKHBIX IIPEIAPATOB: TOIINPOMATA U 30HU3AMHAA, KOTO-
PBIe HHIHOUPYIOT KAPOOAHTHAPA3Y, UTO BEACT K CHITKCHIIO
sKcKkperniuu nuTpara. Apyrum akTopoM, YBEAUIHBAIOIIIM
PHCK pasBuTHA HEPPOANTHA3A, CAY/KHUT IIOAUKHCTO3 IIO-
9eK, IIPH KOTOPOM HAPYIaeTCsA (DYHKITHA KAHAABICB, YTO
BEACT K THIIOIUTPATYPUH N THIICPKAABIINYPHH” .

7Ku3HEHHO-YTPOKAFOIITHUME OCAOKHEHIAMHI IPH IOYCY-
ueIx AMA, acconmuposanssix ¢ TC ABASIOTCA CIIOHTAHHBIE
kposoreuenus y 17-20% manmenros, kotopsie B 43,5% cay-
92CB MOIYT PELIHAUBHPOBATE™.

DakTOpaMu, CBA3AHHBIMIE C YBEAYCHIEM PHCKA KPOBOT-
edeHuH rmodeaHbx AMA ABASFOTCSA: pasMepsl 0Opa3sOBaHUsA
> 4cM B AMaMeTpe, aHEBPU3MBI apTepHil boAee Smm, Oepe-
MEHHOCTh M IIPUMCHEHIE 3CTPOICHCOACPIKAIINX KOHTpPa-
terrrnBos™ .

[Toweunsie AMA acCOLUUPYIOTCA C ABYMS THIIAMHA IIO-
PAKEHIIA:
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1. PerporepumroneasbHOE KpPOBOTEUEHHE CO BCEMH
IIPU3HAKAMU BHYTPEHHEH KPOBOIIOTEPH: XOAOAHBIH IIOT,
apTepuaAbHas THIOTOHHA, cAabocte; y 20% Bo3HHKaeT
IIOCTIEMOPPAIMYECKHH IIIOK (CHHAPOM ByHAepaAmxa). D1o
COCTOSIHHE TPEOYET HEMEAACHHOIO XUPYPIUYIECKOIO BMeE-
mateAbcTBa. Kak mpaBuAO, IPOU3BOANTCA PE3EKIIUA IIOYKH
AU He(PPIKTOMHSL.

[Ipx MHKPOCKOIIMYECKOM HCCACAOBAHHH YAAACHHOM
IIOYKH B yYACTKAX TKAHM, BBITASACBIIHX Ha paspese HOpP-
MAABHBIMH, BBIABAAIOTC MHKPOAHIMOMUOAUIIOMBL HAH
MHKPOKHCTBIL, 2 IIPH UMMYHOTHCTOXHMITYECKOM HCCACAOBA-
HUJ CPEAH HOPMAABHOH TKAHU — OTACABHBIEC KACTKH, AAFO-
IIMe MOAOKUTEABHYIO OKpacky Ha HMB45 u meaanns A.

2. Bropoii THI IOpa)KeHUA CBA3AH C KOHIAOMeparuei
HecKOABKIX AMA, HHMUABTPATUBHBIN POCT HX B OKPYKa-
IOIIYIO TKAHD U CAABACHHE IIAPEHXHUMBI IIPUBOAHT K IIOCTE-
IIEHHOMY OECCHMIITOMHOMY (POPMHPOBAHUIO XPOHUYC-
CKOH ITOYEYHOH HEAOCTATOYHOCTH, 4 TAKIKE K HAPYIICHUIO
YPOAMHAMUKH, HHQEKIHH MOYEBOH CHCTEMBI K PEAKO
K Tpomb0o3y moueunoit Beusr'. OAHako yHKIUS ITO-
YeK 9aIlle BCEIO AAHTEABHO He OBIBAET HAPYIICHHON AdXKe
y 60ABHBIX ¢ MaccuBHEIMU ABycTOpoHHIME AMA?. Crpyk-
Typa KAUHHYECKHX rposBAeHuI AMA mpeacraBaeHa B Ta-
Oanie 4 .

Taxum oOpasom, mopaskeHus modexk npu TC Bcrpeda-
IOTCA 9aCTO U MOIYT HUMETh OCAOXKHEHUH, TPEOYIOIIIe 9KC-
TPEHHOH CIIEIHAANSHPOBAHHON MEAUIIMHCKON ITOMOIIIH.

Huarnoctura AMJI mouexk

PaanoAormyaeckue 1 rICTOAOTHIECKHIE PA3AHYUA MEKAY
TUIAMHA IIOYEYHBIX AHTHOMHUOAMIIOM HMMEIOT BAKHOE 3HA-
YeHHE B KAMHHYECKOH ITpaKTuKe. TPyAHOCTD B AMATHOCTH-
ke mpeacraBafror AMA, cocrodIiue IIpenMyIecTBEHHO
U3 3IUTEAUOHAHBIX KAETOK CO CHIDKEHHBIM COAEPKAHHEM
KHIPOBBIX KAETOK, 4 TAK/KE AHAMETPOM MeHee 2 CM, ITO BEI-
HY/KAQET IIPOBOAUTE A PEepeHITHAABHEI AUATHO3 C II0-
9EYHON KapIUHOMOI' "',

BoaprmmaCcTBO OIyXOA€H 1movek BoiABAfroTCA upu Y3,
KOTOpPOE BBIIIOAHACTCA IIO IIOBOAY APYTHX 3a00A€BAHUII,
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Tabmnuia 4.
CTpyKTypa KAMHHYECKUX ITPOABACHINA IOYCTHON aHTIOMUOAMITOMBI

Kannngeckne npossaenns Yucao 60AbHBIX, Yo

Boau B nosicananoit obaacTu 27,5
3a0prOIHHEbBIE KPOBOTCICHHA 11
[TaaprEpyemas oyxoAb 23,1
Temarypusa 3
Anxopaaka 6,6
ITosbirenne A/ 11
IToreps anmernra 1
CaabocTtpb 12
CHIDKEHIE MACCHI TEAR 2.2
Mudexnmonmno-pocrasnteAbHasA 76

IIATOAOTHUA MOYEBBIX HyTCﬁ

Beccumirromnoe teuenne 35,1

>

TakuM 0o0pasoM, amarmocrupyerca 80% OecCHMIITOMHBIX
OIyXOA€H. XOPOIIIO OYepUEHHAs TUIIEPIXOICHHAS CTPYKTY-
Pa ¢ MHTCHCUBHBIME SPKUME BKAIOUCHIAMI O3 AOPOKKHI
0OCAAOAEHHA 3XOCUTHAAA HanOoAee xapakrepHa aasdl AMA
(puc. 4), HO B 32% HAOAIOAGHHH IIPU MAABIX pa3Mepax
obpasosanua AU epeHIIIaAbHBIN AHATHO3, 110 AAHHBIM
V3, ueBo3MOKEH

31,32

Pucynox 4. V31 nouck. Kpynnas
AMA mouxkm.
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Errte HeAaBHO cIHTAAOCH, 9TO XapakTepHbre 4epTel AMA
npu Y3 npaxkrugeckn maToraoMoHUIHBL. OAHAKO COBpe-
MEHHBIE HCCAEAOBAHUSA ITOKA3aAM, 9TO B 12% HAOATOACHMIT
OIIYXOAEBBIH y3€A IIPU IOYEUIHO-KACTOYHOM PAKE MOMKET
OBITh IMITEPIXOTCHHBIM U TAKIM OOPAa30M, CHMyAHPOBATH
AMA npu V3. B cBsi3H ¢ 3THM AASL IIOATBEPIKACHISA AHA-
rao3a AMA nokasaner KT naun MPT, 10 AaHHBIM KOTOPBIX
B a0COAFOTHOM OOABIIIMHCTBE CAYYIaeB MOKHO AHDdepeH-
LUPOBATH pak mouku 1 AMAP.

AHIIOMIOAHIIOMBEl MOKHO Pa3ACAHTD PEHTTCHOAOTHHYC-
CKH Ha «KAACCHYECKUE» U «DEAHBIC KUPOBBIMH KACTKAMIY.

OTAUYHTEABHBIM IIPH3HAKOM KAACCHYECKHAX aAHTHO-
MHOAHUIIOM ABAAETCA COAEPKAHUE OOABIIOTO KOAUYECTBA
’KUPOBBIX KACTOK, OHIM OOBIYHO AHATHOCTHPYIOTCS C ITOMO-
msio KT (puc. 5) nan MPT (puc. 6 a,6,8)™.

Ha marusaom KT Haanmdne HH3KOIIAOTHBIX OOAacTeit
menee 10 HU mosBoafer MACHTH(UIHPOBATH KUPO-
BBIC KACTKH B AHIHOMHOAHIIOMAX, OAHAKO, IIPH HHU3KOM
COACPKAHHUH, A TAKIKE PACCEAHHOM HAM AHUPEDY3HOM Mx
PaCIIpPEACACHIH B HOBOOOPA3OBAHNN OHH MOIYT OBITH HE
OOHAPYKEHBI .

Kpome TOro, BHYTPHOIIYXOAEBBIE KPOBOM3AUSHHUA B
AMA MOryT MACKHPOBATH KHPOBBIE KACTKH, OCOOEHHO
IOPH UX MAAOM KOAHYECTBE, U IIPHBECTH K OIIHOOYHOMY
AMarHO3y paka MOYIKu ',

AHTHOMHOAHUIIOMA PEAKO COACPIKHT KAABLII(DHUKATEL,
B OTAHYHE OT IIOYEYHO-KACTOIHOIO paka®’.

B anddepernmassnoit amaraocruke AMA u anrtocap-
KOMBI HEOOXOAHMO VYHTHIBATH HAAMYNE BEPETCHOODpA3-
HBIX COCYAOB, dHEBPHU3M M OKOAOIIOYEUHBIX TEMATOM, KOTO-
poie 6oaee xapaxrepusr Aas TCH,

[To paAmoAOrHYECKMM IIPU3HAKAM KAACCH(DUITHPYIOT
AMA, coaepxarmune meHee 25% KUPOBBIX KACTOK HA TPH
ITOATHIIA: TUIICPACHCHBHEIC, H30ACHCHBHEIC HAM AHITTOMU-
OAHITOMBI C 3ITUTEAHAABHBIMA KHCTAMI .

I'muepaencusubie ouarn AMA ma mHartusuoin KT u T2
runouHTeHCHBHBIC Ha MPT XapakTepusyroT TAaAKOMEIIIICY-
HBII KOMIIOHEHT OIIYXOAH M ABASEOTCH KAIOYOM K OIIPEAC-
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Pucynoxk 5. PKT, akcuaAbHBII
cpes. AMA (crpeaxa).

PucyHOK 6. 2) MPT, akcmaabHBI cpes. T2 B3BEIICHHOE N300paKeHHE.
Kpyrnas AMA B mipasoii mouke (Geaas crpeaxa) §) MPT, koponapHsrit
cpes. T2 B3BereHHOE H300pAKEHHE, IIOAYICHHOE C TOAaBAcHIEM MP
curnara or xupa. Kpymaas AMA B npasoii mouxe (Geaas crpeska)
6) MPT, akcmaapubIi cpe3. T2 B3BermeHHOe m3obpaxkenume. Kpymmas
AMA B AeBoii mouke (Geaas CTpeAKa).

AGHHIO €€ Tula. | uIIepAeHCUBHBIE AHITTOMUOAUIIOMEL CO-
craBAAroT npumepHo 4-5% AMA, Kak IpaBHAO, A0 3-X cM
B AHAMETpe, OOBIYHO COAEpkAT TOABKO 3-10% KupOBBIX
KAETOK Y,

WsoaencuBupie AMA Berpedarorcsi PeAKO, Xapakre-
pusyrorca AUM@Y3HBIM PACIIPEACACHUEM KUPOBBIX KAE-
TOK, B CBA3U C 4YeM He oupeAeasirorcsa Ha HatuHOM KT,
pu Y3-HCCAEAOBAHUN OOBIYHO HUMEIOT THIIEP3XOICHHYIO
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CTPYKIYPY ITO OTHOIIEHHIO K IIOYEYHON mapeHxumMe. Muo-
FOYHCACHHBIE HCCACAOBAHHUA B AUMDPEPEHIIHAABHOH AHU-
arHOCTHKE M30ACHCHBHOM AMA M ITOYEYHO-KAETOYHOTO
Paka IPOTUBOPEIMBEL 1 HE ODHAPYIKUAM YETKUX PA3AMIHI
MeKAY HUME.

AHIMOMHOAHUIIOMA C SIHTEAMAABHBIMU KHCTAMH ABAf-
eTCA eIre OAHUM IPE3BBIYARHO PEAKIM BAPHAHTOM Pa3BHU-
THS OIyXOAH C HHU3KHM COAEPIKAHHMEM *KUPOBBIX KACTOK ™.
DIUTEAMOUAHBIC AHTHOMHOAUIIOMBI PEHITCHOAOTHICCKH
OOBIYHO BBIABASIOTCA B BUAEC HOBOOOPA3OBAHHE OOABIIINX
Pa3MEPOB C OYaraMH KpPOBOM3AHMAHHII M HEKpO30B. boap-
IIIIHCTBO SIHUTEAHOIIOAOOHBIX AMA ABASFOTCA THITEPACH-
cuabiMu Ha HatuBHOH KT (kak mpasuao, 6oace 45 HU)
n T2-runonprercuBasiMu Ha MPT, onm MoryT OBITH Kak
TETEPOTCHHBIMMU, TAK ¥ TOMOTCHHBIMHU C MHOKECTBCHHBIMI
KHCTO3HBIMU BKAFOUeHmAMn™. Aas rpoBeaenus Andde-
PEHIIHAABHOTO AHATHO3a SIINTCAMOHAHON AHTHOMHOAU-
IIOMBI ¥ IIOYEYHO-KACTOYHOIO PaKa MCIOAB3YIOT MAPKEPHI
MEAAHOCOM-ACCOLUUPOBAHHBIX OeAkoB (HMB-45 amrures,
Melan-A) u raaakomsimreussx mapkepos (HHF-35, SMA,
n kaabAecMOHA)” . DIUTEAMaABHBIC OIYXOACBBIE MapKe-
PBL: AIIUTEAMAABHBIN MeMOpaHHEIH anTHreH (DMA) H -
TOKEPATHH, KOTOPEIE, KAK IIPABHAO, ITOAOKUTCABHBI ITPH
[IOYEUHO-KACTOTHOM PaKe, OYAYT OTPHIIATEABHBI IIPH ITH-
TEANOMAHBIX AHTHOMHOANIIOMAX .

MPT moxeT OBITh MCIIOAB30BaH B AmarHOCTHKEe AMA,
OAHAKO 9TOT METOA HE IT03BOAACT AHUPEDEPEHINPOBATH
KUPOBBIE KACTKH OT BHYTPHKACTOYHBIX )KHPOBBIX BKAFOUC-
unit. [Toreps MP-curaasa Ha rpaHmie HOBOOOpa3OBaHUA
U ITOYCYHON ITAPECHXUMBI MOYKCT YKA3BIBATH HA HAANYHC
AHTMOMUOAHIIOMBL ",

KT ¢ xoHTpacTHpOBaHHEM H AHTHOTPAQUA ITO3BOAACT
H3YYUTh AHTHOAPXUTCKTOHHMKY IIOYKH M HOBOODpasoBa-
uus. Haamane anesprusm B8 AMA pasmepom 5 mm 1 Goaee
ITO3BOASICT PA3AMYATH IAITUCHTOB, ITOABEP/KCHHBIX PHCKY
KPOBOH3AUAHIA, H IIPOTHO3HPOBATE CIO C YYBCTBHTEABHO-
crpro 100% u crrerudranocTpio 86%, B TO BpemsA KaK IIPH
pasMepe OIyXoAHr 4 cM HAH DOAee CHETUPUIHOCTD YMEHb-
raercs Ao 38%0%.
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EBpomnetickad acconmanus ypOAOrOB PEKOMEHAYET BEI-
IMOAHCHHUE KOMITBIOTCPHOH TOMOIPA(HH C KOHTPACTHPO-
BanueM, a MPT rmokasaHo marpeHTaMm ¢ aAAEPTHICCKON pe-
aKIued Ha KOHTPACTHBIC BCITICCTBA, 4 TAK/KE OCPEMEHHBIM
U ACTAM.

broncns mokasana mpu AMA A0 3 cM B amameTpe AAf
HCKAIOYEHHA IIPOIIECCA MAAUTHHM3AIIHMHE M B TEX CAYYAfX,
KOTAA APYIHE METOABI KAHHHYECKOIO U AaDOPATOPHOIO
HCCACAOBAHUSA HE AAFOT BO3SMOKHOCTH ITOCTABUTH AHATHO3
UAM YTOYHHTH €O B TAKOH Mepe, KOTOpas HEOOXOAHMMA
AASL PEILICHUS BOIIPOCA O AAABHEHIIICH TAKTHKE ACUCHUA’.
Buormcnsa mouku MOKET OBITh OCAOMKHEHA KPOBOTCIECHHEM
13 OOMABHO BaCKyAsipr30BaHHON AMA mam ripu aAuccemu-
HAITUH KACTOK ITOYCYHOM KAPIIMHOMEL.

Boabnsre TC TpebyroT peryAfpHOro MOHUTOPUPOBAHUSA
COCTOAHHUA MOYEBEIBOAAIICH CHCTEMEL

Aetsim ¢ TC a0 5-aerrero Bospacra nokasauno Y3 1 pas
B 2 TOAQ IIPX OTCYTCTBHUU IIOPAKCHUSA IIOYCK, A IIPH BHIAB-
aernu AMA man xucr — 1 pas B roa. [Ipn moaospennn Ha
rmoyeuHO-kAeToIHbIH pak — MPT 1 pas B 6 mec. nan garre
IO ITOKA3AHUAM.

[Mpy maamann MHOMkeEcTBeHHBIX AMA 1 moAmkmcrose
ro4ek y 60ApHbBIX ¢ T'C HECOOXOAUM ITOCTOAHHBIN KOHTPOAD
(PYHKIIIH TTOYEK 1 APTEPUAABHOTO AABACHIAL.

JleueHne mopaskeHuit IIoUYEK Ipy TYOepO3HOM CKIIEPO3€e

Koncepparusaas tepamnus 3a00AeBanuil modek upu TC
ObIAA TOABKO CHMITTOMATHYCCKOMN: IIOCTOAHHBIN IIPHEM IUIIO-
TEH3UBHBIX CPEACTB (IIpelrapaTaMu BEIOOPA OBIAM MHIHOHTO-
PBI AHTHOTEH3UH-IIPEBPAIIAOIIETO (hepMeHTa U DAOKATOPBI
PEIEnTOpPOB aHTHOTEH3HMHA- 1), ITOCMHAPOMHASA TEPAITHA XPO-
HUYECKOU TTOYECYHON HEAOCTATOYHOCTH, a4 B AAABHCHIIIEM
HIPOIPAMMHBIN T€eMOAUAAN3 H TPAHCIIAAHTALIL.

Baaropapsa HM3y9eHHIO PpEryAHPYIOIIEH POAH OEAKOB
TyOeprHa U raMapTUHA B TeHe3e oOpasoBanua AMA (pocr
1 npoAndEepannsi KACTOK U UX BBIKHBAEMOCTD) B CBA3H C X
cypeccuBHbIM ActictBrem Ha mMTORI1-dakrop craso Bos-
MOXHBIM HpuMeHeHne uarnontTopa mTOR pamamunnaa
B KadecTBe marorenerudeckoro acuenns TCY.
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MHOTOIICHTPOBEIE PAHAOMH3HPOBAHHEIC ABOHHBIC CAC-
mere  11Aarebo-KOHTpoAupyeMble nccacaoBanms EXIST-1
n EXIST-2 mo npumenernro ssepoammyca mpu AMA,
accounnposarbx ¢ TC IT0Ka3aA0, YTO y OOABIINHCTBA
OOABHBIX, ITOAYYaBINUX Iipemaparel umHruomropa mTOR
pamaMHIIMHA B T€YEHHE 1 TOAA, CYIIECTBEHHO YMEHBIIIN-
Amch pasmeprr oopasoBarus (Ha 20-80% OT MCXOAHBIX Be-
AmanH). UYepes roA mocae OTMEHBI IIperapara y OOABIINH-
CTBA IALIMEHTOB CpeAHue pasmepsl AMA yBeAHYHANCH Ha
28-86% OT NCXOAHBIX, XOTA § HEKOTOPBIX OOABHBEIX YMCHB-
IIICHUE Pa3MEPOB OIYXOAU COXPAHAAOCH M ITOCAE OTMEHBI
Teparmn’®*. PesyAbTaTB HCCACAOBAHUS ITIOATBEPAAH IIPE-
BOCXOACTBO KAMHHYCCKON 9(P(PEKTUBHOCTH 3BEPOANMYCA
HAA ITAAIE0O0 IO BPEMEHN IIPOrPECCHPOBAHISA IMOYCUHBIX
AMA 1 KOXKHBIX OY4roB.

DkcrepumMeHTaABHBIE paboTEl IO AcdeHHI0 TC mpe-
mapaTaMu nHTEpdEpOHa, AHTHTEAAMH K (PAKTOpaM pOCTa
(artn-VEGF m Ap.) mokasaAn yMeHbIIIEHNE THKECTH IIPO-
sBAeHHSA 3200AeBaHMsA . APYTroil OTEHINAABHOMN IPYIIION
nperaparos B Tepanun TC mMoryT craTe nHrHOuTOopsr dap-
HE3UA-TpaHC@EPassl, KOTOPAT HEOOXOANMA AASl AKTHUBALIIE
Rheb-dakropa — rAaBHOTO peryAsTopa KHHA3HOM aKTHBHO-
cru mTORY.

Ilpu couerannoi myranuu B rerax TSC2 u PKD1 Bos-
MOKHO H3YUCHHE ACHCTBHA ITPEIAPATOB, HAIPABACHHBIX
HA YMEHBIIICHHE POCTA KHCT B modYkax. K HuM oTHOCATCA
AHTATOHHUCTBl V2-PEIEITOPOB Ba3OIPECCHHA (TOABAIITAH),
MOAYAATOPBI KA€TOUHOTo romeoctasa Ca++ (rpurrroana),
MHIIONTOPOB TUPO3UHKUHA3H (POCKOBUTHH), AHAAOIOB
COMATOCTATHHA (OKTPEOTHA).

DBOAIOITHSA PASBUTHA XUPYPIHMUCCKIX METOAOB ACUCHUA
HOBOOOPA30BAHMUIA IIOYEK IITAQ OT OTKPBITEIX OICPATHBHBIX
BMCITIATEABCTB K MAAOHHBA3HBHEIM, B OOABIICH CTEIICHH
COXPAHAIOIUM (DYHKITHOHAABHYIO YACTh IAPEHXIMBI ITOU-
KH, 9TO OCOOCHHO BAKHO IIPH MHOKECTBEHHOM ITOpPaiKe-
mun AMA. TlostoMy B mmocAcAHEEe ACCATHACTHE ITOAXOABI
KAK K KOHCECPBATHBHOMY, TAK M XHPYPIHYICCKOMY ACUCHUIO
CYITIECTBEHHO U3MCHHAUCE.
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Xupyprudeckas TakTuka B oTHOIIeHH AMA mmodex mpu
TC ObIA2 BBIKUAATEABHOM U 3aKAFOYAAACH B PE3EKIIHH [T0Y-
ki uAn Heppakromun 1pa AMA GOABIIHX pasMepOB HAK
[IpH JKI3HEYTPOKAIOIINX KPOBOTEUEHUAX. B HacTosAee Bpe-
M#l XHPYPIIICCKasd TAKTHKA C BELKHAATEABHON CMEHIAACH Ha
VIPEKAATOIIIYIO.

IMpu aewenumn AMA IPHOPHUTETHBIMHE CYHTAIOTCH Ma-
AOVHBA3HBHBIC OPraHOCOXPAHAIOIIIE MECTOABL [larmenTam
C OOBEMHBIMI OOPA30BAHIAMHE IOYEK, ACCOIMHUPOBAHHBIME
¢ TC, peKOMEHAOBAHEI TPH BHAA ACUCHHA: OIIEPATHBHOE (pe-
3EKITUA ITOYKH HAN HE(DPIKTOMUA), SMOOAU3AIIHA (IIOATOTO-
BUTEABHBIH 9TAIl HAM CAMOCTOSTEABHBIR METOA ACYUCHUA),
a0AAIIHA (KPHO-, PAAMOYACTOTHAS 1 MUKPOBOAHOBAA), OCHO-
BAHHBIC HA AAHHBIX PAANOAOTHYCCKAX M THCTOAOTHYCCKUX
METOAOB 0OcAeaoBann. OAHAKO Ha CETOAHAIIHUI ACHB HE
BBIPAOOTAHA ODITIEIIPUHATAA TAKTUKA M TOYHBIC ITOKA3AHIA
K TOMY HAU FHOMY BUAY ACUCHUAL.

XHUpyprugeckoe ACUCHHE IIOKA3aHO OOABHBIM C KPYII-
HBIMH OIIYXOAfIMH, KOrAa puck paspsa AMA u 3abprom-
HMHHOTO KPOBOTCYEHHA OYCHD BBHICOK, C HAAYIHEM KAMHU-
YECKHX ITPOABACHHH MAHM MHTCHCHBHBIM POCTOM OITYXOAH.
BOABHBIM € HEDOABIINME OIYXOAAMH 0O€3 KAMHHYECKHX
IIPOABACHHUH ITOKA3aHO AMHAMHYECKOE HADAIOACHIE

AHAAU3 PE3YABTATOB OIICPATUBHOIO ACYCHHA ITOUCH-
aeix AMA ¢ 2000 10 2010 roasl IIpeACTaBACH B TaOAHILE 5,
KOTOPBIM HE IIOKA3aA PA3AMYUN BPEMEHH OIEPATUBHOIO
BMEITIATCABCTBA, TEIIAOBOM HITIEMIH, 00BEMA KPOBOIIOTEPH
H 9aCTOTBI OCAOKHEHHI IIPHU BEIIIOAHEHUH OTKPBITOM U Ad-
ITAPOCKOIIMIECKON PE3EKINH ITOUKA’ .

B Amreparype mosBasercs Bce HoAbIIe cOOOIIEHUI 00
ycrerHon amboausannn upu AMA mouek. [Ipeumyrre-
CTBAMU METOAQ ABAACTCA COXpaHEHHE (DYHKIIFOHAABHOM
MAPEHXUMBl IIOYKM IIyTEM CYIICPCCACKTUBHON 5MOOAM3a-
mun cocyaa AMA. CeAexruBHAS 3MOOAH3AINA ABAACTCH
METOAOM BBIOOPa B AedeHNN OOABHBIX T'C ¢ eANHCTBEHHOMN
[TIOYKOH HMAW MHOKECTBEHHBIMH ABYCTOpOHHHUMH AMA, a
TAK/KE IIPH COIYTCTBYIOIIEH TATOAOTUH 1 BEICOKOM PHCKE
OIIEPATUBHOIO ACYCHHUA. DTOT METOA IPHMEHACTCA AASA
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AegeHus ocAokHeHnH AMA (Makporemarypus, camMOIpo-
HU3BOABHBIM Pa3phIB, KOMIIPECCHUA YAIIEIHO-AOXAHOTHOM
CHCTEMBI U IIOYECIHBIX COCYAOB) U C IIEABIO IIPOMUAAKTHKH
KPOBOTCICHHIT.

Aas amOoamsarua AMA HCIIOAB3YIOT pasANYHBIE Be-
IT[CCTBA — STAHOA, YACTHUIIBI ITOAUBHHIAAAKOIOAS, MHKPOC-
deprr, coueranne SMOOAMSAIIHME AHMCTAABHOIO KPOBOTOKA
IMOAMBUHHAAAKOTOACM C ITOCACAVIOITICH dMOOAM3aIIeH
OPHHOCAIIUX COCYAOB cmupasamu. IlpoBeacHue ceack-
THBHOH 5MOOAM3AITHH CIIOCOOCTBYET CKACPO3HMPOBAHIIO
U YMEHBIIECHHUIO pasmMepos AMA, MeHee TpaBMATHIHOMY
€€ IIOCACAYIOIIEMY OIIEPATUBHOMY YAAACHHIO .

Vmenbirerue pasmepos AMA mocae asmboAnsarmn 3a-
BHCHT OT COCTaBa TKaHH orryxoAu. AMA, cocrosimne mpe-
HMYIIECTBEHHO U3 JKHPOBEIX KACTOK, ITPH 9MOOAM3AITHI
YMEHBIIIAFOTCA HE3HAYNTEABHO, 1 B PAAC HADATOACHHH Tpe-
OYIOT IIOBTOPHOIO BMEIIIATEABCTBA™.

[Tocae mogewHON apTEPHAABHON SMOOAUBAIIHH YaCTOTA
PasBUTHA IOCTAMOOAN3AIIMOHHOIO CHHAPOMA COCTABAACT
ot 10% a0 30%, 910 CBA3AHO C BOCITAAMTEABHON PEAKIIHEH
1 Hekpo3oM TkaHn AMA.

AaHHBIE PE3YABTATOB HCCACAOBAHHUN CEACKTHBHOH M-
boamsannn modeunsrx AMA npu TC mpeacTaBACHSBI B Ta-
6amme 6°'. OHM AGMOHCTPUPYIOT 3HAYUTEABHYIO YaCTOTY
PEIUANBOB KPOBOTEUCHNS, IIPOTPECCHPOBAHIE POCTA HO-
BOODPA30BAHHIH, YTO CBA3AHO C BKAIOYCHHEM B HCCACAOBA-
HUE ITAIIUCHTOB C OOABIIIMME pasmepamu AMA.

Cospemennas teparus AMA npu TC BkarouaeT Tepmu-
YCCKYIO aDAAIINIO: MHUKPOBOAHOBYIO, PAAHOYACTOTHYIO M
KpHOACCTPYKITHIO. [IpenmyrmecTBamMu abAAINN ABAAIOTCA
MAAOWMHBA3UBHOCTD, XOPOIINN TEPAIIEBTHICCKIH 3PdeKT,
MAABIH KOMKO-ACHb M IPAKTHYCCKH OTCYTCTBHE IIPOTHBO-
[IOKA3AHHIT™.

Paanmouacrornas abasmus (PYA) Oeiaa paspaborana
B cepeante 1990-x roaoB u B HacTOAIEE BPEMA ABAACTCA
HANOOACE M3YIECHHBIM MECTOAOM CPEAH BCEX BHAOB 9HEpPTE-
THaeckOl abAsaruu. PUA BBITOAHAETCA YPECKOKHBIM, Ad-
IAPOCKOITMYECKUM B AAIIAPOTOMHBIM AOCTYITAMEL.
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MeTtoAmKa IIPEACTaBAACT COOOM BBEACHME aTPABMATHYIC-
CKOTO 9ACKTPOAA B OIIyXOAB H BO3ACHCTBHE HA IIOCACAHIOIO
TOKOM, ITPHBOAA K HEOOPATHMBIM M3MCHECHUAM B KACTKAX
n tkann AMA*. TlporpeBanme OIIYXOACBON TKAaHH AO
temirepatypsr, mpessimarorneii 60C0 aocruraercs 3a cuer
OBICTPOrO ABIDKCHISA SACKTPOHOB B OTPAHMYECHHOM IIOAC,
KOTOPOE CO3AACTCA IYTEM IOAAYH PAAHOYACTOTHOM IHEpP-
run B anarasone 375-500 KHz. Meroa mossoasier acbdek-
TUBHO A€YHTHh OIYXOAH PAa3AUYHBIX AOKaAmsaruid. Heao-
cratkamu PYA fBAsieTCA HEBO3MOMKHOCTD PAAHKAABHOIO
BO3ACHCTBUA HA OITyXOAH AnameTpom 0oAee 30 MM, a Takke
Ha OIIYXOAH, PACITOAOKCHHEIC OAUBKO K KPYITHBIM COCYAAM
(3a caer apdexrra Termaonorepn)>.

Ayurme pesyabrater PYA mmoAydeHs! npu 9k30(OHTHOM
PACIIOAOMKEHUN OIIYXOAH, KOTAA 6oAee 25% Amamerpa Ha-
XOAUTCS B ITapaHePAABHOM KACTIATKE™ .

Apyrum meropom aeuerus AMA mpu TC sasasercs mu-
kpoBoAHOBas abAsaus (MBA). Aannas TeXHOAOTHSA TO3BO-
ASIET 34 KOPOTKOE BPEMA BBI3BIBATH HAIPEB OKPYKAIOIINX
AHTEHHY TKAaHEH AO OYEHBb BBICOKOM TEMIIepPaTypHl, AOCTH-
raroreit 120 C°. TTpu 9TOM IPOIPEB OCYILECTBASETCS 34 CIET
OBICTPOTO KOACOAHHA MOACKYA BOABI, BEI3BIBACMOTO ITOAAYCH
sHepruu ¢ AAUHOH BoAHbI 915 MHz uan 2.45 GHz. I1pen-
myrectBamu MBA fBAfieTCA TOTEHITMAABHAS BO3MOKHOCTD
AedeHHs oOpasoBaHuil AnmameTpoM Ooaee 30 MM K 3HAYH-
TEABHO MEHEE BBIPAXKECHHBII 9(P(EKT TEIIAOIOTEPH.

PAA KAMHHYECKHX HCCACAOBAHHI COOOINArOT 00 3-
dekTuBHOCTH U OE30IIACHOCTH UCIOABb30BaHuA MBA mpu
aegennn AMA accormuposarnbix ¢ TC.

Cristescu M. 1 cOaBTOPBI HAOAFOAAAH YMCHBIIICHUE AHA-
Metpa 1 oobema AMA cpasy mocae MBA wa 1,8% u 1,7%,
cootsercTBeHHO. [Ipn mocaeayrorem HabAIOACHNH, Yepe3
23,1 MecAa OTMEYECHO YMCHBIIICHHE AMAMETPa 1 O00BbeMa
onyxoan Ha 29% u 47%, a Tarke CHIKEHHE BACKYAAPH3a-
muw 1o AaaabiM KT o MPT. CriorTanHBIE KpOBOTEUCHUA
[IOCA€ BMEIIIATEABCTBA HE OBIAN OTMEUCHDI ™.

HaxonaeHHEIH OIBIT KPHOAOAAITHME C MCIOAB30BAHHCM
AQITAPOCKOIIITYECKOTO U IEPKYTAHHOTO AOCTYIIOB ITOKA3aA
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ed IIPENMYIIIECTBA HAA PE3CKITHCH ITOYKH IIPH MAABIX OIIy-
xoax 1 AMAY. DddexruBrocts 1 6e30aCHOCTD KPHO-
A0AAITMM AHTHOMHOANIIOM IIOYEK AHAMETPOM AO 7,2 M,
noarsepaua Byrd G.E n coasr”’.

[Ipu KprOAOAAINK OIMYXOAB ITOABEPracTCs OYCHb OBI-
CTPOI U TAYOOKOM 3aMOPO3KE AO TEMIICPATYPEI AOCTHIAIO-
meit -40 C°, mocAe 9ero IpOU3BOAUTCS TAKOE e OBICTpOE
orrauBarne. OXAQKACHIE TKAHEH OCYINECTBAACTCA IIyTEM
HCITAPEHMA HA KOHIIE CIEIIHAABHOTO KPHO30HAA CKIKCH-
HOTO rasa ApProHa, IIOAABAEMOTO B KOHTYP ITOA OYCHb BEI-
coknM AaBacHneM (240-180 armocdep). OdeHp BaKHEIM
IPEUMYIIECTBOM KPHOAOAAIIMN ABAACTCH IIPAKTHICCKIH
moAHas 6€360AE3HEHHOCTD BMEIIATEABCTBA, IIO3BOAAIOITASL
BBITIOAHATH OIICPAIIHH TOABKO ITOA MECTHOM aHECTE3HeH,
BO3MOYKHOCTb ITOCTOSIHHOTO YABTPA3BYKOBOIO KOHTPOAS 32
00OPa3OBAHMEM «ACASHOTO IIIAPa», YTO ITO3BOAACT HE TOAB-
KO TOYHO BHACTb OOBEM ACCTPYKIIMH OIYXOAM, HO M H3-
OeKATD MOBPEKACHUSA IIPUACKAIIHX K HEH KU3HECHHO-BAXK-
HEIX OPTaHOB M CTPYKTIYP.

Brepsere y moapoctkoB ¢ AMA (pasmep 2,1-7,7 cm ),
accoruupoBasHeX ¢ T'C IpOAeMOHCTPHUPOBAAK YMEHBIIIC-
HUE B pasMepe U XOPOIIYIO IIEPEHOCHMOCTD IIPH HCIIOAb-
30BAHHHU AAIApPOCKONMYIecKor kpuoaecrpykunn (AKA)
Trelborg K. u coasroper. [Tocaeayrormumii meproa HabArO-
AcHHA coctaBuA 37 mecareB (amamasoH 20-62 mecsres).
PeTpocreKTHBHEIN aHAAM3 IIOKA3aA, YTO KPHOACCTPYKIIHA
AMA B ACTCKOM BO3pAacTe ABAACTCH AABTCPHATHBOM CyIIIC-
CTBYIOIIIIM METOAAM ACYCHHA, TAKUM KAK YaCTUIHAA Hed-
POKTOMHSA M CYIIEPCEACKTUBHAS AHTHOIMOOAN3ALSA .

Flum A.S. i cOaBTOPBI IPEAAOKIAN AATOPUTM AHATHO-
CTHUKH U ACYCHHSA IOYCIHBIX aHrnomuoAutom mpu TC, ko-
TOPBIH OCHOBAH HA PE3YABTATAX HCCACAOBAHMIIA, IIPOBEACH-
ubx ¢ 1999 o 2014 rr. (puc. 7).

Taxum 06pasom, anrmomuosntioma (AMA) — oaHa u3
CaMBIX PACIIPOCTPAHEHHEIX AOOPOKAYECTBEHHBIX ME3CHXHU-
MAABHBIX OITYXOACH ITOYKH, KOTOPBIE YaCTO ACCOINUPYIOT-
ca ¢ TC. AMA mouek HauboAee 9aCTO AHATHOCTHPYFOTCH
upu Y3, B 6oapmmacTBe cAyaaeB KT 1 MPT mossoastroT
auddepenrposats AMA OT TOYEIHO-KACTOYHOTIO PaKa.
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Pucynoxk 7. MuosxectBerrsie AMA
mouex (OEABIC CTPEAKH) M KHCTEHI
mouek (KPACHBIE CTPEAKH, PEKIM
T2 FS (moaaBAeHmE Kupa), KOPO-
HAPHBIH Cpes3

ITpoBeaeHHBIE KAMHUYIECKIE MHOTOIICHTPOBBIE ABOMHEIE
CAEIbIe PAHAOMHU3HPOBAHHBIE HCCACAOBAHHA IIOATBEPKAA-
tot, uro uarudburop mTOR sBasercs addexruBHbIM, O€3-
ONIACHBIM ITATOICHETHIECKIM METOAOM A€IECHUSA IIOYETHDIX
AMA mpu TC, mo3BOASIOIIINM COXPAHUTH (PYHKIITHOHUPY-
IOIIIYIO ITAPEHXUMY.

B 2012 roay FDA ©ObIA yTBEp:KACH M PEKOMCHAOBAH
B KadecTe 1-if Amanu Tepamun TC mpr aCHMITTOMHBIX HO-
BOOOPa3oBaHuAX =3 cM B Anamerpe — uuarudourop mTOR
(3BEpOAUMYC), KOTOPBIH OOECIICIUBACT TPOHHOM 3pdexT
BO3AEHCTBHA HA OIIYXOAb: YMEHBIIAET POCT, METAOOAU3M
u arruorees AMA u kucT odex.

EBporretickad acconuanua ypOAOrOB PEKOMEHAYET C
2014 roaa npumenenue naruonropa mTOR, a npu Hes-
ddexTuBHOCTH KOHCEPBATHBHON TEPAIINU M BO3HUKHO-
BEHUHU OCAOKHEHUH BBIIOAHEHUE CTAHAAPTHBIX XUPYPIHU-
YECKHUX BMEIIATEABCTB, CYIIEPCEAECKTUBHON 9MOOAH3AIIII
HAU PaAHOYACTOTHON abadnuun. KomcepBarupHas tepa-
mua ¢ ucnoapszopanuem uuruoumropa mTOR (aBepoan-
MYC) IPEAYIIPEKAACT IIOBTOPHBIE KpoBOoTedeHusa u3 AMA
y maruenToB ¢ TC B OTAMYME OT CEACKTUBHOM 9MOOAN3a-
LUK [IPU AAUTEABHOM HaOArOACHIH.

Kaxaprit metoA aeaenns moucaasx AMA npu TC nme-
€T CBOM IIPEUMYIIECTBA B 3aBHCUMOCTH OT KAHMHHIYIECKOH
CHTYALIUH.

IIpeAlToITUTEABHEIM METOAOM ACYEHHA IIPHU3HAHA
KOHCEPBATUBHAA TEPAIINA, KOTOPas MOMKET OBITh KOMOH-
HHPOBAHA C MAAOHHBA3SUBHBIMI HE(MPOHCOEPErarOIITHME
OIIEPAIIUAMU.
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AVIM®AHTUOAEMIOMUOMATO3
AETKIX

H1.D. CTETIAHAH

Anmdanrnoeiiomnomaros (AAM) — peakoe 3a60AeBa-
HIE ACTKHX, KOTOPOE MOKET PA3BUTHCHA B PAMKAX KOMIIACK-
ca Tybeposnoro ckaeposa (AAM-KTC) uan 6es aBHOM
npuunaer (crropaasmaeckuit AAM).

UcTopnusa

[lepBoe ommcaHme MHOPAKEHHA ACTKUX y IIAIIHECHTKU
¢ KTC (6oaesnpro bypuesnaas) npunaaaexut R. Lutem-
bacher, xoroperit 8 1918 r. omybankoBaa HabAIOACHHE
«QTHIIHIHON AM33MOPHOMSBI IIOYEK, OCTPOrO CyOMUAHAP-
HOIO KapIIMHOMATO32 ACTKHX C [EHEPAAU30BAHHOI aMpu-
3eMOH M ABYCTOPOHHHUM ITHEBMOTOpPakcom»'. Criopasmde-
ckuit AAM Oera Brrepsere onmcas E. von Stossel B 1937 r.,
KAK «MBILIICYHBII CKAEPO3 ACTKIX».

[Tornmanue mexarnsmos passurus AAM mpurAo mo-
CA€ OTKPBITHA T€HOB KOMIIACKCA TyOEPO3HOIO CKACPO3d —

TSC1 u TSC2 B 90-€ TOABI XX BEKa.

SnmpgeMmosnorns

A0 TOCAEAHETO BPEMEHHU CIUTAAOCD, 4TO0 AAM 0bHApY-
kuBaroT IpuMepHO y 30-40% xermun ¢ KTC. B nybau-
karmra 2013 1. Mo pe3yAbTaTaM IieA€HAITPaBAEHHOTO CKPH-
upara manuenTok ¢ KTC ara nudppa Bospocaa Ao 80%.

AAM y myxuans u Aeteii ¢ KT'C canrascs Ka3yHCTHKOH,
HO HOfBUAUCH AAHHBIE O TOM, YTO KHCTO3HBIEC H3MCHEHUSA
B AETKHX BRIABAAIOT y 13% mammeHTOB MYKCKOTO IOAQ
c KTC®.

Pacupocrpanennocts criopasugeckoro AAM cocras-
aster 1 ma 400 000 sKeHIIH ACTOPOAHOIO BO3pacTa’.

Knunanyeckue nposiBieHns
AAM mposBAAETCH IIPOTPECCUPYIOIIEH OABIIIKOH, IT0-
BTOPHBIMU ITHEBMOTOPAKCAMH, HAKOIACHUEM XHAC3HOIO
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BBITIOTA B IIOAOCTH IIACBPHI I PEAKHMU 3ITU30AAMH KPOBO-
xapKaHbA. BHeAerounas AnmdaAeHOIATHA U pa3pacTaHug
KHICTO3HBEIX MACC, KOTOPBIC IPHHATO HA3BIBATD ANMAHIT-
OACHOMHOMAMH, MOIYT IIPUBOAUTDL K HAPYIIECHHIO LIHPKY-
ATIH AUMBI B OPIOIITHOM ITOAOCTH M TA30BBIX OPIaHaX.
V 60abpHBIX AAM 9aCTO BCTPEUAFOTCH AHTHOAUIIOMEI IIOYEK
U CyOSIIEHAMMAABHBIE TMIAHOTOKAETOYHBIE ACTPOLIATOMEL
[MposBaeHns n Temier mporpeccuposanns AAM 3Haun-
TEABHO BapPbUPYIOT, YTO 3ATPYAHACT OIIPEACACHIE IIPOrHO32
3200ACBAHUA.

JuarsocTuxka
AHarHOCTHYECHKE KPUTCPHH

AMarHo3 ycTaHaBAHBAIOT HA OCHOBAHHH XaPaKTEPHBIX
HPOABACHHUH OOAC3HU U KAPTHHBI H3MECHEHHH B ACTKUX HA
KTBP u IOATBEP:KAAIOT PE3yAbTATAMH OHOIICHH ACTKHUX,
SKCTPAITyABMOHAABHBIX AUM(ATHICCKUX Y3A0B U AUMQAH-
THOAEHOMUOM. ['MCTOAOTHYECKUIT AMATHO3 OCHOBBIBACTCS
Ha xapakTepHOI Mopdoaoruu kaetok AAM u pesyapTaTax
HMMYHOIHCTOXUMHYECKIX HCCACAOBAHUI: IIOAOKHTEAD-
HOW PEaKIIMH Ha aKTHH rAaAKux Mermm n HMB45 amrn-
TeAd. Y IMANUEHTOB C MHOKECTBEHHBIMU KHCTAMH AETKHX
ycraHoBAeHHE AHArHO3a AAM TOABKO Ha OCHOBAHHU Kap-
sl KTBP cosaaer puck AnarHocrudeckux ommobox’.

Hrrxe TIpHBEAECHEBI KATETOPHH BEPOATHOCTH AHATHO32
AAM, chopmyanpoparHsie B PyKOBOACTBE ITO AHATHOCTHKE
u AedeHuro AAM, paspaGOTaHHOM IPYIIION 9KCIIEPTOB
Esporreiickoro Pecmuparoproro Obimecrsa (EPO) Ha oc-
HOBE IIPUHIIAIIOB AOKA3aTEABHOI MEAULINHBL .
Onpedenenmeri AAM

1) xapakTepHas MAM CXOAHAA KAPTHHA U3MEHEHHH B ACT-
kux Ha KTBP u coiicrsennas AAM naroaorudeckas Kap-
THHA B OMOIITATE AEIKOTO; AU

2) xapakrTepHas KapTuHa u3MeHeHn B Aerkux Ha KTBP
B COYECTAHUHU C OAHHM N3 CACAYFOITIUX IIPH3HAKOB: aHTHO-
MHOAHUTIOMOH B TIOYKaX, XHAE3HBIM BBIITOTOM B ITAE€BPAAB-
HOI HAH OPIOIITHOM ITOAOCTH, AUM(AHTHOACHOMHOMA HAT
nopaxerre AAM AnMQaTHYeCKHX Y3A0B, OIIPEACACHHBIH
uau Bepostasii KTC.
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Beposmmpri AAM
1) xapakreprere kapTrHa u3meHeHui B Aerkux Ha KTBP
1 KAMHIYECKOE TeICHUE DOAC3HH HAM
2) cxoanas ¢ AAM kapTHHA M3MEHECHHH B ACTKHX HA
KTBP B couerannn ¢ OAHHM U3 CACAYVIOIIIUX IIPU3HA-
KOB! aHTHOMHIOAUIIOMOH B ITOYKAX, XHAC3HBIM BBIITO-
TOM B ITACBPAABHOM HAHM OPIOIIHOM IIOAOCTH.
Bosmosrcresi AAM

XapaxkrepHad HAM CXOAHAA KAPTHHA M3MEHECHU B ACT-
kux Ha KTBP.

B cayuasx maamans y marmentos KTC, AAM pacuenn-
BAIOT, KAK ACCOIMUPOBAHHbINA ¢ HiM. [IpuBeAcHHEIC BBIIIIE
Avarsoctadgeckue Kpurepun AAM IPHUMEHEMBI TOABKO
y sKeHImH, Y MyxauH Anarao3 AAM, acconnupoBaHHOrO
¢ KTC (AAM-KTC), moxer OBIT yCTAHOBACH TOABKO Ha
OCHOBAHIU COYCTAHHUSA XAPAKTEPHON HAM CXOAHOH KapTH-
uer m3MeHennil B Aerkux Ha KTBP u coficteennoit AAM
ITATOAOTUYCCKOH KApTHHEI B OHOIITaTe Aerkoro. Amartos
AAM, 0cOOGEHHO B CAy4asX, KOTAA OH BEPOSTEH HAK BO3MO-
KeH, TpeOyeT NCKAIOYEHHA AABTCPHATUBHEIX 3a00ACBAHIH,
XAPAKTCPH3YFOIIUXCA KICTO3HBIMU H3MCHCHHAMI B ACTKIX.
I'mcToAOrHYECcKHE KPUTEPHUI AHMATHOCTIKH

ANAM  xapaxTepmusyercs AByMA THIIAMH H3MCHCHMIM:
KHUCTAMH; MHO)KECTBCHHOM Y3€AKOBOM ITpoAndepariuett
HE3PEABIX T'AAAKOMBIIIICIHBIX KACTOK M IICPHBACKYAAPHO
PACIIOAOMKEHHBIX ST TEAMOHAOIIOAOOHBIX KACTOK (puc.1).

Pucynox 1. T'ncroaornyeckuii mperapar GHOTATA ACTKOTO ITALIHCHTKH

c AAM.
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O06a THIIa U3MEHEHHUH COYETAIOTCA B PA3AMYIHOM COOT-
HOIIICHNN M HA PaHHEH CTaAun 3a00A€BaHMA MOIYT OBITH
MaAO 3aMETHEIMH. B cAy9asx OOHApPYKEHHA THIIMIHON
IpOoAnQEPAIII HE3PEABIX TAAAKOMBIIIICIHBIX H OIIHTC-
AMOMAOIIOAODHEIX KACTOK BHE HOPMAABHBIX MEBIIICTHEIX
CTPYKTYpP, COYCTAIOIIEHCA ¢ (DOPMUPOBAHHEM KHICT, BKYIIC
¢ xapaxkrepusiMu cumirroMamu 1 KTBP kaprusoit pyrus-
HOW OKPACKH IIPENapaToOB TEMATOKCHAMHOM M O3HHOM
OOBIYHO OBIBACT AOCTATOYHO AAA ITOCTAHOBKHA AHMATHO3A.
VIMMYHOTHCTOXMMHUHMYECKHE HCCACAOBAHUSA HA AKTHH IAAA-
kux wmor, aecmuaH 1 HMB45 aaror mennyro aAomoAnu-
TEABHYIO MH(OPMAIIHIO, OCODEHHO BAKHYIO IIPH paboTte
C MATEPHAAOM, IOAYICHHBIM IyTEM TPAHCOPOHXHAABHOM
ouoncun. B peaknx cayuadx peaxmwa mva HMB45 moxer
OBITh OTPHITATCABHOH, HO HAAUYIE XAPAKTEPHBIX THCTOAO-
IUYECKUX TIPU3HAKOB AACT OCHOBAHHC YCTAHOBUTH AUATHO3
AAM. B moAOGHBIX CAYYasiX KOPPEASLINS C KAMHHYIECKIME
npossaeausMu u KTBP kaprumoii moseiaer socrosep-
HOCTb AMArHO3a. [IprMepHO B IIOAOBHHE CAYIaEB UMMYHO-
TUCTOXVMITICCKIIC METOABI ITO3BOASIFOT BBIABUTH PEICIITO-
PBI K 9CTPOreHaM 1/ MAN IIPOIECTEPOHY.
PeHTreHOAOrHYECKIE KPUTEPUI AUATHOCTUKI
Xaparmeprvre npusraxu secourozo AAM na KI'BP

KTBP pekomeHayercs Kak METOA AYIEBOH AHATHOCTH-
KI ¥ MOHHUTOPHHIA H3MEHEHMN mpu A @y3HBIX 3200Ac-
BaHUAX Aerkux, BkArouad AAM. Kucrosuble nsmeHeHus
B ACTKUX THITIYHE AAT AAM M HMEFOTCH Y BCEX HALECHTOB
(puc. 2). VIx BHeIIHUIT BUA, Pa3MEPBl M KOHTYPHI MOTYT Ba-
PBHPOBATH, OOBIMHBIH AHAMETP KUCT 2-5 MM, HO MOKET AO-
crurate u 30 mm (puc. 3 a, 6). Kax mmpaBuao, pasmep Kucr co
BpeMeHeM yBeAndnBacTCs. KCTsI OOBMHO HMEIOT OKPYTAYIO
opMy B PABHOMEPHO PACIPEACAAIOTCA B HOPMAABHOI I1a-
PEHXHME ACTKHX. TOAIIMHA CTEHOK KHCT OOBIMHO HE IIpe-
BBIIIIAET 2 MM, HO MOXKeT AOXOAUTH A0 4 mm. KT BesBAsIET
BBIIIOT B IIACBPAABHOIT TIOAOCTH, KOTOPBIH IIPU HEOOABIIIOM
ero oObeMe MOMKET HE HPOABAATHCA cumrrroMamu (puc. 4).
[Marmenram mpy mopospernn Ha AAM cAeayeT BBIITOAHATD
KTBP Aerkux ¢ MCIIOAB30BAHIEM TOHKOTO ITy9IKA KOAAMA-
IIHH U BEICOKOTO 4ATOPHTMA OOBEMHON PEKOHCTPYKITHEL
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Bemsaenne KTC y marmentos ¢ AAM

V marpeHToB € ABHBIM cropaamdeckum AAM moker
o116 BeiBACH KTC. ITockoabky dperorunr KTC ouens Ba-
puabeaeH u B 2/3 cAyuaeB BOSHUKACT B PE3YABTATE CIIOH-
TAHHBIX MYTaIlnit, 3a00AEBAHIE YACTO HE AUATHOCTHPYETCH.
V manmenTos ¢ npossaeHuAME AAM HEOOXOAUM TIIATEAD-
HEI cOOp Kak IEPCOHAABHOIO, TAK I CEMEHHOTO aHAMHE34,
HaIpaBACHHBIH Ha BerABAcHue mpusHakoB KTC. Obcaeao-
BAHUE AOAKHO BKAIOYATH OIICHKY COCTOSHUS KOXKH, CET-
YATKA ¥ HEPBHOH CHCTEMBI CIECITHAAMCTAMH, 3HAKOMBIMH
¢ mposBAeansiMu KTC. B comMHITEABHBIX CAygasx TpebyeTcs
KOHCYABTAITHA KAHHITIECKOTO TeHETHKA.

Pucynox 2. ®parmenr KT OT'K
marmentkn ¢ AAM-KTC — muO-
JKECTBEHHBIE KUCTBI B AETKUX.

l

Pucynok 3. a, 6. ®parventer KT OI'K marmentkn ¢ AAM-KTC ma cra-
AUH AAAEKO BAICAILICH PACIPOCTPAHEHHON KHCTO3HON Tpancdopma-
MW AETKHX.




JInmbaHr1oIeoMINOMATO3 JIETKUX

Pucynox 4. ®parment KT OT'K
narmerTku ¢ AAM-KTC — mHOXKE-
CTBEHHBIE MEAKHE KUCTHI B AETKHX
U BBIIIOT B IIACBPAABHOI IIOAOCTH

h... = (XHAOTOPAKC).
MccaepoBanne PyHKIIII ABIXAHHA

ITokaszatean oObeMa (POPCHPOBAHHOIO BHIAOXA 3a 1 ce-
kyaay (O®B)) n anddysnonnoii cmocobHOCTH A€TKHX
(DLCO) upu AAM xoppeaunpyror ¢ KT xaprumnoit u rucro-
AOTMYECKUMU H3MEHEHHUAMH ACTKHX M MEHAIOTCA II0 MEpe
nporpeccuposanus  3aboaeBanua. Ortkaonmenua DLCO,
BBUABAAEMEIE ¥ OOABIIIEH YaCTH IAIMEHTOB, ABAAIOTCA HAL-
GoAee UYBCTBUTEABHBIM HHAHKATOPOM 3a0OACBaHHA Ha
pammneii craanm. Temmsr camaxenus DLCO uw O®B, mmupo-
KO BApHAOEABHBI ¥ OTACABHBIX ITAI[HEHTOB H HE MOIYT OBITH
HCIOAB30BAHBI AAS IPOTHO3UPOBAHHUA KAMHIYECKOTO Tede-
HusA 3a00A€BaHUA. B OOABIIIMHCTBE CAYYAEB UCCACAOBAHIIE
(PYHKIIIH BHEIITHEIO ABIXAHUA IOBTOPAIOT KaxKAbIE 3-0 Me-
cAreB. Y MANMCHTOB CO CTAOMABHBIM TCUCHHCM OOAC3HH
HHTEPBAA MEKAY HCCACAOBAHHAMH MOYKET OBITh YBEAHYEH
AO TOAR.
MccaepoBanme ra30B apTepHAABHOMN KPOBU

AprepruaApHasd THIIOKCEMUA YaCTO BCTPEYACTCA IIPH
AAM. Ilokasatean ra3oB KpOBH y HAIIMEHTOB C AETKHM
U YMEPEHHO BBIPAKECHHBIM 3200AEBAHUAM HE AOOABASIOT
ITOA€3HOH HH(MOPMALIUU K AAHHBIM ITYABC-OKCHUMETPHU.
PesyApTaTsl, HOAyYEHHDIE IIPH IIEPBOHAYAABHOM HCCACAO-
BAHHMH, MOTYT CAYXKHTb AAfl OLIEHKH Pa3sBUTHA 3a00AEBAHUA,
OIIPEACACHHA ITOKA3aHUI AAfl OKCUIE€HOTEPAIIMH H, OCO-
GeHHO, OeHKN (DYHKIIUH TPAHCIIAAHTATA.
O-MHHYyTHAA IIaroBas 1Ipooda

IIO3BOASIET OIIEHUTH TOAEPAHTHOCTH (PU3HYECKOH Ha-
IPY3KH U €€ AUHAMUKY B IIPOIIeCCe HAOAFOACHHA U ACICHUA
y HALIUEHTOB C HAPYIICHHON (DYHKIIMEH ABIXaHUA.

229



230 TyGepo3HbI CKIIEPO3

OmnpeaereHIE AABACHUSA B AETOYHOI apTepun

DXOKAPAHOTPAPUIECKOE OIPEACACHHE AABACHHUA B Ac-
FOYHON aPTEPUU MOKET OBITh BBEIIOAHEHO Y ITAITMCHTOB
C TKEABIM 3a00ACBAHHEM, HYKAAIOIINXCA B AAUTCABHOM
okcureHorepanun. Viameperue AaBACHHA B ACTOYHOM ap-
TEPHH HEOOXOAHUMO y IMAITUEHTOB, HYKAAIOIIIXCSA B TPAHC-
ITAQHTAITUH ACTKHX.

Berssaerne AAM B rpyImmax prcka

AAUTEABHBIN ITEPUOA MEKAY ITOABACHIEM IIEPBBIX CHM-
ITOMOB U YCTAHOBACHHEM AHATHO32 IIO3BOASACT IIPEATIO-
Aarath, 9T0 BO MHOrux cay4asx AAM aubo He AmarHo-
crupyercs, ANOO OIUOOYHO PACIICHUBACTCA, KAK APYroe
3aboAeBaHne. PAA IPOCTHIX MepP, BKAIOYAIOIIIHX HH(OPMU-
poBaHue O CHMIITOMAX ITHEBMOTOPAKCA, OTKA3 OT HCIIOAb-
30BAHUSA 3CTPOICH-COACPHKAIIMX IIPEIIAPATOB, BAKIIMHALIIA
IIPOTUB BUPYCA I'PHUIIIA U ITHEBMOKOKKA, OTKA3 OT KYPEHHS,
MOTYT OBITH TIOAE3HBI AAf AILTHEHTOB.

Cpean Beex xenmmu ¢ KTC y 30-80% umerorca kucro-
3HBIE M3MEHEHHUs Aerknx, cBoicrBeHHble AAM. V GOAB-
INMHCTBA M3 HHUX OTCYICIBYIOT CHMIITOMBI AEIOYHOIO
3aboaesanns u anamue3 AAM. [TockoabKy BpaueOHELT Oc-
MOTp, peHTreHorpadpusa IpyAHON KACTKH M HCCACAOBAHIE
PYHKIIIH ABIXAHHUA MOIYT HE BEIABUTD ITATOAOIHH, KCHIIIHI-
Ham ¢ KTC npr mofABACHUM PeCIINPATOPHBIX CHMITTOMOB,
pUpPOAQ KOTOPEIX HemouATHA, nokazana KTBP opranos
IPYAHOH KAeTkH. IIanmeHTKaM ¢ AaHTHOMHOANIIOMAMH IIO-
ueK HeoOXOAHMO obcaeaoBanme AAf BorABAcHuA KTC
U, B CAY4Ya€ €ro IIOATBEPKACHHA, — AOODCACAOBAHHE Ha
npeamer Harmaus AAM.

ITporuos u mounTopuHr Teuenus JIAM

AAM-KTC 0OBIYHO XapaKTepHU3yeTCs MEHBIIEH TiKe-
CTPIO H IIPOTEKAET OOAee OAATOIPHATHO, YEM CIIOPAAHU-
ugeckuii AAM. Ilpeankropsr Tegenus AAM raaBHbIM 00-
Pa30M OTPAKAIOT CTEIICHDb BEIPAKEHHOCTH M3MEHCHHUI Ha
MOMEHT YCTAHOBACHHUSA AHATHO3a, KOTOPAsA U OIPEACASET
IIPOAOAKHTEAPHOCTD JKU3HH IIALMEHTOB. AyYIIHMHU Te-
KYIIUMH IIOKA3aTEAAMH IIPOIPECCHPOBAHUA 3a00AEBAHUA
U BBUKHBAHUSA rarnuenTos apastoTcs DLCO u ODB ..
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TeMITBl IIPOrPecCHPOBAHUA 3a0OAEBAHHA MOIYT OBITH
OIICHEHEl HA OCHOBAHNU PE3YABTATOB (PYHKIIMOHAABHBIX
HCCACAOBAHUM, ITOBTOPAEMBIX Ka)KABIE 3-0 MecsIleB Ha
IPOTAKCHUH IIEPBOTO TOAA HADAIOACHHSA U B ITOCACAYIO-
IeM — KakAble 3-12 MecAIieB B 3aBUCHMOCTH OT TMKECTH
u Ovrcrportsl mporpeccuposanus. [laruentsr ¢ AAM-KTC
[ H3HAYAABHO HOPMAABHON (PYHKIHEH ACTKHX ITOCAE
IIEPBOTO I'OAA HAOAFOACHHSA HE HYMKAAIOTCA B PEIYAAPHOM
HAOAFOACHHH ITYABMOHOAOTA M MOHHTOPHHIEC (DYHKIIHO-
HAABHBIX mHOKasaTeac. Heobxoaumocts peryasproro Ha-
OAroAEHNA U DYHKITHOHAABHOIO MOHHTOPHHIA BOSHHKACT
B CAy4ac IOABACHHA PECIIMPATOPHBIX CUMIITOMOB. Bpaun,
HaOAroAaromue manuentos ¢ KTC, m caMu manmeHTH
AOAKHBI OBITh HH(DOPMHPOBAHB O HEOOXOAHUMOCTH 00Opa-
IIEHUSA K IIYABMOHOAOIY B CAy9Yae TOABACHHA PECIIHPATOP-
HEIX CHMIITOMOB.

V manwmentos ¢ mporpeccupyrorum teaeHuem AAM-
KTC peryaaprHoe HaOAIOACHHE M MOHHTOPHHI ITOKA3a-
TeACH (PYHKITHU ABIXAHUA HEOOXOAHMMBI AASl CBOCBPEMEH-
HOTO BBEIBACHIA H3MCHCHUIA, TPEOYIOIIIX BMEITTATCABCTBA.
V marmertos ¢ AAM-KTC u MUHHMAABHO BBIPAKECHHBIME
CHMITTOMAMH PUCK TskeA0ro AAM 3HAYHTEABHO MEHBIIIE,
9eM IIPH CIOPAATICCKOM 3a00ACBAHHIL

Ocrnosxkuenus

AAM co3AaeT MOBBIIIEHHBIH PUCK Pa3BUTUA ITHEBMOTO-
paxca. IIpumepro y 40% manmeHTOB 3TO ITEpBOE IPOSAB-
AeHne 3a00AeBaHuA, B 66% CAyYaeB ITHEBMOTOPAKC BO3HU-
KAaCT ITOCAE YCTAHOBACHHUA AMArHO3a. JacToTa ITOBTOPHBIX
raeBMoTOpakcoB upu AAM cocraBager okoao 75%. Ila-
LINEHTOK, Kak co cruopaamdecknym, Tak u ¢ AAM-KTC,
CAGAYET TIPEAYIIPEHKAATE O BO3MOKHOCTH BO3HHKHOBCHUSA
ITHEBMOTOPAKCA H O HEOOXOAHMOCTH CPOYHO OOPATHTHCA
32 MCAHMITHHCKOMN ITOMOINBIO B CAyYae ITOABACHHUSA €ro IIPHU-
3HAKOB.

Prck passuTHA MTHEBMOTOpPAKCAa TOBBIITAETCA BO BpeMs
BOBAYVILIHBEIX IIEPEACTOB. BO3AyIIIHEIE IIEpEACTEL HE IPOTH-
BOIIOK43aHEI mareHTaM co cropasmdeckum u AAM-KTC
pu xoporteid pyHKnnn Aerkux. Ilanuenram ¢ aaaeko 3a-
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IIICAIITIM 3a00ACBAHHEM BO BpPEMA IIEPEAETA HEOOXOANMA
KHCAOPOAHAA TIOAACPIKKA, KOTOPaf TAKAKE IIOMOKET ACrde
IIEPEHECTH ITHEBMOTOPAKC B cAydae ero paspurus. [laru-
EHTAM C HAAMYHEM ITHEBMOTOPAKCA MAH IIEPEHECIITUM €TO
B TCYCHUE IIPCABIAYIIICIO MECAIA IIEPEACTHI IPOTHBOIIO-
KA3aHBL.

Xunomopaxe ipu AAM B 3aBHCHMOCTH OT OObEMa BBI-
[IOTA MOXKET IPOTEKATH MOYTH OECCUMIITOMHO, AHOO IpH-
BOAWTH K BEIPAKCHHOM OABIIIKE. BHEApeHNE Teparmy wH-
ruontopamu MTOR mpakrmyaeckn paspermrao mpobdaemy
A€deHUs AAHHOTO ocAOKHeHHA AAM.

Jleuenne
OO0r1ue pekoMeHAAINN

[Marmenram ¢ AAM, kaxk 1 ¢ ApyrEMH 3200A€BAHUAMU
AETKHX, HEOOXOAHMO HAITOMUHATD O ITOAB3€ IIOAACPIKAHISA
HOPMAaABHON MACCHI TEAQ M OTK43a OT KYPEHUA.

BepemeHHOCTD CO3A2€T IIOBBIIIEHHBIH PUCK PA3BUTHA
HeBMOTOpaKkca u xuaoTopakca upu AAM. IlamuenTs ¢
HM3HAYAABHO HH3KHMH IIOKA3aTEAAMH ACTOYHON (DYHKIIHH
MOIYT HE IEPEHECTH 3THUX OCAOKHEHHUN B CAydYde HX BO3-
HUKHOBEHHSA BO BpeMA OEPEMEHHOCTH.

[IpueM CTPOr€HOB MOKET BEI3BATH IIPOIPECCHPOBAHIE
AAM aerxux. Kenrmmaam ¢ AAM caeayer u3berars Ipu-
€Ma 3CTPOIrEHOB, BKAIOYasd KOHTPALICIITUBDI U 3aMECTHTEAD-
HYIO TEPAIIHIO.

HMaruburoper mTOR

OTKpbITHE aHOMAAHH T€HOB KOMIIACKCA TyOEPO3HOIO
ckaeposa — TSC 1 u 2, npusoadmux K axrusaruu dep-
MEHTA KHUHA3Bl MHINCHH PAIAMHUIIMHA MACKOIIMTAFOIIHX
(mTOR) mocayxuAO0 OOOCHOBAHHEM AAf IIPHUMEHCHHSA
y maruerToB ¢ AAM # aHI'HOMHOAHIIOMAME HHIHOHTOPOB
mTOR.

[TepsbiM nuraOnTOopoM M-TOR, NpuMeHEHHBIM y HAITH-
erros ¢ AAM-KTC u cnopaamaeckum AAM ObIA parraMu-
IHH (CHPOARMYC). B IIpocIteKTHBHOM OTKPBITOM KAMHIYE-
CKOM HCCACAOBAHUU HAPAAY C OTYCTAHBBIM YMCHBIIICHHUE
Pa3MepOB AHTHOMHOAUIIOM CHPOAHIMYC 3AMEAASIA ITAACHIE
rokasaTeAeii (DYHKIINY BHEIITHETO ABIXaHuA. AedeHne CHpO-
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Anmycom B Tederne roaa y 10 marmerros ¢ AAM mpuBoan-
A0 K yBeandenus okasatean OPB, B cpeanem ma 118 ma.
Uepes roA IOCAE HPEKPAINEHHA TECPAIINU IIOKA3ATEAD
O®B, ymenbrnmaca Ha 62 MA”. B mepsom ABoitHOM cAe-
[IOM I1AAIe00-KOHTPOAUPyeMOM uccaeaoBannn MILES
y marrenToB ¢ AAM Opraa AOKa3aHA BO3MOMKHOCTB AOCTH-
serns KOHTpoAt AAM ¢ omorpro narndburopa m-TOR —
cupoanmyca'’.

Bropsiv mperrapatom us rpymmsl meErronTropos m-TOR
CTaA aHAAOT PAITAMYIIMHA — 3BEPOAUMYC, OMOAOCTYIIHOCTD
KOTOPOTO OKa3aAaCh BBILIIE, €M Y CHPOAUMYca'’.

B 24-mHeAeABHOM MYABTHIIEHTPOBOM PaHAOMHU3HPOBAH-
HOM ABOHHOM CACITIOM ITAAIIEDO-KOHTPOAHUPYEMOM HCCAC-
AOBaHHH Oe30macHOCTH H 3 (EKTUBHOCTH BEPOANMYCA
y manmentoB ¢ AAM-KTC u crnopaamgeckum AAM —
EXIST-2 — HapsAy € OTYETAUBBIM YMEHBIIICHHEM PAa3MEPOB
AHTMOAMIIOM OBIAA OTMEYCHA TCHACHIIHA K ITAACHUIO TEM-
nos camkenns DLCO B cpaBuennu ¢ maane6o'.

[TepBonauaspro manmeHTkn ¢ AAM, OCAOKHEHHBIM
XIAOTOPAKCOM, HCKAIOYAANCH M3 IIPOCIECKTHBHBIX HCCAC-
AOBaHuI, HO, HaumHaA ¢ 2011 r. OBIAO ITOKA3aHO, YTO MHIH-
ouroper m-TOR He TOABKO yAydITaAn (DYHKIIHIO ACTKHUX,
HO ¥ CIIOCOOCTBOBAAH YCTPAHEHHUIO XHAOTOpaKca'”.

C 2008 1o 2015 rr. OBIAU ITPOBEAEHBI HE MeHEe 6 PaHAO-
MU3HPOBAHHBIX MHOTOIICHTPOBBIX ITAAIICO0-KOHTPOAUPYE-
MBIX KAMHHYECKHX HCCACAOBAHUN 3pdekTuBHOCTH 1 Oe30-
mmacHocty mHrnouTopoB m-TOR B 00IIIelt cAOKHOCTH TIPH-
meprO y 300 marmenTtoB ¢ KTC u ciopaamaeckum AAM,
KOTOPBIE [IOKA32AH LEACCOOOPA3HOCTD TAKOIO ACUeHHs' .

BrrOop A03BI IIpemapara ONMPEACAACTCA XapaKTEpOM 3a-
6oaesarns. V marmertos ¢ KTC-AAM AOMHHUPYIOT BHe-
ACTOYHBIC OIYXOAEBHIC IIPOABACHUSA, MHOIHC H3 KOTOPHIX
CO3AQIOT YIPO3Y TAHKEABIX OCAOKHEHHUI H IIOAAAIOTCH Ac-
YEHHIO DOAEe BBICOKMMH AO3aMu mHruomropos m-TOR.
B uccaepaoBarmu MILES mpuem 2 mr cupoanmyca obecte-
YMBAA €rO KOHLIEHTPALIUIO B ITAa3Me Ha ypoBHe 5-15 ur/ma '’
Oddexrusnas A03a sBeporumyca mpu KTC-AAM B mccae-
aosarnu EXIST-2 cocraBasiaa 10 mr'2.
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V manwmentos co criopaandeckum AAM 1mokazaHa BO3-
MOKHOCTh  3(D(PEKTUBHOIO IIPUMEHEHHA HHIHONTOPOB
m-TOR B 3HAYNTEABHO MEHBIIIX AO32X ',

WMaruburopsr m-TOR 006A2A2FOT IITHPOKHM CIIEKTPOM
HEKEAATEABHBIX 9(PMEKTOB, CPEAN KOTOPBIX HH(EKIIU-
OHHbIC (BUPYCHBIC, OaKTEpHAABHBIE K TIPHOKOBBIE) OC-
AOJKHEHHA BCACACTBHC HMMYHOCYIPECCHM, I[HTOIICHHA
BCACACTBHE ITOAABACHHUSA KPOBECTBOPECHMUSA, KEAYAOUHO-KIU-
IIICYHBIC PACCTPOMCTBA, IEMaTO- M HE(MPOTOKCHIHOCTS,
AVICAUITHACMIS, HEHH(MEKITMOHHBIH ITHEBMOHNT, MEAACH-
HOe 3wKUBAcHHE paH. SBAcHMA HemepeHOCHMOCTH TPEOY-
IOT TINATEABHOTO MOHUTOPHHIA M, B 3aBHCHMOCTH OT HX
BBIPAKECHHOCTH, KOPPHUIUPYIOIIEH Teparnu, yMECHBIITCHIA
AO3BI IIPEIapaTa MAU BPEMEHHOM ero oTMeHbl. PeroTok-
cugHOCTh HHrHONTOpoB M-TOR 0bOCHOBEBaET cTpOroro
COOAFOACHUS KOHTPALIEIIIINH B ITepUOA Acderus !,

B mHacrosmee BpeMA IpHUMEIHCHHE HHTHOHTOPOB
m-TOR sBastercss Tepamueit Beibopa kak mpu AAM-KTC,
TaK U upu cropasngeckom AAM.

MHraAsnuoHHBIE OPOHXOAHAATATOPEI

[To kpaiineit mepe, y derBepru marmerTos ¢ AAM 1o
CTAHAAPTHBIM OOBEKTHBHBIM KPUTECPUAM BEIABAACTCA HAPY-
IIIEHNE ITPOXOAMMOCTH ABIXaTe€ABHBIX ITyTed. IlarmmenTam
€ OOCTPYKIIMEH ABIXATEABHBIX IIYTEH IIeAeCOOOPAZHO IIPOO-
HOE HA3HAYCHNE WHTAAAIMOHHBIX OPOHXOAHAATATOPOB,
U B CAyYae HACTYIIACHHUA 3(pdeKTa, UX IPUMEHCHUE CACAY-
€T IPOAOAKUTD AAUTEABHO".

M HraAIIEOHHBIE KOPTHKOCTEPOUABL

He TOKazaHel marmeHTaMua ¢ AAM BBHAY OTCyTCTBHA
TOYKH IPUAOKCHHUA AA HX ACHCTBIA 32 NCKAIOYCHHEM Ha-
AWMU COIYTCTBYIOIIEH OPOHXNAABHOMN aCTMBI' .
ITporecrepon

PesyApTaTel psAsa HAOATOACHHI IIOKA3AAH, YTO y HEKO-
TOPBIX IAITHEHTOB TaKoe AcdeHre 9(PPEKTHBHO, HO PaH-
AOMHU3HPOBAHHBIC HCCACAOBAHUA 3(PEEKTUBHOCTH IIPO-
recrepora upu AAM He mposBoanmauce. C HoOsABACHHEM
nurunonropos mTOR npumenenve porecrepona y maru-

entoB ¢ AAM moOTEpAAO aKTyaABHOCTB'!.
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[Ipowre aHTH-9CTPOrEHHEIE CPEACTBA

B psae HabAroAcHUI ommcan apdexr 00dopIKTOMIH,
IIPUMEHEHHA TAMOKCH(EHA H ATOHICTOB TOHAAOTPOITHH-PH-
amsnar ropmona (GnRH), oarako, AokasareabHas 6a3a s¢-
(PEeKTHBHOCTH TAKUX BHAOB ACUCHEA OTCYICTBYCT, IIOITOMY
OHH HE MOTYT OBITh PEKOMEHAOBAHBI AASl HCIIOAB3OBAHI .
Oxcurenorepanus

[ToAAepskuBarOITIas Tepamus KHUCAOPOAOM HAIIPABACHA
HA YMEHBIIICHHC THITOKCEMEL.

XHpyprudeckue BMEIIATEAbCTBA

TpeOYIOTCA B CAYYAAX PA3BUTHA ITHEBMOTOPAKCA.
TparcrAaHTAIINA ACTKIX

[ToTpeOHOCTD TPAHCIAAHTAIINK BO3HHKACT IIPH HAAHU-
MM THIOKCEMUHU B ITOKOE, TAXKEABIM HAPYIICHHEM (DYHK-
mwu Aerkux u reperocumocts Harpysku (I mam IV dyrx-
nnoHaabHOro Kaacca NYHA). V manmenTos craprme 65 aer
TPAHCIIAQHTAIIUIO IIPOH3BOAAT B HCKAFOUHTCABHBIX CAY-
Jafx. Paree mepeHeCEHHEIE ITACBPOAC3 HAN ITACBPIKTOMUA
y marrrreHToB ¢ AAM He ABAAIOTCA IPTHBOIIOKA3AHIEM AASL
TPAHCIIAAHTAIINH ACTKUX. TPAHCIIAAHTAITHA ACTKHX Y ITAITN-
CHTOB, paHEEe ITOABEPIraBIIIHXCA TOPAKAABHBIM OIICPAIIHAM,
CBA3AHA C TEXHUICCKUMI CAOMKHOCTAME H OOAECE BBICOKUM
PHCKOM KPOBOTECUCHIUSA BO BpPEMA OIIECPAIIHH, IIO3TOMY, BO
n30eKaHIEe TACBPOICHHEIX OCAOKHCHHUH, OIICPAITHIO HYK-
HO IIPOHU3BOAWUTH B IICHTPAX, HMEIOIIUX OIBIT PaOOTHI
¢ AAM. BenxnuBaeMOCTb MAIIMEHTOB IIOCAE TPAHCIIAQHTA-
nuu Aerkux 1o moBoAy AAM coctaBraa 86% 3a 1 roa, 76%
3a 3 roaa m 65% 3a 5 aer’.

[Tpr AAM BBIIOAHSFOT IIEPECAAKY KAK OAHOIO, TaK U
obonx (uame) Aerkux. [Tocae AByXCTOPOHHEH TPaHCIIAAH-
Taruu OOAeE 3HAYUTECABHO YAVUIIACTCA (PYHKIIHA ACTKHX
¥ MEHee BhIpaxKeHBI OCAOKHeHNsA AAM.

[MTarmenTtam ¢ TmxeasiM AAM-KTC mpoBoauAn ycrrer-
uere mepecaakn Aerkux. Crenrdpmanere aad KTC mpobae-
MBI He ycraHoBAeHBL, HO manueHTsl ¢ AAM-KTC obpraao
HIMEIOT OOABIIIE COITYTCTBYIOIINX 3a00ACBAHUIA, YEM ITAIU-
eHTel co cnopapndeckum AAM. V manmenrtos ¢ AAM nc-
IIOAB3YIOT T€ e PEKUMBI HMMYHOCYIIPECCHH, ITO U TIOCAE
TPAHCIIAAHTAITUH ITO IIOBOAY APYIHX 3a00ACBAHIH.
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Passute AAM B IIepeCaKEHHOM AETKOM IIOCAE OA-
HOCTOPOHHEN MAM ABYXCTOPOHHEHN TPAHCIIAAHTAITUH IIPO-
HCXOAUT PEAKO M OOBIYHO HeE ITPOABAACTCA CHMITTOMAMIL.
Permans AAM He BAMSET Ha BBDKHBAHHE IIOCAE TPAHC-
IIAQHTAITHH.
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ITOPA’KEHME KEAYAOUHO-KHUIITEUHOI'O
TPAKTA, DHAOKPMHHOM 11 KOCTHOM
CHICTEM ITPH TYBEPO3HOM CKAEPO3E

M.FO. AorosEEBA, D.K. OcrriosA4, O.M. YymAk,
M.B. AobrbiHiHA, A.H. 31HOBBEB

V3meHeHNsA B OPraHax >KEAYAOYHO-KUIIIEYHOIO TPAKTA
npu TyOEpPO3HOM CKAEPO3€ PasHOOOPA3HBI, BCTPEYArOTCA
OTHOCHTEABHO YACTO W ITPOABAAIOTCHA IIATOAOTHEH POTO-
BOII ITOAOCTH, TICYCHH, CCAC3CHKH, ITOAKCAYAOIHOM KEAC3BI
U IIPSMOM KUIIKH' .

HanGoAee THITMYHBIME HAPYIICHUAMH, BBIABASCMBIMI
IIPU UCCACAOBAHUH POTOBOH IOAOCTH, ABAAIOTCA prubpo-
MBI HAH ITAITHAAOMBIL. I'AaBHBIM OOPAa30M OHI AOKAAUBYIOT-
cf HAa IIEPCAHEM Kpae ACCEH, ITPEHUMYIICCTBEHHO HA BEPX-
HEll YCAFOCTH, HO TAKIKE BCTPEYAOTCS HA IYOaX, CAUZHUCTOM
00OAOUKY IIIEK, CIIMHKE fA3bIKa U Hebe (puc. 1 a,0,B).

I'urreprirasus AeCeH, KOTOpas ABAACTCA IMOOOUHBIM 9h-
dekTom IpermapaToB (OEHUTOMHOBOIO PAAA, IPHUMEHACMBIX
AASL ACUCHHSA SIIUACIITUYECKUX IIPUCTYIIOB IIPH TYOCPOSHOM
CKAEPO3€E, MOKET MACKHPOBATH (hUOPOMBI ACCEH, XapaKTep-
HBIE AASL 3TOTO 3200AEBAHHS, 1/ UAM YCKOPSTH UX POCT.

s s ™

Pucynox 1. 4,6,6) Pubpomsr accen
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AedexTsl aMaAU 3y0OB OTMEYAIOTCA IIPAKTHIECKA § BCEX
OOABHBIX C TyOepo3HEIM CKAepo3oM. OaHHM u3 Haubo-
A€€ THIIMYHBIX HAPYIICHIH ABASCTCS AepeKT amaru 3yOoB
B BHAC YTAYOACHHI, YHCAO KOTOPBIX Bapbupyer oT 1 Ao 11
Ha KakAOM 3y0e. IIpenMyIeCTBEHHBIX 30H AOKAAM3ALII
AAHHBIX ACPEKTOB HE OLIPEACATCTCA. BO3MOKHEL HECKOAD-
KO BAPHAHTOB AC(PEKTOB 3MAAH 3yOOB: HEOOABIIIHE YIAY-
OACHHSA, HEBUAUMEBIC 0€3 YBEAHHYCHHSA, OKOAO 4 MKM B AHU-
aMeTpe; YTAyOACHHA B 9MaAK 3y0OB A0 60 MKM B AHAMETPE;
KpaTepoOoOpasHble YIAYOACHHA B 9MAAH 3yOOB, BHAMMBIC
HEBOOPYKEHHBIM TAa30M, okoAo 100 MkM B Amamerpe (puc. 2).

Pucynox 2. Hapymienns smaau

Vimerorcs eAMHUYHBIE ITyOAUKAIMK O (PUOPOMATO3HEIX
OIIyXOAfAX TOPTAHHU, TAOTKH U ITHITICBOAQ, THITOIIAA3UI H HE
HMHKAIICYAHPOBAHHBIX MHKPOAACHOMAX IIOAKEAYAOUHOM
JKEAE3BI, TEMAHTHOMAX CEAC3CHKH .

ITpu TyGeposnoM ckaepose y 25% OOABHBIX B II€UECHH
BBIABASIOTCS OAMHOYHBIC HAHM MHOMKCCTBCHHBIC AHTHOMHO-
AUIIOMBI H AUIIOMEL (puc. 3 a,0,B). B moakeAyAoqHOT Ke-
A€3€ AHTMOMUOAUIIOMBI (pUC. 4) BBIABASIOTCA pere™.

VsMenenns B KHIIECYHUKE IPU TyOCPO3HOM CKAEPO3E
IIPOSIBASIFOTCSA, TAABHBIM OOPA30M, PEKTAABHBIMH ITOAHITAMEL,
BoAee, UeM Y TOAOBHHEL marneHToB. Kak mpaBnao, pekrass-
Hble moAnIsl BeABAAIOTCA mocAae 20 aer. IMoAanmsr garme
MHOTOYHCACHHEIE, PO30BOIO IIBETa, pasMepamu 2-4 MM,
AOKAAMBYFOTCA B IPAMOI KHUITIKE, IIPCHMYIIICCTBCHHO § aHO-
PEKTaABHOTO coeAnHeHusA. Kammmdeckn oHE GecCHMITOM-
HBl ¥ AWIIb B OTACABHBIX CAYYAAX BOSMOMKHBI OOAH IIPH
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PucyHOK 3. AHTHOMIOAHMTIOMET
IIeueHn

PucyHoK 4. AurnomuoAunioma
ITOAKEAYAOTHOIT FKEAESBI

Aedexarun. B GOABIIIMHCTBE CAYYa€B PEKTAABHBIE IIOAUIIBI
BBIABAAIFOTCS TP ITAABIICBOM HCCACAOBAHUA IIPAMOIN KUIIIKH
U C IIOMOIIBIO HHCTPYMEHTAABHBIX METOAOB HCCACAOBA-
Hus (PEKTOPOMAHOCKOIINH, KOAOHOCKOIIHH, KOHTPACTHOMI
perTreHOrpadUH IPAMON KUIIIKH).

[ToAnmter mpu TyOEpO3HOM CKAEPO3€ OOBIMHO IIPOTHO-
CTUYECKH OAArOIPUATHEL TeM He MeHee, CAEAYET IIPOBO-
AUTH AU EPEHINAABPHBIH AHATHO3 C METAIIAACTHIECKIM
roAntiom (OH DOAee IIAOCKHUI, YeM IpU TyOEPO3HOM CKAE-
po3e, PEAKO OBIBAET MHOKECTBEHHBIM U IIO IIBETY HE OTAU-
YaeTCA OT CAM3UCTOM IIPAMOH KHIIIKM).

AucdyHrnus >xkese3 BHyTPEHHEIH CEKpeluH BO3HU-
KaeT BCACACTBHE pocta omyxoaeit’. Hanboaee wacro mpu
TyOEpO3HOM CKAEPO3€e OOHAPYKUBACTCH IIATOAOTHA HAAIIO-
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YEUHHKOB, IIPOABAAIOIIAACA YAIE BCEIO AHIMOMUOAMIIO-
mamu (v 25% OoABHBIX). Peike BCTpedaroTcs OAMHOYHBIC
HAN MHOKECTBCHHBIC AACHOMBI KOPBI HAATIOYCIHHKOB.
B eAMHHYHBIX TyOAMKAITIAX OIIMCAHBI AACHOMBI IITUTOBHA-
HOH JKEAE3DI, THIIEPTHUPEOMANU3M HAH IHMIIOTHPEOMAH3M,
IIPEKAEBPEMEHHOE IIOAOBOE CO3pPEBaHHE U AMAHIIE(AAD-
HBII CHHAPOM, HECAXaPHBIH AHAOET, TUIIEPIIPOAAKTHHEMIS
U HEAOCTATOYHOCTb HMAM H3OBITOYHOCTH TOPMOHA POCTA,
runepraparupeouansm. Hepeako ancdynxrms xeaes BHy-
TPEHHEH CEKPEIINH IIPH TYOEPO3HOM CKAEPO3€E HOCHT IIAXO-
POTAQHAYASPHBLI Xapakrep'.

ITaroaorus KOCTHOM CHCTEMBI YA€ BCETO XapaKTepH-
3yeTCA OCTEOCKAEPOTHIECKIM ITOPAKEHUEM, H BCTPEIACTCH
y 40-66% GOABHBIX TYOEpPO3HBIM CKAEPO30OM’. DTHOAOTHS
U MEXaHHM3M BO3HHMKHOBCHHUS AAHHBEIX H3MEHEHHH MaAO
H3Y9EHEI, OAHAKO CYIIECTBYET TEOPHA 0O HX IIPOMCXOKAC-
HUM 13 HEBPAABHOTO rpeGus’. Ouaru mpeACcTaBASIoT coOOi
OKPYTABIE HMAM OBOHMAHBIC VYACTKH YIIAOTHEHHS KOCTHOM
TKAHU IT0 THITy KOMIIAKTHBIX OCTPOBKOB. I'mcToAOrmYecky,
OHH COCTOAT U3 YIIAOTHEHHOM CETH YTOAIIEHHBIX KOCTHBIX
TpabeKyA, OKPYKEHHBIX I'yOYATBIM BEIIECTBOM . YYaCcTKH
CKACPO3a KOCTHOH TKAHM OOBIKHOBEHHO BEIABAAIOTCH ITO-
CAE AECATHAETHEIO BO3PACTA, YAILE BCErO OBIBAIOT MHO-
secTBeHHBIME, pasMepamu ot 0,2 cM a0 3,2 cM ¢ mpenmy-
IIIECTBEHHOM AOKAAM3AITUEH B ITO3BOHKAX (TE€AAX, AYKKAX
U OTPOCTKAX), 4 TAKXKE B TA30BBIX KOCTAX C TCHACHIIHCH
K PACIIOAOKECHHUIO Y KPECTIIOBO-IIOAB3AOILIHOIO COYAEHE-
Huf, B pebpax, KOCTAX CBOAA dYepena (YaIle BCTPEYaroTCs
B AOOHOH HMAM TEMEHHOH KOCTAX) M AAHHHBEIX TPYOYaTBIX
KOCTAX. AaHHEIC OYATH MOTYT YBEAMYHBATBCA B pasMepax
U KOAMYECTBE, OAHAKO SKCIIAHCHBHBIH POCT, HApYIIICHHE
IIEAOCTHOCTH KOPTHKAABHOIO CAOfl M AECTPYKIHA KOCT-
HOI TKaHU AAfl HUX He XapakTepHsr. C y9eToM OTCyTCTBUA
KAMHHYCCKHX ITPOABACHHUI, OCTCOCKACPOTHICCKUE OYATH
JaITle BCETO OOHAPYKUBAIOTCA IPU AYICBBIX METOAAX FIC-
CACAOBAHHA KAK CAYIAMHEIC HAXOAKHL.

Ilpu xommproTEepHON TOMOrpadUU BU3YAAH3HUPYIOTCA
TUIIEPACHCHBIE OKPYI'ABIE OYarH IT0 IIAOTHOCTH COIIOCTABH-
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MBI€ C KOMITAKTHOIH KOCTHOH TKaHBIO (puc. 5 4,0, B, T; puc. 0).
INpu MPT aaHHBIE H3MEHEHHA OYAYT HMETH ITOHIKCHHBIH
(rummonnaTeHCHBHBIN) MP-cHrHAA BO BCEX ITOCAGAOBATEAB-
HOCTSX, 9TO CBOMCTBEHHO OCTEOCKACPOTHYECKHM OYAraM,
OOBI3BECTBACHHAM M KAABLIMHATAM.

Vaactkn ckxaeposa, pacroAoxKeHHbIE AUPEY3HO IO
reprdepUH Ta30BEIX KOCTEH, HMEIOT IIAOXO OYEePUCHHBIE
IPAHUIIBI, BCACACTBHE 9€TrO, MOIYT OBITH OIIHOOYHO IIPH-
HATEL 32 MeTacTasbl. AndpepeHIIHaAbHBI ANATHO3 OCTe-
OCKAEPOTHYECKHUX OYArOB YAIIlE BCEIO IIPOBOAUTCH C METAC-
TA3aMH OCTEOOAACTOMBI, OCTEOIIOMKIANENR U EAUHUIHBIMA

KOMITAKTHBIMI OCTPOBKaMH.

Pucyrok 5. MCKT usobpakeHus: IO3BOHOYHUKA. 4,0,8) CATHTTAAbHAS
IIPOCKLIHS; 6) KOPOHAPHAS IIPOCKLIHS.
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Pucynox 6. MCKT A€BOTO AYY€3AITACTHOTO CYCTaBa, KOPOHAPHAS
IIPOEKIUA

CpeAn APYTHX M3MCHEHMM, BOBACKAIOIINX KOCTHYIO CHC-
TEMy IIpU TyOEpPO3HOM CKAEPO3€, MOIYT OBITH OTMEYCHBI
YYACTKU KICTO3HOIO PaspsmKeHust 1 (PHOPO3HAS AUCIIAABHS .
[Tatorormgeckue 0Opa3soOBaHMsA, CBA3AHHBIC C TYOCPO3HBIM
CKACPO30OM, B KOCTAX KOHECYHOCTEH OTAHMYAIOTCA OT 00-
Pa30BaHUN B APYIHX YACTAX CKEACTA U IIPEACTABACHBI
YYIACTKAMH KHCTO3HOIO PA3PEKECHUA M YACTO COYETAIOTCA
C IEPHOCTAABHOH (HAAKOCTHUYHOW) AOIIOAHHUTEABHOM
HOBOM KOCTBI0. KcTO3HEIE 0OPA30BAHUA IIPEUMYIIIECTBEH-
HO BCTPEYAIOTCA HA PYKAX M BRIABAAIOTCA HA (DaAaHIAX IIAAD-
LIeBB paHHEMAeTCKOMBO3pacte. Haobopor,neprocraspueie
AOITOAHHTEABHBIE KOCTH IIOABAAIOTCA B 3PEAOM BO3PACTe
U BCTPEYAIOTCHA YaIle HA IIAIOCHEBBIX KOCTAX, YEeM Ha
HACTHBIX KOCTAX. OHU IIAOTHBIE, COAMAHBIC M HMEIOT Xa-
PAKTEPHBIM BOAHUCTEIA KOHTYP.

[Topaxenue pebep 1 AAMHHBIX TPYOYaTBIX KOCTEH AAf
TyOEPO3HOIO CKAEPO3a HE XaPaKTEpPHO'.
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TAPTETHASA TEPAITHA
TYBEPO3HOI'O CKAEPO3A
E.A. BEaoycoA, M.FO. AoPOdEEBA,

A.M. I'IriBoBAPOBA, A.B. BAOAABELI,
O.B. KATbIIIIEBA

Taprernas Tepamus (OT aHTA. target — MEIIICHB) — TEX-
HOAOTHA ACYEHHSA, OCHOBAHHAA HA IIPUHIIMIIAX I[CACBOIO
BO3ACHCTBHA Ha (PYHAAMEHTAABHEIC MOACKYASPHBIC Me-
XAHHM3MBI, ACKAIINE B OCHOBE TOIO MAHM HMHOTO 3a00AcBa-
HuA. TepMUH IOAYYIHA HAMOOABIIIEE PACIIPOCTPAHCHUE
B OHKOAOTHMH AAf XAPAKTCPUCTHKA ACYCHHUA CAMBIX Pas3-
eI omyxoaed. TyGeposusiil ckaepos (TC) He sBasieTcs
OHKOAOTIYICCKAM 3200ACBAHIEM, HO AAA HETO XapakTep-
HO ODpasOBaHHE ONYXOACH B PA3HBIX OPraHAX M TKAHAX
YEAOBEYECKOTO TeAd. VIMeHHO pocT omyxoaei, HecMOTpA
Ha X AOOPOKAYECCTBCHHBIH XapaKTep, BBISHIBACT MHBAAU-
AVI3AITHIO IAITMCHTOB M ACTAABHBIC HCXOABI 3a00ACBAHUAL
[ToApOGHO TeHETHYECKHE U KAMHIYCCKIE XaPAKTCPHCTHKI
3200AEBAHIA OIHCAHBI B APYTHIX IAABAX 9TOM KHUTH, 4 TaK-
JKe B CTATBAX, ONYOAMKOBaHHBIX paHee”. B aAanHOI raase
MBI KOPOTKO OCTAHABANBACMCSH TOABKO Ha TEX KAMHITICCKUX
IIPOSBACHUAX, KOTOPHIE OOYCAOBHAN HEOOXOAMMOCTD IIO-
HICKA TAPICTHOH TEPAIIHH, A TAKKE Ha TAPICTHOM IIperapaTe
3BEPOANMYCE, KOTOPHIA 3aPETHCTPHPOBAH M IIPUMEHACTCH
B Poccmiickoit ®Peaeparnn. B raaBe mpuBOAATCA AaHHBIC
KAMHITYECKHX HCCACAOBAHIH 3(PEKTHBHOCTH H IIEPEHOCH-
MOCTH, 2 TAKIKE AAFOTCA IPAKTHYCCKIE COBETHI IO IIPHMEHE-
HUIO 9BEPOAMMYCA Y ITAIUCHTOB C TYOCPO3HBIM CKACPO3OM.

AKTyaJIbHOCTb TapreTHOM TePaINL.

CyIuecTByIOT TPH OCHOBHBIX IIPHUYHHBI AETAABHOCTH
IpHU TyOEPO3HOM CKAEPO3€ — IIPOIPECCHPOBAHUE CYOIICH-
AMMAABHBIX THTAHTOKACTOYHBIX ACTPOLIUTOM B FOAOBHOM
MO3T€ U aHTHMUOAHUIIOM B ITOYKAX, 4 TAKKE PA3BUTHE CIICLI-
HHUIECKOTO HTOPAKEHHUA ACTKAX — AUMQAHIHOACHOMHO-
mMartosa. Cylonenoumansiivie 2ueanmoraenonisie acmpoyumomsl
(COI'A) Berpeuarorcs vy 20% mamueHTOB, AOKAAHU3YIOTCA
y otBepcrust MOHPO, pacTyT MEAACHHO, HO IIPH POCTE BBI-
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3BIBAIOT OOAMTEPAIIMIO OTBEPCTUIH M Pa3BHUTHE IIPOTPEC-
CHPYIOIEH THApPOIeAANN, OT KOTOPOH ITAIUEHT MOKET
mornOHyTh. ONTUMAABHBIM METOAOM ACUCHHSA ABAACTCA Pa-
auxarpHOE yaaseHre COI'A. OcoOGEHHOCTH AMATHOCTHKH
u Herpoxupyprudeckoro Acuerus COI'A usroxeHBI B CO-
OTBETCTByIOIEH raaBe monorpadpun. OIyXoAu OBBAarOT
ABYCTOPOHHIMI, HHOTAA OHH AOKAAHM30BAHBI TAYOOKO H He-
YAODHEI AASl HEFPOXUPYPIHYECKOTO BMEIIATCABCTBA, B PAAC
cayuaes COI'A MOIyT PELIHAMBHPOBATH ITOCAE PE3CKIIHM.
Cymectsyror martenTsr ¢ COI'A; y KOTOpPEIX HEHPOXHUPYP-
THYECKOE ACUCHIE ANDO He ITOKA3aHO, AN0O HE OCYIIECTBAS-
eTCs PAANKAABHO B CHAY TEX MAN WHBIX IIPHYNH’.

Aneumuonunomsr nowex (AMAN) BcTpedaroTcsi IPUMEPHO
y 80% manneHTOB, OHH HMEIOT ODHABHYIO aHOMAABHYEO
BACKYAfPU3AIHIO U IPEBATHl PA3PEIBOM COCYAOB U PETPO-
[EPUTOHEAABHBIM KpoBoTeucHHeM. CTaHAAPTHOH mpo-
PUAAKTHICCKOH MEpPOH ABAACTCA dMOOAM3AIINA COCYAQ
Hauboaee KpynHOH arrmomuosunomsl. Ho AMA 60oab-
IITIX PA3MEPOB IIPH TyOEPO3IHOM CKACPO3€E UACTO MHOMKE-
CTBCHHBIC, IIPOIICAYPA SMOOAU3AIIIH OBIBACT CAOYKHO BHI-
IOAHUMOM U MOKET COIIPOBOKAATBCA OCAOKHCHHAMI' .
Kpowme Toro, sMOOAN3AITHA IIPAKTHIECKH HE UCIIOAB3YCT-
cq ¢ aaHHOM 1eAbio B Poccuiicko#t Peaeparun. [1pu pas-
BUTHH KPOBOTCUYCHUA ODINEIPUHATON TAKTUKOHN ABAACTCA
Pe3eKIns [T KpaifHel Mepe aCTH IOYKH (HHOTAA YAAAAIOT
u Bcro 1mouky). Ho pasmeper AMA B ocrasuefics gactu
IIOYKH U IIOCTEIECHHAA IOTEepA (DYHKIIMHA ITOYEK ITOCAE
oIepanuy BCe PAaBHO HAPACTAIOT, H B 3aKAIOYNTEABHBIX
CTAAHAX ITOMOYb IIAITNEHTY MOMKET TOABKO TPAHCIIAAHTA-
(U OpraHa.

ToT Ke HEYKAOHHBIH IIPOIECC IIPOrPECCHPOBAHIA C II0-
Tepeit OYHKITHHA U HEOOXOAHMMOCTBIO IIEPECAAKH OpraHa
B HTOTEC, XaPAKTCPCH M AAfl CHEIU(PUICCKOTO MOPAKCHIA
ACTKUX — umpoarizuonediomuomanosa (NAM), KOTOpPBII BCTpe-
gaeTcs mpeumyInecTBeHHo y B3pocabx ¢ TC. Ilpeamona-
raercs, 9TO aHOMaAbHBIE KAeTKH 13 AMA mo anmdarmde-
CKUM Iy TAM MUTPUPYIOT B ACTKHE ITAITHCHTOB C TYOCPO3HBIM
CKAEPO30OM H, OCEAASl B HUX, BHISHIBAIOT PA3BHINE KUCT
1 POPMUPOBAHIE ABIXATEABHOM HEAOCTATOYHOCTI .
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Taxkum 00pa3oM, AABHO HazpeAa HEOOXOAHUMOCTH pas-
paboTku TaprerHol Teparnun omyxoaeh npu TC, koropas
MOrAa ObI CAYKUTh 3(P@PEKTHBHON aABTCPHATUBOI XHPYP-
THYECKIM METOAAM ACYCHEA.

TeopeTnyeckoe U SKCIEPUMEHTAIbHOEe 0O0CHOBaHMS
IpuMeHenns nHrnburopos m-TOR npu Ty6epo3HOM
CKJIepo3e

Ws6errounasn akrusanna mTOR, K KOTOPOH IIPHBOAAT
myranun B reHax TSC1 (GeAKOBBIH IIPOAYKT IaMapTHH)
u TSC2 (OeAKOBBII IIPOAYKT TYOEpPUH), HIPAET KAIOUEBYIO
POAB B martoreHese TyoeposHoro ckaeposa (m-TOR, B 1e-
PEBOAE € AHTAUHCKOIO — MHIIIEHD PAITAMUIIMHA MACKOIIN-
TAIOIIHUX, — CEPUH-TPEOHUHOBAA KIHA3a, OTBETCTBEHHAA 32
nannnaruro Tpascaniun MPHK u cunres 6eakos B pubo-
comax. KrHa3a — KAIOYeBOE 3BEHO, OTBEYAIOIIEE 32 IIPOAH-
depaLuro KAETOK, PEIYAALIHMIO KACTOYHOIO LIMKAA U KAE-
TouHOrO MeTaboamsma. B pesyaprarte akrusarmu m-TOR,
IIPOUCXOAUT YCHACHHE POCTA M IIPOAUMDEPALIHH KAECTOK,
2 TAKIKE AKTUBALIUA AHIMOIEHES3A, YTO BBI3BIBAET HE TOABKO
pasBuTHE AOOPOKAYECTBEHHBIX OIYXOAEH (ramMapToM), HO
U IOSABACHUE 3AOKAYECTBEHHBIX HOBOOOpPa3oBaHUIL. |'eHbI
TSC1/TSC2 B HOpME (DYHKIHUOHUPYIOT KAK KAACCHIECKUE
T€HBI-CYIIPECCOPBI OIYXOAECBOIO POCTa; HOTEPs (DYHKIIHH
STUX ICHOB IIOBBIIIAET PHCK PA3BUTHA IIOYECIHO-KACTOU-
HOIO paKa, paka MOYEBOIO ITy3BIPH, PaKa IIOAKEAYAOIHOMI
keAessl; ¢ norepeit pyrxiuu reaos TSC1/TSC2 noserra-
€TCsl CIIOCOOHOCTD OIYXOAEH K IIPOTPECCHPOBAHUIO U Me-
TACTA3UPOBAHUIO .

B sKcIepHMEHTAABHBIX MOAEAAX TYOEPO3HOIO CKAEPO-
3a maruOurop mMTOR pamaMurnH IPOAEMOHCTPHUPOBAA
XOPOIHUH IIPOTUBOOIYXOAEBBIH 3(PdeKT. DKCIIepUMEHTH
ITOKA3aAH, YTO IIPUMECHEHIE PAIIAMUIIMHA H €rO IIPOU3BOA-
HOTO 9BEPOAHUMYCA IIPHBOAHAO K HOPMAAH3SALIUH PAa3MEPOB
KAETOK TOAOBHOI'O MO3Ia H K HCIIPABACHHIO Ae(DEKTOB MIe-
anzmsannn B Hem'. Kpome Toro, y parramurna Osiaa 00Ha-
Py#€HA IIPOTHBOCYAOPOKHAA AKTUBHOCTD U IPOMHAAKTH-
YeCKHH IIPOTHBOCYAOPOKHEIN adpdekr. Ecan pamamuria
HA3HAYAACA SKCIIEPUMEHTAABHBIM JKUBOTHBIM AO HAYaA2d
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LPHCTYIIOB, TO SIIMACICHSA Y HUX HE pa3BuBaAacek’. MHrmbu-
topsl m-TOR Takke IPUBOANAH K YAYHIICHUIO OOydeHus’.
Bce BeIIIe ckasaHHOE IIPHBOAMAO K YMEHBIIICHHIO (DEHOTH-
[IHYECKNX ITPOABACHUI TyDEPO3HOTO CKACPO3a M K YBEANTIC-
HHIO BBUKHBACMOCTH 9KCIICPUMEHTAABHDIX JKHBOTHBIX .

VaureBag OTCyTCTBHE B IIPOIIAOM 3D @EKTHBHON Te-
panuu mpoABACHUI TyOEPO3HOIO CKAEpO3a (B YaCTHOCTH,
HanOoAee rposHbx — COI'A; AMA u AAM), AOBOABHO OBI-
CTPO HOABHAHCH OIHUCAHUA 3(D@PEKTHBHOrO IIPHUMECHCHUA
PAITAMHIIMHA Y OTACABHBIX ITAITFCHTOB C TYOECPO3HBIM CKAC-
posom. BosmokaocTs npumerenns uarubnropos m-TOR
npu TC Takxke OOAEI4aAOCH AOBOABHO AAHTEABHBIM M
YCIICIITHBIM HX IIPUMEHEHIEM B OHKOAOTHMYECKOH ITPAKTHKE.

OBeponumyc — nurnburop m-TOR.

Hauboaee HHTEHCUBHO IIPH TYOEPO3HOM CKAEPO3E HC-
cAepoBaAuCH ABa nHrmOuTOpa M-TOR: cupoanmyc (pama-
MHIIHH) 1 9BepoAuMYC. CHPOAHMYC IIPEACTaBAAET COOOM
AHTUOHOTHK TPYIIIBI MAKPOAHAOB, Y KOTOPOIO OBIAH OO-
HAPY/KEHBI AHTUIIPOAHMEPATUBHBIE U HUMMYHOCYIIPECCHB-
= 9 eKTE. DBEPOAUMYC ABASAETCA €rO IIPOU3BOAHBIM,
CO3AAHHEIM C IIEABIO VAy4IIeHHA (dpapmakokuHeTukr. OH
CTPYKTYPHO HAIIOMUHAET CHUPOAHMYC, HO 0DAaAaeT OOAB-
el crabMABHOCTBIO, PACTBOPUMOCTBIO H APYITUMH DOACE
OAATOIPHATHBIME  (DAPMAKOKMHETUYECKUMI ~XaPaKTepH-
cruxamu’. MexaHusm ACHCTBUS 9BEPOAUMYCA, KAK 1 ADYIUX
IIPOU3BOAHBIX PAITAMHIIMHA, 3aKAIOYACTCHA B CBA3BIBAHHH
¢ BHyTpuKAETOYHBIM Oeakom FK506, 4To B cBOIO O4Yepeab
6aokupyer kuHasy m-TOR. Kpome Toro, mHrunGuropsr
m-TOR oxassBaroT TOpMO3sIee BAuAHEE Ha (HaKTOp PO-
CTa COCYAHCTOIO SHAOTEAHSA, YMEHBIIAA AaHOMAABHBIN aH-
rmorenes’.

Knmunnaeckue nccnenosanus 3bbeKTMBHOCTH
¥ IEPEHOCUMOCT IBEPONIIMYCa

B 2007 roay Oeraa maunnposana I-11 dasa kanumaecknx
ucnerragui aBepoanmyca upu COI'A, acconmmpoBaHHBIX
¢ TyOepO3HBIM CKAEpO3OM. B mccaeaoBanue OBIAO BKAFO-
9eHO 28 IManueHTOB. DBEPOANMYC HA3SHAYAAH CHKCAHCBHO
BHYTPb B HAYAABHOM AO3¢ 3 Mr/m2, KOTOpas MOraa ObITb
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H3MEHEHA AO AOCTHDKCHIA KOHIICHTPAIIMK IIperapara B
naasme 5-15 ur/mMa. DPPEKTUBHOCTD OLCHUBAAH 110 H3-
MeHeHHIO 0O0bema omyxoau COI'A wepes 6 mecaes Tepa-
IIUH TPEapaToM, TAKKE OICHHUBAAM BAMAHIE IIpEIapaTa
HA YACTOTY CYAOPOKHBIX IIPHCTYIIOB, KAYECTBO JKI3HH, KOT-
uuTuBHbIC QyHKIEM. [Ipn orerke oObeMa OnyxXoAn mocae
6 MecsIeB Tepanu OBIAO IIOKa3aHO, 4rTo y 21 marmenra
(75%) ormyxoAb ymeHbIIHAACh HE MeHee geM Ha 30%, y 9 ma-
nneHToB (32%) OTMEYEHO YMEHBIIICHHE OOBEMa OIYXOAH
6oaee gem Ha 50%. V MAIMeHTOB B ICCACAOBAHHH HE OBIAO
OTMEYCHO ITOABACHHSA HOBBIX OITYXOACBBIX OY4ArOB, HAPACTA-
HESA THAPOIIE(DAATI HAT YXYAITICHISA CHMITTOMOB, CBA3AHHBIX
C ITOBBIIIICHHBIM BHYTPHUYCPEITHBIM AABACHIEM; KPOME TOTO,
HE BO3HHKAA IOTPEOHOCTh B XHPYPIUUCCKON PE3CKITUH
omyxoAn. Teparmsa 3BepOANMyCOM OBIAQ ACCOIMHPOBAHA
CO CHIDKECHHMEM OOINEH YACTOTEI CYAOPOMKHBIX IIPHCIYIIOB
(® cpeanem — 1 mpucrym, p=0,02). KagecrBo »u3Hu orenu-
Baau 110 100-6aaapnoOM mkare QUOLCE (ompocHuku 1mo
KAYCCTBY JKU3HU, IIPUMEHACMBIC IIPH SIHACIICHH § ACTeil).
Br1ao mokasaHo, 9TO KAYECTBO KUSHU IMAITHCHTOB Ha (DOHE
ACUCHHSA B ITEAOM XAPAKTCPHU30BAAOCH CTADMABHBIM YAVU-
mrennem. Kpome aroro, y 13 3 15 martuenTos ¢ anrnodu-
OpomaMu AuIa gepe3 6 MECAIEB ACUCHHUA OBIAO OTMEYCHO
YMEHBIIIEHNE UX PasMeposB’.

Mcxoas u3 pesyabratoB mccacaoBanus I-1I daser 6s1am
HAYATEI ABA IIPOTOKOAA MEKAYHAPOAHOTO ABOHHOTO-CAEIIO-
ro nccAeAOBaHuA 3MOEKTUBHOCTH U IIEPEHOCUMOCTH JBC-
pOoAnMYyCa IIPH OIYXOAAX, 4ACCOIMUPOBAHHBIX C TYOCPO3HBIM
cxaeposom. [Tepsoe nccaeaoBanue 6s1a0 mocpsmeno COI'A
n zHocuAo HasBanme EXIST-1 (Examining everolimus in a
Study of TSC, B rrepeBoA€ € aHTA. — HCCACAOBAHIE 9BEPOAH-
Myca IIpH TYOEPO3HOM CKAEPO3E), BTOPOE — OBIAO IIOCBAITIC-
o AMA (1, coorBercrBeHHo, oHO HasbBaroch BEXIST-2).
HeckoApko mozke OBIAO HHHIIMHPOBAHO HCCACAOBAHIE IO
3 HEKTUBHOCTH 3BEPOANMYCA B AOIIOAHUTECABHOH TEPAITHI
SIIMACIITHYCCKUX IIPHCIYIIOB y IIAIUEHTOB C TYOCPO3HBIM
CKAEpPO30M, roAygmBiee Haspanume EXIST-3. He ocramas-
AWBASICh IIOAPOOHO Ha AM3afHE HMCCACAOBAHHI, B AAHHOM
CTATBE MBI KPATKO M3AOKIM ITOAYICHHBIC B HIIX AAHHEIC.
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HccaeproBanue 110 3¢p(peKTUBHOCTH U IIE€PEHOCH-
mocTu 3Bepoanmyca npu COI'A, acconumpoBaHHBIX
¢ 1yGeposubm ckaeposom (EXIST-1)°. Beiao BkAroueHO
117 marmmenTos B Bospacte ot 0,8 A0 26,6 et (cpeaHmit
Bospact 9,5 aer). Te, KTO OBIAM PAHAOMU3HPOBAHBL B TPYII-
Iy BEPOAMMYCA, IIOAYIAAH IIPEIIApAT B HAYAABHON AO3€E
4,5 Mr/m? ¢ IOCTEIICHHBIM YBEAMIECHIEM AO3BI AO AOCTHIKE-
HHSl TEPAIIEBTHYECKOM KOHIICHTPALHHA B KpoBH (5-15 Hr/mA).
Uepes 6 mecAIeB ABOWHON-CACIION (Pa3bl CTAAO OYEBUAHO,
YTO 9BEPOAUMYC crarucrudecku Aocrosepuo (p<0,0001
10 CPaBHEHMUIO C IAarebo) ymenbiras oobem COI'A.

[1porieHT MaIIEeHTOB, OTBETUBIINX HA ACUEHIE (TO €CTh,
AABIIIHX YMEHbIIeHHE oObeMa onyxoau Ha 50% u Goaee)
cocraBua 35% (ma maane6o — 0%). Ilpuem aBepoaumyca
OBIA ACCOITMHPOBAH C YMCHBIIICHUEM IIAOIIAAM KOMKHBIX
ropakeHu (aHrnuOPOM AHIIA U THIIOIIUTMEHTHBIX ITf-
TeH) — v 42% IanueHTOB IIAOIIAAD KOKHBIX ITOPAKCHITH
cokparnaaace Ha 50% u Goabmre (Ha maamedo — y 11%,
p=0,0002). V 53% marumenTtos, mMenrux Hapsaay ¢ COI'A
u AMA, o6bem AMA ymenbpmmascs z#a 50% u Goaee (Ha
maarebo — y 0%). B oM, uTO Kacaercs IEpEeHOCHMOCTH
9BEPOAUMYCA, TO OOABIIHHCTBO IODOYHBIX 3P PEKTOB
Ob1am 1-2 cremenu Taxectu. Hanboaee wactemvu mobodw-
weiMu apdexramu Opian cromatutsl (31% mporus 21%
Ha IAanebo), A3BEl Ha cAn3ucToi pra (32% mnporus 5%
Ha 1Aarebo), cyaoporu (23% mporus 26% Ha 1maarebo)
1 IIOBBIIIIEHHE TeMIepaTypsl (22% mpotus 15% Ha maare60).
Wudexim  IpenMyInecTBEHHO BEPXHUX  ABIXATCABHBIX
myTe HaOAroAaAuCh y 72% B rpylie 3BEpOAHMYCA U B
67% B rpymme maare60. Y OAHOIO IMAITHCHTA, IIOAYIABIIICIO
9BEPOAMMYC, PA3BHACH HEHHQEKIIHOHHHINA ITHCBMOHMT,
KOTOPBII PA3PEITHACH ITOCAE YMEHBIIIEHNA CYTOYHOM AO3BI
B TEUCHHE 2-X MecAIeB. BropudaHad aMeHOpes pasBHAACH
y 38% manmeHTOK, IIOAYYABIIMX IIPENApar; y BCEX OHA
paspemmnaack ANOO CIIOHTAHHO, AHOO Ha (OHE TOpMO-
HaAbHOMN Teparmn. [Toboumsie apdeKTs BBI3BIBAAN TIEPE-
PBIB TEPAIINK HAM CHIKEHHE AO3BI penapata 49% raru-
enToB (Ha 1maane6o y 10%), garie Bcero NpUIHMHOMN 3TOTO
6b1A cromaTuT’.



TapreTHas Tepamus Ty6epO3HOr'o CKJIepo3a 251

ITocae ABOMHOM-CACIION (Dashl IAITHEHTHI M3 TPYIIIEL
mAAIe00 OBIAM IIEPEBEACHBI HA 9BEPOAHMYC, M OTKPHITAA
dasa mccaeAOBaHUA OBIAA AAUTCABHON — OOINAfA IIPOAOA-
’KUTEABHOCTB COCTaBAfAAA OT 4-x A0 5 aer. Ilanmentsl, pa-
HeE TTOAYYABIITHE IAAIEeDO0, IEPEBOANANCH HA S3BEPOAUMYC.
CraproBast A03a ObiAa 4,5 Mr/mM> U IIOTOM yBEAUYNBAAACH
AO AOCTITKEHIS TEPAITEBTHYCCKON KOHI[CHTPAIINN B KPOBH
(5-15 Hr Ha MA) B COOTBETCTBUH C ITepeHOCHMOCTBIO. 111 1ma-
IIUCHTOB ITPOAOAKHAH YIaCTBOBATH B OTKPBITON pase,
3aBepIIUAH yuactue B Her 82 manmentTa (73,9%). [Iporent
[AITUEHTOB, OTBETHBIIUX HA IIPEHAPAT, ITOCTCIICHHO Ha-
pacTaa B TeueHmE 48 HEACAD M 3aTEM CTADMAM3HPOBAACA
Ha yposHe 57,7%. Cpearee BpeMs A0 OTBeTa (YMCHBIIICHUE
oobema COI'A ma 50% u Goaee) cocraBuao 5,32 mecsres.
V 13 mammenrtos (11,7%) ormedasocs mporpeccupoBaHue
COI'A B TedeHme BCero mepruoaa HabAIOACHNS: y 6 IIarneH-
TOB IIPOTPECCHA OTMEYAAACH ITOCAEC OTMEHBI SBEPOAMYCA.
V 6 manmenTos, HecMoTps Ha nporpeccuto COI'A, mpuem
3BEPOAUMYCA OBIA ITPOAOAKCH IIO PEIICHUIO ACYAIIEIO
Bpada, X TOABKO | IAITHEHT ITepecTaA IPHHIMATD IIPeIapar
ns-3a nporpeccuposarus COI'A. B csasu ¢ mporpeccreit
COI'A, HI y OAHOrO M3 IALMEHTOB HE IOTPeDOBAAOCH
XUPYPIUYIECKOrO BMEIIATEABCTBA. [IpOIEHT IarnueHTOB
¢ COT'A u AMA, OTBeTHBIIINX HA 9BEPOAHMYC, COCTABHA
73,2%. I1po1eHT IaIueHTOB C KOKHBIMU IPOABACHUAMH,
OTBETHUBIIINX Ha 9BEPOANMYC, cocTaBua 58,1%.

Boapmmucrso manuentos (99,1%), moAygaBimmx sse-
POAMMYC, HCIBITAAN XOTA OBl OAMH HOOOYHBIH 9 eKT.
Hauboaee gacteiM 11o6ouHBIM 3(D(eKTOM OBIA CTOMATHT
(44, 1%). Cyaoporu ormedasucs y 36,9% raruenTos, Ha-
3odapunrut — y 35,1%, A3BBI HA CAM3UCTOH POTOBOH I10-
aocra — y 34,2%, anxopaaxa — y 28,8%, ppora u KareAp —
y 26,1% (kaxABIIl CHMIITOM), IIHEBMOHHA U PECIIHPATOP-
Hble MHQEKITMH BEPXHHUX ABIXATEABHBIX IyTeid — y 25,2%
(kaxABIE cuMIrTOM), Anapesd — y 24,3%. Pasurtue 1mobod-
HbIX 9P PEKTOB HAMOOAEE YACTO IIPOHCXOAHMAO B IIEPBBIH
rOA ImpreMa mperapara. Aaaee, ¢ KKABIM TOAOM ACYCHUA,
YACTOTA X PA3BUTHA CHIDKAAACh. DOABINIAA 9acTh M0OOU-
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HBIX 9(PEKTOB HMEAA ACTKYIO HMAM CPEAHIOIO CTEIICHb
TAKECTH, M OHH KYIHPOBAAUCH AMDO CHIDKCHHEM AOS3HL,
AH0O IIepepsIBOM B Ipreme mperapara. Hanboaee wacterit
mo6ouHbI 3(PdeKT 3 CTEleHH TAKECTH — ITHEBMOHUS,
ormedaaca y 12,6%, cromarur — y 10,8%. Ho 10,0% ma-
LIUEHTOB HMEAU ITOOOYHBIE 3(D(EKTEI, KOTOPbIE IIPUBEAN
K OTMeHe Iipernapara (u3 Hux 9 % IaueHTOB MMEAU ITO-
6ounbie 3OPEKTHI 4 CTEIIEHN TAKECTH, BKAIOYAS ITHEBMO-
HUOIO, TacTpodHTEpUT U Ap.) 32 3,5 roaa HaOATOACHHUA HE
OBIAO BBIABACHO HETATHBHOTO BAMAHUA 3BEPOAMMYyCA Ha
IIOAOBOE pasBuTHE (OLEHUBAAOCH IO IKaAe Tanuepa),
a TaKKe Ha BeC M pOCT marueHTos'’.

HccaeaoBanme mo 3pPeKTUBHOCTH U IIEPEHOCH-
MocTH 3Bepoanmyca nmpu AMA, acconmMpoBaHHBIX
c TyGepo3ubiM ckaeposom (EXIST-2)'". B uccaeaoBanne
ObiAn BkArO4eHBl 118 manmenTtoB ¢ AMA B BO3pacre OT
18 aer a0 61 roaa (cpeanuii Bospact 31 roa). Te, kro ObIAM
PAHAOMU3HPOBAHBI B IPYIIy O5BEPOAMMYCA, ITOAYIAAH
IpEmapaT B MOCTOAHHON A03e 10 Mr B CyTKH OAHOKPATHO.
UYepes 6 MeCAIEB CTAAO OYECBHAHBIM, ITO 3BEPOAUMYC AOC-
ToBepHO yMmenbiraa obbem AMA. IlpouenT marmeHTOB,
OTBCTHBIINX HA IIPEIAPAT COKPAIICHUEM OOBeMa OIyXO-
am Ha 50% 1 Ooaee, cocraBua 41,8% (ma maamedo — 0%,
p<0,0001). He 651r0 mporpeccupoanus omyxoan y 98,4%
maruenToB. COKpAIIeHre IAOITAAN KOMKHBIX ITPOSABACHEHA
Ha 50% u 6oaee ormedarocek y 26% (wa maamedoo — 0%,
p=0,0002). ITobounsle 3pdeKTs 3BEpOANMYyCa, TAK KE
kak B mccaeaoBannu EXIST-1, Oeram mpenmyriecTBeHHO
1-2 cremenn Tsmxectn. Hanboaee gactsiMu ObiAE cTOMATHT
(48% mporuB 8% Ha mAareb0), adrosusii cromarut (19%
nporus 10%), a3Ber Ha camsucroit (16% mporus 5%), axkue
(22% nporus 5%), roroBHas 00Ab (22% mpotus 18%), Hazo-
dapunrur (24% nporus 31%), kameas (20% nporus 13%)
u Toraota (16% mporus 13%). Orvena npemnapara, cBA3aH-
Had ¢ mOOOYHBIME d(pdeKTaMu oTMedarach B 4% caydacs
B rpymrre sBepoAnmyca u B 10% cayuaes B rpymire maane6o.
48% manneHTOB, ITOAyYaBININX 3BepoAnmyc, u 21% maru-
CHTOB, ITOAYYABIINX IAAIIE00, CHIDKAAN AO3Y HAH BPEMCH-
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HO OTMCHAAH IIPEIapar n3-3a Ho0ovHbIX a9 dekToB. 3ape-
rucTpupoBan 1 cAy9Ial HeMH(MEKIIMOHHOrO ITHEBMOHHTA,
KOTOPHIH PasperuAca dyepe3 2 HEACAN CHIDKCHHA AO3BI
mperapara. 1 IIaIMEHT W3 TPYIIIEL 3BEPOAUMYCA IIOTHO
B PE3YABTATE SIHACITHICCKOTO CTATYCA, HO €rO SIIMACIICHA
BCErAa ObIAA TAKEAON U PE3UCTEHTHOMH, H ACUAIIII AOKTOP
CUEA €ro CMEPTh HE CBA3AHHOM C IIpermapaTtoM. AMeHOpes
OTMEYAAACHh ¥ 7 U3 52 KEHIIUH, ITOAYIABIINX 9BEPOAUMYC
(13%) u y 1 sxemrumer u3 26 B rpyme maarebo. B ABoii-
HOIT cAemo# dhase aMeHOpesA Pa3peIIuAach y 4-X marueH-
tok. Hapyrmrennsa dpyskinn modex (IpOTEeHHYPUA U YBEAU-
YCHME KPEATHHIHA) Jarile HAOAIOAAAKCH B TPYIIIIE IAAIIe00
(8% m 4 % coorBercTBeHHO)' .

[Tocae ABOWHOM cAemoii (haspl IMAIIHEHTH OBIAH IIEpe-
BEACHBI B OTKPBITYIO (pasy'’. CrapToBas A03a 3BEpPOAHMYyCA
coctaBafira 10 Mr B CyTKHM B MEHAAACh B COOTBETCTBHE
C IEPEHOCHMOCTBIO. A03a MOTAA CHILKATBCA AO 5 MI' B CYTKH
AU AQKE AO 5 MI 9epe3 ACHb, 4 TAKIKE MOTAA OBITH ITOBBI-
IIICHA IIPH OAHOBPEMEHHOM IIPHEME C IPOTHBOCYAOPOK-
HBIMH IIPEIApaTAMH — HHAYKTOPAMU (DEPMEHTOB IICYCHI.
B orkperryro dasy nccaeaoBanusa 0s1A0 BkArogeHo 112 ma-
ITHCHTOB, CPEAHEE BPEMsA IIPHEMA SBEPOANMYCA COCTABAAAO
28,9 mecames (0,5 — 46 mecames). CpeaHAT A03a 9BEPOAU-
myca Opraa paBHa 8,91 mr B cyrku. K koniy HabAroAeHuA
87,5% mamueHTOoB IIPOAOAKAAN IPHHHMATH 3BEPOAUMYC,
12,5% npexparnan nprem npernapara. Hanboaee wacroit
IPUYHUHON OTMEHBI IIperapara ObIAn ITobOoUHEE dpdex-
TBI, BKAIOYAA H3MCHCHHUA AAOOPATOPHBIX ITOKA3aTEACH —
y 8% marmentoB. IIpomeHT marmeHTOB, OTBETHBIIHX Ha
npemapar, yBeamanaca ¢ 41,8% B caemoit dase ao 54%
(60/112). B meaom, 99 manmentos (97%) Aaan ymensIre-
Hre 06beMoB AMA IO CpaBHEHHUIO C HCXOAHBIM YPOBHEM.
[Mporpeccuun AMA =e 65140 0T™MedeHO §v 106 13 112 maru-
erToB (94,6%). 38 marmenTos (33,9%) umeAn crabuAbHOE
Tedenue 6oaesuu. M3 6 marrenToB ¢ mporpeccueii (5,4%),
y 2-x orMmeuaroch yBeamdeHne AMA, y 4-x — pasmepos
movku. ABa M3 IeCTH IAIHMEHTOB ¢ Iporpeccueit AMA
rnocrosHHO moAydasn 10 Mr aBepoammyca B cyTku, 4 ma-
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IIUEHTA — CHIDKAAM AO3Y M IIPEPHIBAAM IIPUEM ITpErIapara.
Hecmortpsa Ha mporpeccupoBaHre, BCe IMAITMEHTE IIPOAOA-
KAAM TIOAYYATH IIPEHAPAT K 3aBCPIICHIIO MCCACAOBAHUA,
y 3-X M3 HHX B AAABHCHIIICM IIPOM3OIIAO YMCHBIICHIE
obbema AMA, OAMH maIlMeHT OBIA IOTEPAH AASl HADAFO-
acuwuA. 97,3% marueHToB coobImaAn o modbouHbX apdex-
tax. HanGoaee gacteivu mobounemu addekramu (boaee
25%) Obram: Ha30(DAPUHTUT, CTOMATAT U aTO3HEIH CTO-
MATHT, TOAOBHAfl OOAB, IMIIEPXOACCTEPOACMHSA, HHEEK-
[N MOYEBBIBOAAIIMX IyTeH. DOABIIMHCTBO ITOGOYHBIX
acpdexrop umean 1 mam 2 cremens TmkectH. Ilpumepro
y dersepru manueHtoB (28,0%) oTMedaAmch cepbe3HbIC
rmobounbie 9 deKThI, TPEOOBABIIINE CHIKCHUA AO3BI IIpe-
mapara MAH ero BpeMeHHOH ormenbl. Hamboaee wactsr-
MU 10OOYHBIME d(PdeKTaMu 3 CTereHr OBIAM aMEHOPEst
(4,2%) u camkenue moxasareacit pocopa B CBIBOPOTKE
kpoBu (3,6%). Tem He MeHee, OOABIIMHCTBO CAy4YacB
aMEHOpPEH UMEAH 1-2 CTEIEHD TAKECTH, I TOABKO OAHOM
ITAIUEHTKE IIOTPEOOBAAOCH CHMKEHHE AO3BI U IIEPEPHIB
B AcUeHHH. AMEHOPes 3 CTEIIEHH TAKECTH ¥ 3-X IAIIHEHTOK
PAa3peIuAACh CIOHTAHHO 6€3 AOIIOAHHUTEABHOTO ACYCHUAL
MccaepoBaHmE ITOAOBBIX TOPMOHOB B MOMEHT aMEHOPEH HE
BBIABHAO ITATOAOTHH. BBIAM 3aperncTpHpOBaHEl TOOOYHEIE
spdexTrr 4 CcTEerneHn TMAKECTH — IOBBIIICHHE KOHIICHTPA-
LI MOYEBON KHCAOTH B KpoBH (1,8%), cyaoporu, raapo-
nedaAns, THIEPTOHUYIECCKHI KpH3, HEHTpOIIeHHus, pad-
aommoans (Bce 1o 0,9%). Ilpemapar ObiA OTMEHEH H3-32
IIPpOOAEM C IepeHOCHMOCTBIO Vv 8,0% manmeHToB — M3-3a
pasBuTHA OTEKa, CHIDKEHHA ypoBHA docdopa B KPOBH,
OpOHXOCITa3Ma, CYAOPOT, AHAPEH, IHIIEPIYBCTBUTEABHOCTH,
caabocry, nporenHypuH 1 Ap. B 68,8% Bcex cayuaes A03a
MEHAAACH B CBA3H C Pa3sBUTHEM ITOOOUHBIX 3(pdeKToB (cTO-
MaTnTa, HHQEKINH BEPXHUX ABIXATCABHBIX IIyTEH, AHAPEH,
cuHycuTa). [ IarineHTE He OTMEHAAT ACUEHHE B CBA3H C Pa3-
BHTHEM CTOMATHTA'”,

Wamenenns dpyuxmun rmouek orMegasucs y 19 (17,0%)
marmentoB. Ormedaancs nporeunypud (15,2%, n = 17),
yBeAmdenue kpeatuHnHa kposu (4,5%, n = 5), ocrpas
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M XPOHHYECKAsA ITOYEYHAS HEAOCTATOYHOCTH (KAXKAAS 11O
0,9%, n = 1). TOABKO y OAHOTO IarueHTa € 4 CTEIEHBIO
HEAOCTATOYHOCTH IIOYEK B HAYaA€ UCCACAOBAHUSA IIPOTEHU-
HYPHA AOCTHTAA 3 CTCIICHM, HO IIPOIIIAA IIOCAE BPEMEHHOIO
IepepbiBa IIpHeMa IIperrapara. 3a Bce BpeMs HaDAFOACHUA
HU y KOTO HE PasBHAOCH PETPOIEPUTOHEAABHOE KPOBOT-
egenwe. Tax xe, kak B nccaeaopannu EXIST-1, npu aan-
TEABHOM IIPHEME 3BEPOAHMYCa ero 3 (PEeKTUBHOCTD B OT-
momrerny pasmMepo AMA HapacTasa, a 9acTOTA Pa3BHTHA
110609HBIX 5 (HEKTOB CTAHOBHAACH MEHBIIIE' 2.
MccaeaoBareasMu OBIAE CACAAHBI CACAYFOIIHE OOIIIHE
BBIBOABI 13 EXIST-1 u EXIST-21%
® DBEPOAUMYC IIPOACMOHCTPHPOBAA XOPOIIYIO AOATO-
cpouHYIO 9P PEKTUBHOCTD U IPUEMAEMYIO IIEPEHOCH-
mocte B AedeHnun COI'A m AMA, acconnnpoBaHHBIX
C TyOEPO3HBIM CKAEPO30OM
m YacroTa HOBEIX HOOOYHBIX 3(P(EKTOB CO BpEMEHEM
YMEHBIIIACTCA
m Kpome coxparrienus oobema COI'A 1 AMA, sBepoamnmyc
BBI3BIBACT COKPAICHUE ITAOIAAN KOKHBIX IIPOABACHUI
3aboaesanns (puc. 1a,0; puc. 2a,6; puc. 3a,0; puc. 4a,0;
puc. 5a,0; puc. 6a,0; puc. 7a,0; puc. 8a,0; puc. 9a-a).

x|
A Tme: 18:

n
n: @ A b

[ 1aw

Pucynox 1. ) COT'A a0 Aeenns Dsepoanmycom (28.09.2010 — Busur
1 EXIST-2); ) COI'A Ha done Tepamuu Osepoanmycom (02.12.2014 —
Busur sasepruenns nccaeposanusa EXIST-2)
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PucyHOK 2. q) AMA movku A0 Hadara Tepamuu DBEPOANMYCOM. 12
B3BCIIICHHOEC H300PAKECHIE C IOAABACHHEM CUTHAAA OT »xupa (21 aBrycra
2010 — EXIST-2); ) AMA nouku Ha done Teparmn DBeposnmycom. T2
B3BEIIICHHOE HM300PAKEHHE C TIOAABACHHIEM CHTHAAA OT JKHUPA — YMEHb-
mreHne 0ObeMa AHTHOMHOAUIIOM, GoAbIe BepxHeit (20 cerradpsa 2015 —
HAOAIOAGHHE 32 IAILIMEHTKOM, IIPOAOAKATONIEH IPHHIMATD DBEPOAHU-
myc mmocae 3aepraennsd EXIST-2)

Pucynox 3. 4) Amrmodubpoma amua y manumenra 0801-00006
(02.04.2010 — Buswur 1 B mccaeaosannn EXIST-1); §) Aurmodpubpoma
amma y manumenra 0801-00006 ma dome Tepammm  DBepoAnMycom
(18.08.2014 — Busur 3asepruenus nccacaoannsa EXIST-1)
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Pucynor 4. 4) Anrmodubpoma Amua y manumentku 0401-00009
(11.10.2010 — Busnr 1 B nccaepaosanuu EXIST-2); ) Aurnodpubpoma

anma y marmentka 0401-00009 ma ¢omne Teparmm DBepoAnMycoM
(01.12.2014 — Busur 3aBeprenud uccacaoBarmsa EXIST-2)

Pucynox 5. 4) Msrkne ¢dpubpomsr Ha koxke y manuertkn 0401-00009
(11.10.2010 — Busur 1 B uccaeaoBarmu EXIST-2); ) Markue oubpomer
Ha koxke y manumentkn 0401-00009 ma dome Teparnum DBepoAnmMycoMm
(01.12.2014 — Busur saseprenus nccacposanusa EXIST-2)

|

-

Pucynoxk 6. 2) Msrkne ¢pubpomsr B ob6aactn men y manuenra 0401-
00007 (Busur 1 8 nccaeposanmn EXIST-2); 6) Msarkue dpubpomsr B 06-

aactr mren y marmenTta 0401-00007 ma done Teparmu DBepoAnMyCcOM
(168 meaean aeuenms Depoanmycom B Aoze 10 mr B cyrrm — EXIST-2)
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Pucynox 1. a) Vaacrok «l1larpeHeBoit KOKI» M THITOIMATMEHTHOE TIAT-
wvo y manuenTa 0801-00006 (02.04.2010 — Busur 1 B nccaeaoBaHun
EXIST-1); 4) Vuacrok «lllarpeHeBoii KOKI» M TUIIOMNTMEHTHOE IATHO
y marzenTa 0801-00006 (18.08.2014 — Busur 3aBepIeHns HCCACAOBA-
aus EXIST-1)

PMCYHOK 8. a) OKOAOHOTTEBHIE ¢)I/I6p0MbI IIAABIIEB npaBof/'I CTOITBI y I1a-
nuenTtkn 0401-00009 (11.10.2010 — Busur 1 B nccacaoBannu EXIST-2);
6) OxoAroHOrTeBBIE (DHOPOMBI IAABIIEB IPABOH CTOIBI Y IAIIMEHTKH
0401-00009 ma done tepamun Dsepoanmycom (01.12.2014 — Buswur 3a-
Bepruenns uccaeAoBarns EXIST-2)
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Pucynok 9. @) OroroHOrTEBBIE HOPOMBI OOABIIIOTO ITAABIIA AEBOM
kucrn y manuentikr 0401-00009 (11.10.2010 — Busnr 1 B mccaeaoBaHmu
EXIST-2); 4) Poro aesoit kucru y marertsn 0401-00009 (11.10.2010 —
Busur 1 B nccaeaosarun EXIST-2); 5) PoTo ACBOI KUCTH y IAIUEHT-
ki 0401-00009 ma done Teparmmu Dsepornmycom (01.12.2014 — Buszur
sapeprrenns nccaeaosanud EXIST-2); ) ®oTo mpaBoii KuCTH y marm-
ertkn 0401-00009 (11.10.2010 — Busur 1 B nccaeposanmm EXIST-2);
0) ®oto npasoit kuctn y manuertkn 0401-00009 #a dpome Teparmu Dpe-
poanmycom (01.12.2014 — Busnr 3aseprienus nccaeaoanns EXIST-2)
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Heeneoosarue no spgpexmusrocmu u neperocumocnu sse-
posuryca Kax 00nonnumensiiozo npenapama 6 Jaevenun pegp-
paxmeprvix INUACHINUUCCKUX NPUCIYN0E, aACCOYUUPOBAHBIX
¢ 72)6EpO3HBIM CKAEPOIOM.

WMaruburopsr m-TOR B 3KCIEPUMEHTAABHEIX MOACAAX
snHAercun, He cazaHHon ¢ TC, 06AaA2IOT IIPOTHBOCYAO-
poxkubiM appexrom”. OTACABHBIE KAMHIYECKHE HAOAFO-
AcHuA H pesyAbTartel OTKperTod hpaser EXIST-1 rosopsar
O TOM, YTO OH, BO3MOKHO, YMCHBIIIACT YACTOTY IIPUCTYIIOB
pu stmAercud, accoruuposannoil ¢ TCP. ITostomy Gs1a0
WHUALAAPOBAHO MEKAYHAPOAHOE PaHAOMH3HPOBAHHOE
ABOHMHOE CACIIOE HCCACAOBAHNE, IIOAYYMBIIICC HA3BAHUC
EXIST-3". Huxe IpUBOASTCA AQHHBIC 11O AU3ANHY UCCAC-
AOBAHUSA U €r0 IIPEABAPUTEABHBIM pe3yAbTaTam. [laruenTsr
€ TyOEPO3HBIM CKAEPO30M H pedPaKTepHBIMU (DOKAABHBIMI
SIHAEIITHYICCKIMI ITPUCTYIIAME B BO3pacTe OT 2 A0 65 Aer,
rmocae 8 HEACAb HAOAIOACHHSA, PAHAOMH3HPOBAAUCH AHOO
B IPYIIILY 9BEPOANMYCa, AHOO B TpyIILy I1Aare6o. [ larmenTor,
KOTOpBIC IIPHHUMAAH 3BEPOAUMYC, ACAHAUCH HA ITOAY-
Y4BIIUX BBICOKHE M HHU3KHE CYTOYHBIE AO3BI IIPEIAPAaTa.
[TpoAOAKHTEABHOCTD ABOIHOM CACION (Da3hl COCTABASAL
18 meaean (6 HeaeAws THTpAIUK B 12 HEACAD ITPHEMA ITOA-
ACPIKHBAIOIIEH AO3BI). DPPEKTHBHOCTD OLIEHUBAAACH 11O
M3MEHCHUIO YaCTOTBH SIIHACHTHYECKUX IIPUCTYIIOB IIO
CPaBHEHHIO C IIEPHOAOM HAYAABHOTO HaOAroAeHwus. [Taru-
€HTAMH, OTBETUBIIIIMH Ha IIPEIapar, CIUTAAUCDH T€, § KO-
TOPBIX OTMEYAAOCHh CHIKEHHE YrcAa npuctyros Ha 50%
n 6oAbIe!,

B wmccaeaoBanne 6bIAO BrkAIOYEHO 366 IALIMEHTOB IIO
Bcemy Mupy. 117 U3 HHUX HOAyYaAH HU3KHE AO3BI 3BEPO-
Anmyca (0T 3-x A0 7 Mr B cyTkH), 130 manueHToB HoAyIaAn
«BpIcoKHe» AO3EL (0T 9 A0 15 Mmr B cyrknm), 119 manmenTtos
ITOAY4YaAH 1AALe0o. [1poreHT manueHToB ¢ coKpareHueM
YHCAA IPUCTYIIOB OBIA AOCTOBEPHO BBIIIIE B IPYIIIIE IIAIIH-
€HTOB, ITOAYYABINIHX 9BEPOAUMYC HA HU3KHX A03aX — 29,3%
(p = 0,003), ma BoIcCOKHX AO32X — 39,6% (p = 0,001), mpoTus
14,9% ma maanebo. [lpomeHT manneHTOB, OTBETHBIIINX HA
npemnapat, coctaBua 28,2%, 40% u 15,1% coorercTBEeHHO.
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Pasuuma Obraa crarucrmyeckn sHaummoit. Hamboaee wac-
ThIM 1T00OYHBIM 3 dextom (boaee 10%) ObIA cTOMaTHT
(28,2% ma Huskux A03ax, 30,8% Ha BBICOKHX AO3aX, IIPOTHUB
3,4% ma naane6o), anapest (17,1%/21,5% nporus 5% coot-
BETCTBEHHO), A3BBI Ha CAMBHCTOM pra (23,9%/21,5% nporus
4,2%0), nasodapunrut (13,7%/16,2% uporns 16%), nadex-
UM BepxHHUX AbrxateAbHbIX myreit (12,8%/15,4% nporus
12,6%), adrosustit cromarur (4,3%/14,6% nporns 1,7%)
u anxopaaka (19,7%/13,8% nporus 5%). Ormena npera-
para B cBA3SK ¢ HOOOYHBIMU 9P PEKTaAMH OBIAA PEAKOH —
5,1%/3,1% nporus 1,7% coorsercrBenno'.

MccaeaoBaTEAR ACAQFOT BEIBOA O TOM, YTO 3BEPOAUMYC
IIPOAEMOHCTPHPOBAA CTATUCTHYECKH AOCTOBEPHYIO 3(-
(PEKTUBHOCTD B CHIDKCHHUH YHCA2A SIIHACIITUYCCKUAX IIPHU-
CTyIIOB, ACCOLHMHPOBAHHBIX C TYODEPO3HBIM CKAEPO30OM,
a TAKIKE IIPUEMAEMBII IPOQUAB IIEpeHOCHMOCTH .

[IpaxkTiyecKkue aCneKTel IPMMEeHEeHN 3BEPOIIMYyca

Deepoanmyc (Adunnrtop®, npoussoanrear Hosapruc,
CIIIA) 661 AOCTATOYHO OBICTPO 3aperncTpupoBas B Poccuii-
ckoit Peaeparun OAATOAAPSA TOMY, YTO POCCHICKHC IIAIIN-
€HTBI IIPHHAMAAN YIACTUE B MEKAYHAPOAHBIX KAMHITIECKIX
nccaepoBarmax (EXIST-1 u EXIST-2). B P® ssepoammyc
(AdunuTop®) 3aperucTpUPOBaH IO ABYM ITOKA3AHHSAM:

1. Cy6armeHAMMAaABHBIE THTAHTOKACTOYHBIE ACTPOIIH-
TOMBI, ACCOIIMMPOBAHHBIE C TyGEPO3HBIM CKAEpPO30M,
y IAIMEHTOB cTapire | roAa, Ipu HEBO3MOKHOCTH BBIITOAHE-
HUA XUPYPIHYECKON PE3EKIIHN OIyXOAH, AmaMeTpoM = 1 ey

Coraacao wmexayHapoaromy koucerncycy (Consensus
Meeting for SEGA and Epilepsy Management) HasHaueH1E
asepoanmyca npu COI'A mokasano, ecan’:

* €CTh HAAMYHE IIPOTUBOIIOKA3AHUI K XUPYPIHIECKOMY
A€YEHHIO (IIPOTHUBOIIOKA32aHA AHECTE3HA HAHM CAMO XU-
PYPIUYIECKOE BMEIIATEABCTBO);

* HEBO3MOKHO PAAUKAABHOE YAAACHHE OIIYXOAU;

* ATHITMYHAA AOKAAU3ALIUA OIIYXOAH;

* 0c00OE PACIIOAOKEHHE OIYXOAH, KOTAQ OIIepariusd
MOJKET IIPUBECTH K OCAOKHEHHAM;
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® ATPECCUBHBIA POCT OITYXOAH;
* BO30OHOBACHIE POCTA OITYXOAHM ITOCAC YiKE IIPOBEACH-
HOW Pe3eKIINH;

* OTK43 OT IIPOBEACHISA OIICPAIHH.

2. AHTMOMHOAWIIOMEI IIOYEK, ACCOIMUPOBAHHBIE
C Ty0EpO3HBIM CKAEPO30M, y IrarueHToB 18 AeT u craprire,
AHAMETPOM 3 cM 1 GoAee.

B 2017 roAy MBI OMKHAQEM PETHCTPALINIO 9BEPOAHMYCA
B PO 110 HOBOMY ITOKAa3aHUIO — SIHUAETICHAH, ACCOIMUPO-
BaHHOI1 C Ty0EPO3HBIM CKAEPO30M.

Ao HaYaAa TEpallHH IIEACCOODPA3HO CACAATH ODImME
AHAAU3BI KPOBU M MOYH, 2 TAK/KC OHOXUMIYCCKUN aHAAN3
kpopu. [lotom mpomssoanTes pacder A03BI AduHHTOPA
(mpu COI'A u AMA A038I OyAyT pasHeiMm). B tabanme 1
IIPUBEACHBI PEKOMEHAYEMBIE CTAPTOBBIE AO3EI IIperrapara
npu COI'A B 3aBHCHMOCTH OT IIAOIIAAM IIOBEPXHOCTH
teAa. B mccaeaoBarun EXIST-1 cpeanss TeparreBriaeckasn
AO32 COCTaBHAA 5,9 MI' B CyTKH.

Tabmmma 1

Hauaabnas ao3a ssepoaumyca (Adpuunropa®) B 3aBUCHMOCTH OT IIAO-
maan mosepxHocTH Teaa (Aedenne COI'A)

ITaomrass

<12m orl13mM*a02,1 M 222 m°
IIOBEPXHOCTH TEAQ

Havaabnas

2,5 Mr 5 mr 7,5 mr
CyTOYHAaA AO32

Ilpemrapar Ha3HaYaeTcA M3 pacdera CPEAHEH TeparreB-
THYECKOH A03bI — 5,0-8 mr/m2 CKOpPOCTH THTpAIMU CY-
TouHOH A03bl pu COI'A cocraBaser + 2-2,5 Mr KaxAbie
2 mepean. Ilpn mpueme mpemapata 1 pas B AeHBb paBHO-
BecHaA KOHIIEHTPAIIUA AOCTHIAETCA B TEYEHHE 2-X HEACAD.
Pexomenayercs OpHEHTHPOBATHCA HA AOCTHKCHHE Te-
pareBTrdecKkoi KoHIeHTparuu B kposu (5-15 Hr Ha MA).
Oddexr HOCHT AO303aBUCHMBII XapaKTep — yBEAHYEHHE
MHHHMAABHOH KOHLIEHTPAIIUU B 2 pa3a IPUBOAHUT K YMEHb-
menuro oobema COI'A ma 13%. Onpeaesenue KoHIIEH-
TPALIMK IIPEnapaTa B KPOBU PEKOMEHAYETCA IIPOBOAUTH
PEryAAapHO: B IIEPBBEIN Pa3 IIPUMEPHO YEPE3 ABE HEACAH
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ITOCAE HAYAAA TEPAIINI H AAACC IO HEOOXOAMMOCTH. BBrao
[TOKA32HO, 4TO ymeHbIneHHe obbema COI'A Aocruraercs
U IIPH KOHLICHTPALIMH IIPEIapaTa B KPOBH MEHee 2 HI/MA;
B CAyYae AOCTIDKCHHA OMKHAAEMOTO 3(pdeKTa AOIIOAHU-
TEABHOE ITOBBIILICHNIE AO3BI MOKET He IOTpebOoBaThCH .

[Mpr AMA HauaapHAs AO3a COCTABASET 5 MI, HAPAIIH-
BACTCA TEM K€ TEMIIOM H CPECAHAA TEPAIIEBTHYCCKAA AO32
cocrasader 10 Mr oans pas B cyrkn. Ecan ormeuarores mo-
Oounbie 3P@PEKTHI, TO A032 CHEKACTCA AO 5 MI' B CYTKH.

AdpuHuTOp B HacTOAIICE Bpemsi mmeerca B popme ma-
Gnemox no 2,5 ye, 5 ;e u 10 Mz, Komopuze He nodsesman deseriito,
a TaKKe ducnepeupyemsix mabaenox no 2 me. Bro caeayer mprHp-
MATh BHYTPb OAHH Pa3 B CYTKH B OAHO H TO 7K€ BPEMS KAXKABII
ACHDB, M AHOO KAKABII Pa3 C IHIIEH, ANOO KaKABIH pa3 Oe3
mee. TabACTKH IIpermapaTa CACAYET 3AITHBATD CTAKAHOM BOABL

Konmpons 3a sgpgpexnmustocnvro seuerinus HEOOXOAUMO IIPO-
BOANTH cucTeMarudecku. OH 3aKAIOUACTCA B M3MECPCHUH
obpema COI'A 1o aanHeM MPT ¢ BBeAeHHEM KOHTpacTa
gepes 6 mecsres (puc. 10a,6). To xe camoe KacaeTcs 1 KOH-
Tpoas 3a pasmepamu AMA — MPT nau PKT — nccaeaosa-
HUS ITOYCK IIEACCOOOPA3HO IMPOBOAUTH KOXKABIE 6 MECHIIEB.
Ha xaxAOM BH3HTE HAITHCHTA B KAMHEKY, TAK/KC OI[CHUBA-
FOTCA U3MEHEHUA KOKHBIX TpoaBAeHnit TC ma dpone mpue-
Ma aBepoanmyca (puc. 114a,0).

Konmpoas sa neperocusmocmuio npenapama tpedyerca mpo-
BOAUTH cucrtemarmdeckn. Hanboaee rpo3HBIM ITOOOYHBIM
acpdexrom (K CIACTBPIO, PEAKHM) ABAACTCA HEHHEKIU-
OHHBIN ITHEBMOHHT, KOTOPBIH IIPOABAACTCA Hecrenudu-
YECKMMH CHMIITOMAMH — KAITIEAB, OABIIIIKA, ITACBPAABHBIN
BBIIOT. V3-3a cHmkenud wnMMyHnTeTa Ha (DOHE IIpHEMA
DBEPOANMYCa, BO3MOMKHO Pa3BUTHE AIODOH HHTCPKYPPEHT-
ot mudeknnn. HanboAprree 6ecITOKOHCTBO y AIUEHTOB
BBI3BIBACT pasBurme cromaruta (puc.12), Tem Ooaee, ¥TO
OH OTMEYACTCA MPAKTUICCKU § IIOAOBHHBI IIAITUCHTOB.

ITpu pasBuTHH HEXKEAATEABHBIX ABACHHI MOKET ITO-
TpeOOBATHCA CHENKCHIIE AO3BI HAH IIEPEPHIB B ACUCHH, 4,
MHOTAR, IIPYU COXPAHEHUH TMKEAOTO IIOOOYHOrO apdexra,
n oTMeHa Tepanui. Ecan A03a CHIDKAeTCH, TO, KaK IIPABHAO,
Ha 50%, 1 MBI JKAEM, ITOKA HE UCYEC3HET UAU 3HAYUTCABHO
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Wi [nestitube of Pedi

e

Pucyrox. 10. 4) COI'A Ao Aevenus Dsepoanmycom (21.10.2013);
) COI'A Ha done Tepamuu Jsepoanmycom (05.05.20106)

Pucynox. 11. 4) Aurnopubpoma AnIa y manmeHTa A0 HAYaAa TCPAITUH
DBepornmycom B A03e 10 mMr B cyTrn; §) AHrmodpudbpoma AMIIA y AIHEH-
Ta gepe3 2 MecAIa IMOCAE HAYaAd TEPAIHH DBEPOANMYCOM B Ao3e 10 mr
B CYTKH.

| Pucynoxk. 12. Cromatur



TapreTHas Tepamus Ty6epO3HOr'o CKJIepo3a 265

HE YMEHBIIHUTHCH ITIOOOUHBINA 3(PEKT, IIOCAE TETO MOKEM
BEPHYTHCA K HCXOAHOI Ao3e. IlepephiB B Tepamuuy ¢ moA-
HOI BPEMEHHOM OTMEHOM IIperapara TaKKe IPOAOAKAETCA
AO HCYE3HOBEHHA MAM 3HAYHTEABHOIO YMEHBIIEHHSA ITO-
6ounOTO 3heKTa, IMocAe BOSOOHOBACHHSA TEPAIINH Iie-
AECOODPA3HO BEPHYTHCA K MCHBITICH, YeM HCXOAHAA, AO3C.
Ha pucynkax 13a-r, 142,6 n 15 npuseaeHsI Apyrue BO3-
MOJKHBIC HEKCAATCABHBIC ABACHHUA 9BEPOAMMYCA, CBA3AH-
HBIC C TIOPAKEHHEM KOKHBIX IIOKPOBOB.

[TockOABKY OAHEM K3 HAHOOAEE YACTBIX HEKEAATCAB-
HBIX fIBACHHI Ha (POHE TEPAIIHMH IBEPOAIMYCOM SABAAIOTCH
CTOMATHTEL, YPE3BEIYANHO BAXKHEI MEPHI 110 IIPOHAAKTHKH
AAHHOI'O OCAOKHEHHA: HAAO PEIYAAPHO OCMATPUBATH IIO-
AOCTB PT2 Ha IIPEAMET IOABACHHSA KAKHX-AOO N3MEHEHHIL:
TPEINNH, A3B, IPUIYXAOCTEH; IPH MOABACHUH KAKIX-AHOO
HM3MEHEHUI HEOOXOAHMMO HEMEAACHHO COODIINTE 00 3TOM
Bpady; HE IIPUHUMATH TOPAYYIO U XOAOAHYIO IIHIIY (ITHIIA
AOAIKHA OBITH TEIIAOH M MEXAHIYICCKH IITAAAIICH); H30erars
TPAaBMUPOBAHMA ACCEH 3yOHOM IIETKOM; HE YIIOTPEOAATH
cBeskue (PPYKTEL, OBOIIM M COKH, €CAM OHH KHCABIE H CO-
ACPIKAT 'OPEYH; HE MCIIOAB30BATH AAS IIOAOCKAHHSA IIOAO-
CIM PTa HACTOM M OTBAPHI BAKYIIUX TPAB, 4 TAKAKE AIOOBIE
OIIOAACKHBATEAH, COACPIKAIIUE CIIHPT HAHM IIEPEKHCH BO-
AOPOA2; KATETOPHUYECKH 3aIIPEIIACTCA HCIIOAB30BATH AAA
ITOAOCKAHHA PTa PACTBOP IEPEKUCH BOAOPOAR; IIOCAC Kaik-
AOI'O IIpHEMA IIHIIH IIOAOCKATh POT BOAOH, MOKHO CA20O0-
COACHOM, HAH OYCHb CAAOBIM HACTOEM ¥ad (be3 caxapa).

Ilpu pasBuTHH CTOMATHTA PEKOMEHAYETCA IIPHUMEHATH
ODAEIIMXOBOE MAaCAO: PasBECTH B COOTHOIIeHHH 1:2 mAm
1:3 AroOeiM pactmreapHBIM MacAoM. [Tocae kaxaoro mpu-
€Ma ITHIH U IIEPEA CHOM CACAYET OOPabATHIBATE TOAOCTb
pra MapAeBON caAdETKOH, IepeA E€AOH — IIPOrAATHIBATH
MATKUI KyCOYEK CAMBOYHOIO MacAa (IPOPUAAKTHKA 330-
darnra). He pexomenayercs mpumeHATs O6e3 Ha3HAYCHUA
Bpaya HUKAKHX IIPOTHBOIPHUOKOBBIX IIPEIAPATOB (TOABKO
[P HOATBEPKACHHUH IPHOKOBOI HH(DeEKIINM).

B Tabamriax 5-7 mprBeACHEI PEKOMEHAAITUH IO ACYCHIIO
HEKEAATEABHBIX ABACHUN B 3aBHCHMOCTH OT THKECTH HX
IIPOABACHHA.
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Pucynox. 13. a-2) Koxnas cemp Ha hone npuema Adurnropa

Pucynox. 14. 4,6) BocraseHne KOKHBIX IOKPOBOB Ha (pOHE ITpueMa
DBepoanmyca

Pucynoxk. 15. Bocnaaenue kox-
HBIX ITOKpPOBOB Ha (pOHE Iprema
DBepoanmyca
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[1pn mpueme 3BepOAUMYyCa MOLIYT U3MEHATHCH Aabopa-
TOPHBIE [IOKA3ATEAH, HO OHH, KAK IIPABIAO, ACTKOH CTEIICHHI
U 3aKAIOYAIOTCA B IIOABEME TPAHCAMUHA3, TUIIEPXOAECTE-
PHHEMHH, THIIEPTPUTAULIEPHACMAN U THIICPHATPHEMHUH.
[ToaToMy peKOMEHAYETCS AMHAMHYECKI HCCAEAOBATH ITOKA-
3aTeAn OOIIUX AHAAM3OB KPOBH M MOYH, OMOXHUMUYIECKHE
mokazareAn kposu (AAAT, ACAT, amuaasa, XoAecTepuH,
B3-AnmonporenAbl, PUOPHHOTEH, TAIOKO3a, OMANPYOHH,
KPEaTHHUH, MOYEBHHA, MOYEBAs KICAOTA, OEAOK, SIACKTPO-
AWTEL) I MOYH HE PEIKE, UM KaxKABbIE 12 HEACAD, HAN YaITIe,
o mokasasuaMm. EcrectBeHHO, uro mpm Hasmgumu AMA
HEOOXOAHUMO KOHTPOAHPOBATE (DYHKIINK ITOYEK.

HeobX0ANMO OTMETHTB, YTO 3BEPOAUMYC MOMKET BAH-
ATb HA UMMYHHBIH OTBET HA BAKIIHHBI, IIO9TOMY BAKI[HHA-
HA MOXKET OBITH MeHee 3(PEEKTUBHOM, ECAH IIPOBOAHTCA
BO BpEMS ACUCHHSA 3BEPOAUMYCOM. B mreproa mpumeneHms
3BEPOAHMYCA, HE PEKOMEHAYETCH IIPOBOAUTHCH BAKIIMHA-
U0 JKUBBIMU BAKIIMHAMH U HEOOXOAHUMO H30€ratb KOH-
TAaKTA C HEAABHO BaKIIMHUPOBAHHBIMH.

HepelieHHEIe BOIPOCH! TaPreTHON Tepanun
TyOepO3HOro CKJIeposa

OCHOBHBIM HEPEIIEHHBIM BOIIPOCOM IIPEACTABAACTCA
ONMUMANBHAR  NPOOONNCUINCALHOCHI  HPUMEHEHUA  IBEPONUMYCa
kak B AeueHun COI'A, taxk u B aAedennn AMA. Teoperu-
YECKH TEPAIHA AOAMKHA IIPOAOANKATHCA AO IIOAHOTO BBI3-
AOPOBACHHUSA IALIUEHTA. A Pa3Be 3TO BO3MOMKHO IIPH HEYK-
AOHHO HIporpeccupyroiiem 3adoaesanuur Haseproe, He-
CKOABKO HIpoIIe CPOPMyARPOBATH OTBET HA 3TOT BOIIPOC
mpu COI'A, Tak KaK U3BECTHO, UTO TH OIYXOAU IEPECTAFOT
IIpOTpeccupoBaTh B Bo3pacte OT 18 A0 20 AeT (BO3MOKHO,
YTO HMEHHO B 3TOM BO3PACTE€ MOKHO IIPHOCTAHOBUTb
TEPAIINIO UAM 3HAYUTEABHO YMEHBIIIHTH AO3Y IIPEIApaTa).
Aanbueifimee HabAroacHue 3a AetbMu ¢ COI'A, kortopere
Goaee 5 AeT IOAYYAIOT 9BEPOAHMYC, BO3ZMONKHO, IIO3BO-
AHUT OTBETUTH Ha 3TOT Bolpoc. I1pu HeykAOHHO mporpec-
cupyromux AM/A, BOIIPOC OTMEHBI AK€ HE BCTAET, TaK
KaK ITALIMEHTHI, BUAUMO, AOAKHBI ITOAYYATh IIPEIapaT Tak
AAHTEABHO, KK 9TO ITO3BOAHT IIEPEHOCHMOCTD IIPEIApaTa.
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Bropoil HepeleHHON IPAaKTHYECKOH IPOOAEMON fB-
AAYOTCAL 603pacmnsie ozparudens B IIOKA3aHUAX. XOPOIIO
u3BecTHO, uTo COI'A BCTpedaroTcs yixe Ha IIEPBOM TOAY
#u3HU, 2 AMA OBIBAIOT MHOKECTBEHHBIMU H Y IIAIIHCHTOB
maaarre 18 aer. [lo Harmemy yOe)ACHHIO, IPH HAANYHN
’KU3HECHHBIX IOKA3AHNN, MBI MOKEM BBIXOAWUTB 34 PAMKH
BO3PACTHEIX OTPAHMYCHIH, €CTCCTBEHHO, COOATOAAS ITPH
5TOM BCE IOPHAHMYCCKHE IIpaBHAA (pEIlIeHHE BPadeOHOMN
KOMUCCHH O PACHIMPEHHH BO3PACTHEIX ITOKA3aHUM, IIOA-
uEcanue HHPOPMUPOBAHHOTO COIAACUSA U T.A.).

Ecrp erme meAwit pAA HEPEIIEHHBIX IIPOOACM, HO yiKe
ropasao 0oAee IPHATHOIO CBOMCTBA. Beex yueHEIX 1 Bpa-
uyer, sanumaroruxca TC, BoAHyeT BOIPOC: A6.4149e6A A
I8EPONUMYC CUCIIEMHBIM ﬂpmapamwvz?“ Aa, MBI 3HAEM, 9TO OH
scpdpexruser npu COI'A, AMA, KOXHBIX IIPOABACHHAX
u omuAericuu. Mo)KeT AM OH ITOBAHATH IO3UTHBHO Ha
APYTH€ CHMIITOMBI TyOepo3HOTo ckaeposar Hrnxe mbr ko-
POTKO OCTAHOBHMCA HA 9KCICPHMEHTAABHBIX M KAHITYC-
CKIX HCCACAOBAHHUAX B 3TOM OOAACTHL.

YMCTBEHHAs! OTCTAJIOCTE ¥ ayTU3M

DKCIIEpUMEHTAABHBIE MOAEAH TYOEPO3HOIO CKAEpPO3a
yOEAHTEABHO AEMOHCTPHPYIOT, ¥TO HapyireHusd m-TOR
HUTPAIOT KAFOUEBYIO POAB B (POPMHPOBAHUN COLHAABHOIO
moseAcHust u obyuenus'. Koporkuil kypc pamaMurimaa
HE TOABKO BOCCTAHABAHBAA CHHAIITHYCCKYIO ITAACTHY-
HOCTb, HO M YMCHBIIIAA HAPYIICHUSA IIOBEACHHS § SKC-
[IEPUMEHTAABHBIX KHUBOTHBIX'C. B Hacrosmuii MOMeHT
MHUALAAPOBAHBL OTACABHBEIC KAMHHYCCKIEC HCCACAOBAHUI,
ITOCBSAIICHHBIC BAUAHIIO 9BCPOAUMYCA HA KOIHHITHBHEIC
dyHKINH 1 ayrHcTHIecKuE YepTrl y nanuentos ¢ TC.

KoskHble IposiBIeHus

B 9710 raaBe MBL yixe HCAAN OO YMEHBIICHUN KOMKHBIX
LIPOSBACHHUE Ha TEPAIINU 3BEPOAHMYCOM (B OCOOECHHOCTH
aHrnopuOPOM AHIIA).

B mocaeaHue TOAB TOABHAUCH cooOIeHns 00 addek-
THBHOCTH TOIIMYECKOTO ACYCHHS KPEMOM parramurusa’’.
IToxa TOIMYECKOE ACYCHHE HE BXOAHUT B CTAHAAPT Acde-
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uus TC, HO PE3YABTATHI BEITAAAAT OOHAACKHBAIOIIINME HE
TOABKO B OTHOIIICHNN aHTH(MHOPOM ANIIA, HO 1 B OTHOIIIE-
HUY THITOIINTMEHTHBIX IITeH ' .

PaboomuoMsl cepalia

PabaoMHOMEL cepAlla — KaK IIPAaBHAO, HE BBI3BIBAIOT
CEPAEYHOM HEAOCTATOYHOCTH U HAPYIIIEHUI PUTMA, HO U3
5TOTO IIPABHAA €CTb OYEHDb CEPbE3HBIE H MKU3HEYIPOKAO-
Imue UCKAXOYeHHA. MOIyT AM TaKUM HALUEHTAM IIOMOYb
naruburoper m-TOR?

1. Goyer ¢ coasr. (2015) HpUMEHHAN 9BEPOAUMYC B He-
GOABIIION AO3€ Y TPEX HOBOPOMKACHHBEIX C PAOAOMHOMAMMU
GOABIIIOTO pasMepa U HAPYIIEHUAMU PUTMA H IOAVIHUAH
ITO3UTHBHEIN 3(DQEKT B BUAEC YMEHbIIIEHHA OObEMa OIIYXO-
ACH U YAYHIIICHHS [TOKA3ATEACH TEMOAMHAMUKH .

JInmdbanrnonenommnomaros (JIAM)

Ammdanrnoeriomuaomaros (AAM) — He Bceraa BageTcs
npossaerueM TC, MHOrAa BCTPEYACTCA U B M30AHPOBAH-
voM Buae. B uccaeaoBannu EXIST-2 me Obia0 AocTaTOU-
HOTO KOAHYeCTBa ImanueHToB ¢ AAM, 9TOOB AOCTOBEPHO
yCTaHOBUTD 9(P(DEKTUBHOCTD 3BEPOAUMYCA, XOTH OTACABHBIC
ormcaHus ero 3pHEeKTUBHOCTH B AnTeparype umerorcs. Ho
AOCTOBEPHO AOKA3aHA B ABOHHOM-CACIIOM HCCACAOBAHHH
scpdexTuBHOCTD cupoaumyca (pamamurmaa) npu AAM
y maruentoB kak ¢ TC, Tak u 6e3 Hero. ApIXaTeAbHBIC
yHKIIHIH CTAONAHSHPOBAAKCH HAH YAYUIIAAUCH ¥ 46%0 ma-
LIMEHTOB, HO IIOCAE€ OTMEHEI IIPEIIapaTa IPOAOAKAAHT IIPO-
IPECCHPOBATE, KaK U A0 ero HasHadenus'’. HeaaBHo Geian
OIIyOAMKOBAHBI AAHHBIE O ITO3UTHBHOM BAUSHHUU 3BEPO-
AUMyCa Ha (DYHKIUN ACrKHX B mccAeAoBaruu 11 ¢aser
y 24 xenmmu ¢ AAM?.

B 3akArodeHHE MBI MOKEM KOHCTATHPOBATH, YTO 3BEPO-
AIMyC fBAsAETCH 3(D(PEKTHBHBIM IIPEIIAPATOM C IIPHEMAEMOI
repeocuMocTeio B AcdeHun COI'A u AMA, accommmpo-
BAHHBIX C TYOCPO3HBIM CKAEPO3OM, CHIDKAA PHCK JKHU3HEY-
IPOXKAIOIINX OCAOKHEHHI. OH TakKe yMEHbBIIAET YaCTOTY
pedpaKkTepHBIX SMUACHTUYECKUX IIPUCTYIIOB M KOMKHBIX
HposBACHUH 1Ipy 9TOM 3a00AeBannu. [Ipemapar obaasaer
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ITOTEHITMAAOM TAPIETHOIO BO3ACHCTBHA HA IIEABI CIIEKTP
APYTHX KAHMHIYICCKHX IPOABACHHN TyOepO3HOIO CKAEPO3a
(AAM, pabBAOMHOMEL, yMCTBEHHAs OTCTAAOCTB). OUTHMAAD-
HBIE CPOKH HAYAAA TEPAIIIH 3BEPOAUMYCOM U OIITHUMAABHYIO
IIPOAOAKHTEABHOCTD TEPAIIMH EILE IIPEACTOUT YCTAHOBHUTE.
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XNUPYPITNTUECKOE AEUEHUE SITUAEIICHUI
ITPU TYBEPO3HOM CKAEPO3E

A.. I'o10BTEEB, A.A. I1L4PKOB,

A.A. Trourikur, I.E. AATYHUHA,

M.FO. 3emaarckur, A.H. KorL44es,
M.FO. AoPO®EEBA

DIIMAEIICHA ABAAETCA OAHUM M3 CAMBIX YACTBIX CHMIITO-
MOB TyOeposHoro ckaeposa (TC) u Bcrpeuaercs, Ooaee gem
B 90% mabAroAeHHI AeTell U B3pOCABIX'. BoAaee moroBu-
HBI ITIALIAEHTOB CTPAAAIOT (DAPMAKOPE3SUCTEHTHOH (hOPMOIT
SIIMACIITHICCKUX IIPUCTYIIOB’.

Pesexmus aImAeIToOreHHOrO 04ara, B HaCTOAIIIEE BPeM,
ABAsieTcs 9P (EKTHBHBIM METOAOM AcUeHHA (PapMaKOpPe3n-
CTEHTHOH (POKAABHOI SIHAETICHI, Xupyprudgeckoe Aede-
HUE 3IHACITUYCCKUX IIPUCTYIIOB HE TOABKO M30aBAACT OT
IIPUCTYIIOB, HO U IIOAOKHTEABHO BAHACT HA PAa3BUTHE IIa-
LIMEHTA, OIIOCPEAOBAHHO BAHUSAA HA IIO3HABATCABHBIC U CO-
HUAABHBIE (DYHKIIHH, HHTEAACKT, CAYXOBYIO U 3PUTEABHYIO
[IaMSITh, BHUMAHUE, BO3MOKHOCTH OOydeHns ™.

[Tepsere coobrerus 06 3P PeKTHBHOCTH XUPYPIUN IPU
dapmarkope3ncTeHTHONR (POKAABHOH SIIHACICHH ITOABH-
Ance 1886 roay®. B 1966 roay rpymmoil crenuasucToB us
MOHpPEaABCKOTO HEBPOAOTHYECKOTO HHCTHTYTA BIIEPBBIC
OBIAM OIIYOAHKOBAHBI MATEPHAABL O XUPYPIHIECCKOM A€Ue-
HUH SIIUACIICHH IIPU TYOEPO3ZHOM CKAepo3e’.

B aaApHedIIIEM OBIAO OIYOAMKOBAHO MHOMKECTBO HC-
CACAOBAHHH, AOKA3aBIINX 3(D(EKTUBHOCTD U OTHOCHTEAD-
HYIO OE30IIaCHOCTD XUPYPIUH IPpH (papMaKOPE3UCTEHTHOM
smmAericun, acconnnposanHoir ¢ TC. Beiam moayuenst
AAHHBIE, VKA3bIBAaroOInue Ha (DakTOpel OoAee Oaarompu-
ATHBIX HCXOAOB XHUPYPIHYECKOTO ACYCHUA: CAMHIIHBII
KOPTHKAABHBII TyOEp, PErHOHAABHAS SIHACITH(OPMHAS
aktuBHOCTS Ha DII, pokaabusle npucrynsr’. Oneparus-
HOE BMEIIIATEABCTBO IIOKA3aHO IPU OOHAPYKEHUH YETKOIO
SIHACITHYIECKOTO OYara, COOTHOCAIIIETOCSA CO CTPYKTYPHBI-
MH aHOMaAHAMHI MO3Ia, KOTOPBIE BO3ZMOXKHO IIPOOIIEPHPO-
BaTh O€3 PHUCKA AAS OCHOBHBIX (DYHKITHH MO3T4.
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[Tpu TyGeposHOM ckAepoO3e M3 DOABIIOrO YHCAA TyOe-
POB (IIOPOK PasBUTHA KOPBI TOAOBHOIO MO3Ia), HEPEAKO
TOABKO OAHH IIPOBOITHPYCT SITHACIITHYECKHCE ITPHCTYIIBL,
B TO BPEMS KAK OCTAABHBIC ABASIOTCA «HEITHACIITOTCHHDI-
M. Takum 0OpasoM, OCHOBHAA IIEAD ITPEAXUPYPIIIECKOTO
0OCACAOBAHHA — OIPEACAUTD KCAMHCTBEHHBIH SIIMACIITO-
TCHHBII TyOep».

[Tocae yAAACHIA KAOMITHIPYFOIIIETOY» SIIHACIITOTCHHOIO
TyOepa, IPUCTYIIB OTCYICTBYFOT MAH HX YACTOTA CHITKACT-
cs1 6oaee gem Ha 50% y 2/3 Goapubix TC. Bee mammenTs
C PE3UCTEHTHON K MCAMKAMEHTO3HOMN TCPAIIHH SIIHACIICH-
eit mpu TC MOryr paccMaTpuBaThCi KaK ITOTEHIIHAABHEIC
KAHAHAATBL AAS HEHPOXHPYPIHUECKOrO AcdeHus (YPOBEHD
AOKazarteabHOCTH [12)* .

AATOPUTM IPEAXHPYPIUYECKOIO OOCACAOBAHNE BKAFO-
9aeT B ceOA TpH JTara.

ITepserit oTam

1) AeTaAbHBIN aHAAW3 UCTOPUU 3a00AEBAHUA C OLICHKOM
HEBPOAOTHYECKOIO CTATYCA M PA3BUTHA IAITMECHTA, A TAKKE
CEMMOAOTHN SIHACIITHYCCKUX IIPHCTYIIOB (HA OCHOBE AO-
MAIITHUX BHACO-POAHKOB U IO AAHHBIM BHACO-DDI" MoHH-
TOPHHIA).

2) Buaeo-DDI" MOHUTOPUHT € perncTpariueii BCex TUIIOB
IIPHCTYIIOB.

3) MPT roAOBHOroO MO3ra IO IIPOTPAMME SIIHACIITOAO-
I'HYECKOIO CKAHUPOBAHHA.

AAfl ompeAeACHHS ITOKA3AHUI K OIECPAIINH, KAMHEIC-
cKre, 9ACKTPOsHIIeaAOTpadIIECKIC 1 HEHPOBU3YAAH3a-
LIMOHHBIE AAHHBIE AOAMKHBI COBIIACTD, I TEM CAMBIM YKa3aTh
EAMHCTBEHHYIO 3IIMACIITOTCHHYIO 30HY.

Bce pesyapTaTBI AOAMKHBI ITOABEPIHYTHCA OOCYKACHUIO
HA MyABTHAMCIIHIIAMHAPHOM KOHCHAHYME C YIACTHEM SIIH-
ACIITOAOTOB, HEHPOXUPYPIrOB, HEHPO(PHUINOAOrOB U HEH-
poInCcuxoAOroB. Pelrenne o TakTHKE XHPYPIUYECKOIO Ae-
YEHUA IPUHUMAIOTCH KOAAETHAABHO.

Bropoiit aram

B caywae pacxomaeHNA MAH HEyOCAHTEABHOCTU AAH-

HBIX, ITOAYYEHHBIX Ha IIEPBOM 3Talle, IIEAECOOOPA3eH IIe-
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PEXOA Ha BTOPOH 3TAIll U IIPOBEACHHE AOTIOAHHUTCABHOIO
00CACAOBAHHA IAIUCHTOB.

1) Mrrepuxraspaas [1DT ¢ rarokosoit (18F-OAL).

2) OOOKT c TexuernmeM. AAT BBUSIBACHUS SIIUACIITOICH-
HOU 30HBI HeOOX0ANMO MOAYanTs ODPIKT-n300pakeHms
B HMHTECPHUKTAABHOM IIEPHOAC M B HAYAAC ITPHCTYIA. 3aTeM
IIPOM3BOANTCA BEIMUTAHUE PACIIPEACACHIUSA pasrodapMIIpe-
apaTa, MOAYICHHOTO B OAHOM YCAOBHH H3 APYTOIO, H AAAb-
HEHIIIee COBMEITEHHE pe3yAbTaTa ¢ MP-u3obpaxermem.

3) Ukraabnas/narepuxrasbaas MOI.

AaHHBIC BTOPOTO 9TAa IPEAXUPYPIHIECKOIO OOCACAO-
BAHUSA TAKAKE B OOA3ATCABHOM IOPAAKE TIOACKAT OOCYKAC-
HUIO HA MyABTHAUCIIHITAMHAPHOM KOHCHAHYME.

Tperwnit oran

EcAn pesyAbTaTEI, TOAYICHHBIC HA BTOPOM 9TaIle, BCe
eIre He MO3BOAAIOT IPUHATh PEIICHNE O XHPYPIUICCKOMN
TAKTHKE, IICACCOOOPA3CH MEPEXOA K TPEThEMY STy AHA-
THOCTHKH C FICIIOAB3OBAHHECM HHTPAKPAHHAABHBIX JACKI-
POAOB (CYOAYPAABHBIX HAU TAYOMHHBIX).

[Tokasanus K TPETbEMY 9TAIY IPEAXHPYPIHIECKOrO 00-
CACAOBAHHS:

1) yrouneHme rpaHUIl SIIUACIITOICHHON 30HBI IIPH HeE-
OAHO3HAYHOCTH PE3YABTATOB IIEPBOTO M BTOPOTO TAIIOB.

2) yro4HEHHE IPaHHUI[ SITHACITOICHHON 30HBI OTHOCH-
TEABHO (DYHKIIMOHAABHO 3HAYHMEIX 30H.

OT160p KAHAMAATOB HA XHPYPTHIECKOE ACUYCHHE SIIM-
aercrn ripu TC mMeeT HECKOABKO CHEITU(UIECKIX OCO-
OennocrTen.

Bo-mepBeIx, HECOOXOAUMOCTD AAUTEABHOTO IIPEAXHPYPIH-
9eCKOro BHACO-DDI' MOHHTOPHPOBAHUSA, KOTOPOE AOAMKHO
IIPOBOAUTBCA C PETUCTPALIEH OOABIIIOIO KOAHYECTBA CTe-
PEOTHUITHBIX IPUCTYIIOB (OT 5 A0 15), yIHTHIBaA MHOMXKECTBO
IIOPOKOB PasBUTHA KOPBI TOAOBHOI'O MO3I4 M KOHIIEIIIIHIO
«EAHHCTBEHHOTO 3IIHACIITOICHHOTO TyOepay.

Bo-Broperx, Hasmane «MP-IpHu3HAKOB» SITMACIITOTCHHOTO
[OPAKEHUSA IIPU TYOEPO3HOM CKAEPO3€, COCTOALIIETO U3 KOP-
THKAABHBIX TyOEPOB HAHM OYEBHAHBIX KOPTHKAABHBIX ITOPO-
KOB PasBUTHA (TAKHX KaK, (POKAABHAA KOPKOBAA AVICITAQSHS).
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B-Tperpux, HEKOTOpad OIrPAHHYCHHOCTb IIPEAXHPYP-
IUYECKOrO ITAAHUPOBAHMA H3-32 CAOKHOCTH IIPOBEACHUS
BHCITPUCTYIIHOH ITO3UTPOHHO-IMUCCHOHHOI TOMOTpadpIH
(ITOT) ¢ rAIOKO30I1 y IAIMEHTOB C YaCTBIMH IIPUCTYITAMI.

W mocaeanee, HEOOXOAMMOCTE DOAEE ITHPOKOrO IPH-
MEHCHHUA MHBA3HBHEIX HEHPO(PUIHOAOIMIECCKUX HCCACAO-
BaHUI (TAKHX KaK, XPOHHYECKHH MHBasHBHBIN DDI'-MoHM-
TopuHr). B ocranpHOM, IpeAXHpyprudeckas AHATHOCTHIKA
IIpH TyOEPO3HOM CKAEPO3€, CXOMKA C BEACHHEM ITAIHCHTOB
C BPOACHHBIMU IIOPOKAME Pa3BUTHA TOAOBHOIO MO3I4.

OT60p NauKMeHTOB U NPeaXupPypruiecKas AUarHoCTHUKA
C 2009 1o 2016 roaa mpeAXHpyprugeckoe oOCAEAOBa-
HHE IIPOIIAN 93 AeTEif 1 MOAOABIX B3POCABIX C AHATHO30M
«TyOepO3HEII CKAEPO3» (BO3pacT ¢ 6 MecAreB A0 26 Aer),
cTpaAaromux (papMakOpPe3UCTEHTHBIMU SIIHACII THIECKUMI
npucrymamu. [1pu sToMm orepaTHBHOE AedeHHE OBIAO IIPEA-
AoxkeHO TOABKO 30 marmenram. Pe3ekTuBHAsS U AUCKOHHE-
KTHBHAA XHPYpPruA npobeacHa y 29 mamumentos (31,2%).
B mccaeaoBanme He BOITAM ITAITMEHTHI, KOTOPEIM ITPOBO-
AMAACH HMIIAAHTAIIUA CTUMYAATOPA OAYKAAIOIIEIO HEPBA.
Bce mammeHTH IIPOXOAHAH IIOAPOOHOE IIPEAXHPYP-
IITYECKOE ODCACAOBAHUE: HEBPOAOTHYECKUN H HEHpOIIe-
AMATPHYECKHH OCMOTp, OIICHKY CEMHOTHKH IIPHCTYIIOB,
HCCACAOBAHNE HEHPOKOTHUTHUBHOIO HPOMHUAL HAH Aedek-
TOAOTHYECKOE TECTUPOBAHUE, AAUTEABHEIN (0T 1 A0 7 CYTOK)
CKaABIIOBEIA BHACO-DDI MOHHTOPHHI C perucrparmer
HIPHUCTYIIOB, BEICOKOpaspermaroryio MPT roaoBHOTO Mo3ra
I10 IIPOTPAMME SITHACITTOAOTTIECKOTO CKAHUPOBAHMSA C MOITI-
HOCTBIO MarHHUTHOIO 1oAst 3 Ta. B oraeApHBIX cAydasx,
rnposoanaacs yHknuoHassHas MPT ¢ kapruposaHHEM
PEYEBEIX HAM ABHTATEABHBIX 30H KOPBI TOAOBHOTO MO3T4.
V' ABYX IAITHEHTOB IIPOBOAMAACH HKTAABHAA 1 HHTEPHKTAAD-
mat ODPDKT ¢ texuermem. Perrenre 0 BO3MOKHOCTH OTTe-
PAITHH BCETAQ IIPHHUMAAOCH KOHCHAUYMOM CITEITHAAHICTOB.

Br160p XMPYypriuyecKoi TakKTUKI

Ty onepanuu OIPEAEAAACH IIPH COBMECTHOM MEK-
AMCLUIIAHHAPHOM OOCYKACHHH H IIPHU OAHO3HAYHOM CO-
BITAAGHUH KAPTUHBI CEMHOTHKH ITPHCTYIOB, MKTAABHOM
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DOI, HAAUYHSA SIUACIITOICHHOIO ITOPOKA KOPBI TOAOBHOIO
mosra. MuerepukraspHas akTuBHOCTh Ha DDI” HEpeAko HO-
CHAA MYABTHPETHOHAABHBIH XapaKTEp M HE HIPAAd KAIO-
YCBYIO POAB, KAK 3HAYMMEBIN IIPEAUKTOP ITAOXHX HCXOAOB
XUpyprun OpHCTyIoB. [Ipyn pacxoKACHHN KAMHHYECKHX
AQHHBIX, B PAAC CAYYaeB IOTPEOOBAAOCH ITPOBCACHIE HH-
BasHUBHOH XpOHIYECKOH DDI' ¢ yCTaHOBKOM CYyOAYPAABHBIX
9ACKTPOAOB. ABYM IAITMEHTAM OBIAA IIPOBEACHA UKTAABHAS
n uaTepuKTasbHAT ODPDKT ¢ TexHenmem, 9TO MO3BOAU-
A0 n3bexaTh HHBASUBHBIX DI’ MCCACAOBAHMIL: PE3EKITHA
SMUACITOTCHHOIO TyOepa IMPOBOAMAACH IIPH COBIIAACHEM
AAQHHBIX HEHHBA3UBHON HMKTaABHOH DI, AaHHBIX HElipo-
BrsyaAnsanuu 1 AaHHbIX ODPOKT ¢ gérkum ompeaeacHm-
€M OrPAaHHYEHHOTO SIHACIITOTCHHOIO (POKyCa.

ITocneonepalOHHOE HAOJIIOOEe e U OlleHKa
3bPEKTMBHOCTY JIEUEHNUSI

AuHAMHYECKUN OCMOTp IIAIIHEHTOB IIPOBOAHACA YEpes3
4-6 mecAnes, gepes 1 roa m uepes 2 roaa mocae HeHpo-
XUPYprudecKoi onepanuu. B AaabpHeIiIIIeM, IIPH XOPOIIIHX
HCXOAAX, KOHTPOABHBIM OIIPOC POAHUTEACH IIAIINEHTOB
rposoAnacs 1o TeaedoHny. CTaHAAPTHOE IIOCAEOIIEpALn-
oHHOE 00CAeAOBaHUE BKAIOUaA0: MPT roAroBHOro mosra,
BHACO-DD] -MOHHUTOPHHT (AAUTEABHOCTB KOTOPOTO BapbU-
pOBaAa B 3aBHCHMOCTH OT HCXOAA OIIEPAIIHH), OLICHKY He-
BPOAOTHYECKOIO CTATYCA, OCMOTP HEHPOIEAUATPA U HEM-
POIICHXOAOTHYECKOE TecTHpOBaHUE. VICXOABI AeHUeHHA 110
LIPUCTYIIAM OLICHUBAAUCH IO CTAHAAPTHOM IikaAe Engel.

Pesynerars!

berao mposeaeto 29 HEHPOXUPYPIrAIECKUX OIEPALIHI:
PE3EKIIMH SMMACIITOTCHHOTO KOPTHKAABHOTO TyOepa — 15,
remucdeporomMus — 2, 3aAHAA KBAAPAHTHAd AMCKOHHEK-
1w — 2, PpOHTAABHAS ALCKOHHEKITHA — 2, AODOKTOMIIM — O
u nepeaHne kaarosoromun — 2. Cpok mocAeoIepannoH-
HOIO HaOAIOACHUA BAPBUPOBAA OT 6 MECALIEB AO 7 AET.

VICXOABI ITO IIPUCTYIIAM IIPH KATAMHECTHYECKOM HADATO-
aeunn (1o kaaccudpurarmu Engel): Engel Ia: 17 marmentos
(58,9%) — mpucrymos met; Engel 2: 2 marmenra (6,8%) —
OTMEYAETCH PE3KOE COKPAILEHHE YACTOTHI IIPHCTYIIOB AO
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CAMHIYHBIX B TeueHue roaa (yayurnerue >90% ); Engel 3:
4 martmenra (13,7%) (cokparmeHne IPUCTYIIOB IIOCAE OITe-
parun Ha 30-50%); Engel 4: 6 manmentos (20,6%) — orcyr-
crBre 3 deKTa OT OIIEPAIUH.

[Tpu aTOM OTIETANBAA TIOAOKUTEABHAS AMHAMIKA B KOTHI-
THBHOM H PEIECBOM pasBuTHH OT™MeucHA y 12 Actert (41,4%).

V 6 marreHToB IIPOBEACHA OTMEHA IIPOTHBOCYAOPOKHOMN
TEpaMH, a y 8 IAIMEHTOB OIIEPAINS ITO3BOAMAA CHU3HUTH
AO3BI M KOAMYICCTBO ITPOTUBOCYAOPOIKHBIX IIPEIIAPATOB.

Knunangeckue npumMepsl
[Tpumep Nel.

Maapunk K., Bozpacr 3 rosa. AeOrOT 3MHAEIITHIECKHX
nH(AHTHABHBIX CITA3MOB B Bo3pacte 3 mecares. Papmako-
aHamHe3: (peHOOApPOHUTAA, BAABIIPOAT HATPHA, ACBETHPALIE-
TaMm, Burabatpun. Tem He MeHee, IPHUCTYIIBI COXPAHAAUCH
U HOCHAH €KEAHECBHBIH XapaKIep.

B craryce: Ha KOXe MHOMKECTBCHHBIC IMITOIINTMCHTHBIC
MATHA, ABHBIX PACCTPOMCTB ABMKEHHMI HET, YyBCTBHTEAD-
HOCTB OILICHUTD HE YAAETCH, KOOPAMHATOPHBIX HAPYIICHUH
HET, THIIEPAKTUBEH, HertoceAAnB. [lcuxmaeckoe u pedeBoe
PAa3BUTHE MAABYUKA C TEMIIOBOM 3aAEP/KKOI — TOBOPUT OT-
ACABHBIE CAOB2, OOPAIIEHHYIO PEYb HEPEAKO UTHOPHUPYET,
HHCTPYKIIUN HE BBIIOAHSET.

MPT roAOBHOIO MO3ra — MHOKECTBEHHbIE KOPTUKAABHBIE
U IEPHUBEHTPUKyAApHEIE TyOepsl. Ocoboe BHUMaHME 0Opa-
IIIA€T MACCHBHBIH ITOPOK Pa3BHTHUA IIOAIOCA ACBOH AODHOM
AOAH C BOBACYECHUEM IIHUPOKOIO IIOASl KOPTUKAABHOMI IIAQ-
cruHKH 1 (POPMUPOBAHHEM ITOAUMUKporupun (puc. 1).

Pebenky ObiA mpoBeAeH 48-MH 9aCOBOH IIPOAOHIHPO-
BaHHBIA BHACO-DDI'-MOHHTOPHHT C perucrpanuei de-
TBIPEX OAHOTHIIHBIX SIIHACIHTHYCCKUX IIPUCTYIIOB: aXKU-
TanusA —=> IIEAAAMPYIOIIHE ABMKCHHA AEBOH HOIOM —>
ABTOMATH3MBI B IIPABOI PyKe => TOHHYECKOE HAIIPAKECHUE
B IIPaBOM PyKE => MEAKHE IIPaBOCTOPOHHHE KAOHHH. O0-
Imas IPOAOAKHUTEABHOCTD ITPHUCTYIIOB OKOAO 30 CeKyHA.
Ha O31I" mpr 3TOM peruncTpupoBasach pUTMHIHBIE OCTPEIE
BOAHBI B AeBOI AOOHOH obGaactu (C3), 3aTem AeAbTa 3a-
MEAACHHE B ACBOH AOOHOM 0OAACTH, C PACIPOCTPAHECHHEM
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Pucynoxk. 1. MPT roaosaOrO MO3Ta
T2-pexum, KOPOHAPHASA, AKCHAAD-
Hasg W CATHTTAABHAA IIPOCKITHH:
MACCHBHEIH TyOep, BOBACKAFOIIIUEL
OOABITION  ITAACT KOPTHKAABHOM
IIAACTHHKI B IIOAFOCE AEBOM AOD-
HOM AOATL.

Ha BCIO AcByro remucdepy. B mocrmpucrymaoM mepuoAe
PEIUCTPUPOBAANICH PEIYASAPHBIC PA3PAAEL OCTPEIX BOAH, Ad-
TEPAAM30BAHHBIC II0 ACBOMY IIOAYIIIAPHIO, C MAKCHMYMOM
B A€BOI AODHOI 0bAactu (puc. 2, puc. 3).
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PucyHOK. 2. D3I" (hOKaABHOTO MOTOPHOTO HPHCTYIIA: MKTAABHBII ITaT-
TEPH B ACBOI AOOHOI 06AACTH € PACIIPOCTPAHEHHEM HIEHTPAABHYIO BEP-
TEKCHYIO ODAACTS.
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PucyHOK. 3. DOT B MEKIIPUCTYITHOM MEPHOAE: TPOAOAKCHHBIE CITAIKI
B A€BOI AOOHOM 0OAACTH.

MaABYHKy IPOBEACHA OIICPAIHA — PE3CKIIHA IIOPOKa
PasBHTHA KOPTEKCa ACBOH AOOHOM aoam (puc. 4). B mo-
CTOIIEPAITOHHOM IICPHOAC OCAOKHCHHE HET, IIPHCTYIIBI
IIPEKPATHANCH C MOMEHTA OIlepartuu. B macrosree Bpemsa
KaramHe3 — 14 MecAIeB, OTMEYACTCA YAVUIIICHIE PEUEBBIX
HABBIKOB, AO34 BUrabATPIHA CHIDKCHA B 2 pasa.

Pucynox. 4. Iocronepanmonnas
MPT roaoBroro mosra T2-pexun,
KOPOHAPHAS, aKCUAABHAS M CATHT-
TAABHAA ~ IIPOCKIIMH:  TOTAABHASM
pesekimA TyOepa M IPUACKAIICH
IIOAUMUKPOTUPHE ACBOH AOOHOM
AOAH.
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[Tprvep Ne 2.

Aesymka A., 17 aer. AeGror mpucrymos B 2,5 ropaa. Ha
MOMEHT OOCACAOBAHISA y MAITUNEHTKH HAOAIOAAAOCD 2 THIIA
SMUACHTUYCCKAX IIPHCTYIIOB: aKCHAABHBIC TOHHYECKHE
C ACHMMETPHYHBLIM OTBEACHUEM AEBOI PYKH U I'€HEPAAU30-
BaHHBIE KOPOTKHE MHOKAOHHIH. PapMaKOAOTHIECKHHA aHAa-
MHE3: KapOaMas3eIIiH, STOCYKCUMUA, KAODA3aM, BAABIIPOAT
HaTpus, BUrabaTpUH, AAKOCAMUA — 0€3 BBIPAKEHHOTO II0-
AOKITEABHOTO 3pdexra.

B meBpoaormueckom craryce fABHBIX ABHTATCABHEIX,
YYBCTBUTEABHBIX M KOOPAHMHATOPHBIX HAPYIICHHUI HE
HAOATOAAAOCH. B mcuxmdaeckoM craryce OTMEYarOTCs IMO-
BEACHUYECKHE HAPYLICHHA: KOH(MAMKIHA, MHOIOCAOBHA
C 9AEMEHTAMH PE3OHEPCTBA.

IIpu cyrourom Buaeo-ODI -mMouHnTOpHHTE 3aDHKCHPOBA-
HO 8 3MHACIITHYECKUX CTEPEOTUIIHBIX IIPUCTYIIOB, KOTOPbIE

HNMCAN CTEPEOTHITHOC HAYAAO B BHAE KOPOTKOIO YHHAATEC-

PucyHOK. 5. MPT roAOBHOTO MO3-
ra KOPOHAPHEIC M CATHTTAABHAS
npoexnuy, pexumer T1 maBepcns
BoccranoBacHuA u FLAIR: mpa-
Bad remucepa rOAOBHOIO MO3ra
C IPEATIOAOKUTEABHO SIIHACIITO-
TEHHBIMU TyOepamu B 0a3aAbHOM
KOPTEKCE BUCOYHOH AOAHU U B AOD-
HOM OIIEPKYAIOME.
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PAABHOIO TOHHYECKOTO IIAPOKCH3MA C OTBEACHHEM U HAIIPA-
KEHHMEM AEBOI IIIEKH M C BOBACYCHUEM MYCKYAATYPEI ACBOM
pyku. Mkraapaas D01 1pu 5TOM HE yKasbiBaAa HA YETKYIO
30HY MHHUIHALIMH IPHCTyna. BHenpucryinas snmAenTu-
dpopMHaA AKTUBHOCTB HOCHAA MYABTH(DOKAABHEIH XapaKkTep.

VYuTEBAS CEMIOAOTHIO IIPUCTYIIOB M AAHHEIEC ODCACAO-
Baauil (MPT, Buaeo-D3I), ObIA0 TpeATOAOKEHO 2 HAHOO-
Ae€ BEPOATHBIX SIIMACITOICHHBIX TyOepa: B IpaBOi BHCOY-
HOM OOAACTH U B HIDKHEH AOOHOH H3BHAMHE CIipaBa (puc. 5).

Hecmotpss Ha TO, YTO HPHUCTYHBI § AEBYIIKA HOCHAU
ITPOAOAKEHHBIH XapakTep M OBIAN €KEAHCBHBIMHE, yOCAU-
TEABHOIT KAPTHUHBI IPUCTYITHON U BHEIPUCTYITHON DD MBI
He moAyunAn. C y4eroM HEAOCTATOYHOCTH KAHMHHYECKOMH

Pucynor. 6. O®DKT roaosHO-
TO MO3ra ¢ TexHermem-99: 30Ha
HAKOIIACHUSI PaAMOM30TOIA  Ha
6a3aABPHOI ITOBEPXHOCTH IPABOMN
BUCOYHOU AOAM B MOMEHT 3ITH-
ACITUYECKOTO IIPUCTYIIA.
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Pucynox. 7. ITocaconepanmonaoe
MPT roAOBHOTO MO3Ta KOPOHAp-
Has, CATUTTAABHAS M AKCHAABHAS
npoeknnn, pexumel T2 n FLAIR:
30HA pe3eKIy Tybepa 6a3aAbHOM
TIOBEPXHOCTH TIPABOM BHUCOYHOM
AOAI.

nH(MOPMAIHH ObIAA IIPOBEACHA HKTAABHAS U HHTCPUKTAAD-
mast ODPDKT roAOBHOTO MO3Ia C TEXHEIEM, TAE€ OBIAHM BbI-
ABACHBI IIPU3HAKH AOKAABHOIO THIIEPMETA0OAU3MA B 30HE
TyOepa B IIpaBOH BUCOYHON AoAe (puc. 0).

OpHEHTHPYACP HA CEMHOTHKY IPHCTYIIOB M AAHHBIC
O®DOKT, Aesyike OblAa ITPOBEACHA peseKums TyOepa IIpa-
BOIT BUCOYHON A0AHM (puc. 7). B mocromnepaririornom reproae
B TEUCHIE 3 MECALIEB IIPUCTYIIOB HE OTMEYaeTCA. AEBYIIIKA IIPO-
AOAKACT ITOAYYIATh AHTUKOHBYABCAHTHI B ITPEKHEM 0OBEME.

O6cyxkpenne.

AeOroT TyOepO3HOrO CKAEpO3a B OOABIIMHCTBE CAYIACH
COIIPOBOMKAAETCA SMUACHTIICCKIMH IPUCTYIIAMI, HEPEAKO
HPUHUMAIOIIHX (DapMAKOPE3UCTEHTHOE TedeHue. Jacrere
U HE IOAAAIOIINECH KOHTPOAIO IIPUCTYIIBI OKAa3bIBAIOT BBI-
P@KCHHBIA HEraTHBHBIA 9(pDEKT Ha KAYCCTBO XKUSHH U Pa3-
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BUTHE IAIIUCHTA. B IyOAMKAIIIAX IIOCACAHHX AET BCE YAIIEe
IPUBOAATCA AAHHBIC O BBIPAKEHHOM IIOAOKHTEABHOM 3(p-
dpexTe OT XUPYPIIICCKOTO ACUCHIUA, KOTAA PE3CKITHSA SITHACII-
TOTCHHO 30HBI HE TOABKO IIPUBOAMAA K TIOAHOMY ITpeKparrie-
HEIO IPUCTYIIOB Y OOABIIIMHCTBA ITAITUCHTOB, HO I YAYIIIIAAA
IICHXOPEYEBOE PA3BUTHE M AAAITTHBHOE ITOBCACHHC.

AOAS MAIMEHTOB, KOTOPBIE OBIAK ITOAHOCTBIO BEIACHUC-
HEl OT srmAericuu (ucxoA 1A mo Engel), B marmeit rpymme
ITAIIIEHTOB COCTaBHAA OKOAO 60%, 9TO IIOAHOCTBIO COBITA-
AQ€T C AAHHBIMH MHPOBOI AnTeparypsl’. [1pn aToMm MyAb-
TUPETrHOHAABHBIN XapaKTep SIUACIITH(OPMHOHN AKTHBHO-
CTH U MHOKECTBEHHBIC KOPTHKAABHEIC TIOPOKH TOAOBHOIO
MO3ra HE BBIACAAANCH, KAK 3HAYHMBIC IIPEAUKTOPBL IIAOXUX
HCXOAOB XHPYPIUH IIPUCTYIIOB. AHAAU3 CEMUOAOTUH IIPHU-
CTYIIOB ITO3BOASIA BBIACAUTD 3HAYHMBIC AATCPAAM3AI[HOH-
HBIC M AOKAAM3AITHOHHBIC (DEHOMEHBI H ITPEAITOAOKUTCAD-
HO OIIPEACAHTH AOMHHUPYIOIIYIO SIIHACITOTCHHYIO 30HY
B IIPEACAAX OAHOIO ITOAyIIapus. [IpHCTyIIBI B ITOAABAAIO-
1ieM OOABINTHUHCTBE CAYIAEB HOCHAN (DOKAABHBIH XapakTep,
HHOTAQ B COYCTAHUU C TCHEPAAM3OBAHHBIMH THIIAMHE IIPHU-
crymoB. Ho Aurme y OAHOro marmeHTa ¢ MCKAIOUHTEABHO
TCHEPAAU3OBAHHBIM THIIOM IIPHCTYIIOB (SIIMACITUYCCKIC
CITa3MBI), OTMEYaACT HCXOA 3a mo Engel.

Fallah A. 1 coaBr.’, o pesyapTaTaM MeTa-aHAAM32 I10-
KA32AM, YTO OAHUM U3 HEOAArOIPUATHEIX IIPOTHOCTHYC-
CKHX (PAKTOPOB AAA XHPYPIUUECKOTO ACUCHHA TAIUCHTOB
¢ TyOEPO3HBIM CKACPO3OM ABAACTCA HAAMYHC DIIMACIITH-
YeCKHX CITa3MOB. TeM He MeHee, B PAAC IYOAMKAITHH
ABTOPHI AKI[CHTUPYIOT BHHMAHHE HA TOM, YTO HAANYHE
SMMACIITUYICHCKIX CIIA3MOB HE AOAKHO ABAATBHCA ITPOTH-
BOITOKA3aHNEM AASl XUPYprudeckoro aeaenus' ™.

[Ipu pacxOMAECHHM KAMHUYICCKUX AAHHBIX, HACHTH(U-
KAITHIO SIIHMACIITOICHHOTO TyOepa HEOOXOAHMMO OCYIIIECTB-
AfTE AOHOAHITEABHBIMA MeToAamu: ODDKT, TTOT, MBI,
MHBA3UBHOH xpoHmYeckord DDI" ¢ ycTaHOBKOI cyOAypaAb-
HBIX HAU TAYOMHHBIX 9ACKTPOAOB.

TeM He MeHee, COBITAACHUE SIIMACITOICHHOM 30HBI ITO
PE3yABTATAM AHAAM3a CEMHOAOTHMH IIPUCTYIIOB M €€ AOKa-
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AM3AIHIH B TOM K€ IOAyIIApuN 110 AaHHBIM OOI 1 MPT
FOAOBHOIO MO3I4, IIO3BOAHMAO IIPUCTYIIMTb K XHPyprHde-
ckomy Aeuenuro y 11 marmenros (37,9%) cpasy mocae mep-
BOTO 9TaIIa 0DCACAOBAHIIAL

Pesexmus aIIMACIITOI€HHON 30HBI HE TOABKO IIPHUBOAHM-
AQ K TIOAHOMY ITPEKPAIIEHHIO IIPUCTYIIOB ¥ DOABIIIMHCTBA
IAIIMEHTOB, HO TAKAKE YAYYIINAA AAAITUBHOE ITOBEACHHE
y 12 Aereli B ITOBCEAHEBHOM »KH3HU II0 OIIPOCY POAHTCACH.
Aydinme HCXOABI IIO IICHXOPEYEBOMY PA3BUTHIO HAOAIO-
AAAHCH Y IPOOIIEPUPOBAHHBIX IIAIIHEHTOB B CPABHECHHH
C HEXHPYPIrUIecKon rpymroi. [ Toxoxme AaHHBIE ITOAYIHAR
U TIPYyIIa CIENUAANCTOB, 3aHHMAIOIIUXCHA IIPEAXHPYP-
THYECKOM ITIOAIOTOBKOM, M3 VHHBEPCHTETCKOM KAMHH-
ku Vrpexrta, Huaepaanas?. Takum oOpazom, Hasmdme
3AAEPKKH IICHXOMOTOPHOTO Pa3BUTHA MOMKET ABAATHCH
AOITOAHUTCABHBIM ITOKA3aHHEM K DOAEe PAHHEMY HAYAAY
XHPYPTHYIECKOrO ACUCHHSA SIIUACIICUH.

PesexTrBHAS XUPYPIUA SIHACIICHH Y ITAIINEHTOB C TyDe-
PO3HBEIM CKAEPO30M, ABAACTCA 3(PEPEKTUBHON METOAUKOMN
U ITO3BOAACT OCTAHOBHUTH IIPHUCTYIIBI M YMEHBIIHTD IIPO-
ABACHHSA SITHACITTUYCCKOHN dHIledaromarru. [Ipu sTom,
ITOABACHHE HOBBIX BBICOKOTEXHOAOTHIHBIX METOAOB IIpe-
AOIIEPAITHOHHOTO ODCACAOBAHMSA, TAKHX KAK HKTAABHBII
O®OKT, xporugeckuii DD -MOHUTOPUHT C IAYOMHHBIMI
3AEKTPOAAMH, A TaK e DOAeE ACTAABHOE U3yIEHUE CEMUO-
AOITYECKIX OCODEHHOCTEH (POKAABHBIX IIPHCTYIIOB, B XH-
PYPIMYECKHX KOIOPTaX IIAIIHEHTOB, IIO3BOAHMT YBEAMYHTH
IIPOILIEHT XOPOIIUX HCXOAOB.
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