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Beenenne

TyGepo3Hblii ckjepo3 (aJeHoMa CajbHBIX JKEJIe3 CUMMETpU4yHas, OO0Je3Hb
bypueBuwmis—IIpunrina) — cucreMHoe 3a0oneBaHUE, OTHOCSIIEECS K Tpymnme
(hakoMaTo30B, XapaKTEPU3YIOUIEECS COYETAaHHBIM MOPAKEHUEM HEPBHON CHUCTEMBI,
KOKH, IJ1a3, KOCTHOW U SHJOKPUHHOW CHUCTEM, BHYTPEHHUX OPTaHOB.

TyOep3Hblif CKIEpO3 XapaKTEpHU3YyeTCs TMOJUCUCTEMHOCTHIO TOPAXKEHUS C
BOBJICYEHMEM B MaTojiornueckuil npouecc koxu, [JHC, oprana 3penus, mnouyex,
ceplla, JIETKUX, OMOPHO-IABUIAaTEIbHOM M DHIOKPUHHOM cucteM. [lanmeHTsl ¢
TyOEpO3HBIM CKJIEPO30OM B TE€UYEHHUE KU3HHU HAOJIOMAOTCS BpayaMu MPaKTUUECKU
BCEX CIEHHUAIBHOCTEH, MOAITOMY TOJIbKO WH()DOPMUPOBAHHOCTH CHEIIUATUCTOB O
XapakTepe U OCOOCHHOCTSIX TEUEHHUs JaHHBIX 3a00JieBaHUN, a TakkKe
COTJIACOBAHHOCTh WX JUArHOCTUYECKUX M JICYEOHBIX MEPOMPUSATUA MOTYT
obecrieunTh BHIOOP MTPAaBUIIBHOM TAKTUKH BEJICHUS OOJTBHBIX.

Bnepseie 3a6oneBanue ommcano B 1863 romy Pexnunrxayszenom. B 1880 romy
BypHeBuLIb, BBIIETUB 3TO 3a001€BaHUE B OTJEIBHYIO HO30JIOTUYECKYIO GOpMY, U
NpeICTaBUI MOJPOOHOE OMUCAHNE HEBPOJIOTUYECKON KAPTHUHBI U MATOJIOTHYECKUX
U3MEHEHUH B Mo3re y 3 nerel ¢ riayOOKoW yMCTBEHHOM oOTcTamocThio. Y 1
HOBOPOJKJICHHOM JIEBOYKM KM OBUTM OTMEYEHBI CYJOPOKHBIE MAPOKCU3MBI C
3aBEJICHHEM TJa3HbIX SIO0JIOK U TOpPaXEHHWEM KOXKHU JIMIAa MO THUIlY CIMBHOU
BE3UKYJIOMAMYJI-JIE3HON CHIIM HAa HOCY, IeKax, JI0y, KOTOPYIO HCCIIEIOBATENb
Ha3Baj «acne rosacea» (yrpu po3osbie). Brmocnencruu, Ilpunriem (1890) On1n
BBEJICH JApyroi tepmuH «adenoma sebaceumy», wim anruodpuopoma. ITocmepTHoE
UCCJIEIOBAaHNE TOJIOBHOTO MO3ra OOJBHOTO Malb4MKa C 3TUM 3a00JIeBaHHEM
(koTOpoe aBTOp Ha3Bajl «TYOEPO3HBIM CKJIEPO3») BBIIBIIO CBOCOOpa3HbIC
U3MEHEHHSI B BHJIE YYaCTKOB THUIEPTPO(GUU TOJIOBHOTO MO3Ta, CKIEPO3UPOBAHUS
00po31 U Y3JI0BATOTO BUAA M3BWIIMH H3-32 MHOXKECTBA KIIyOHEBUIHBIX, TBEPIBIX
oOpa3zoBanuii. B mocnenyromme TOIbI MHOTHE HCCIEIOBATENM OOpaIaim
BHHMAaHUE Ha MOJUCUCTEMHOCTh MOPAKEHUN MPU TYOEPO3HOM CKIIEPO3€E, a TaK Ke
Ha BHYTPHU- U MEKCEMEHHBIN KIMHUYECKUI moaumMopdu3m 3aboneBaHusl.

ONHUIeMHUOJIOTUS

Yactora Tybepo3Horo ckiepo3a cocraBmsier 1 : 30 000 HaceneHwus.
PacnipocTpaneHHOCTH cpean HOBOPOKIEHHBIX BapbupyeT oT 1 : 6000 no 1:10 000,
nnmn 5-7 ciydaeB Ha 100 ThIC. HOBOpOXAEHHBIX. TC wyalle BCTpedaeTcs, 4em
JUArHOCTUPYETCS, TaK Kak WHAUBUAYYMBI, uMeIMe (aKyIbTaTUBHbIE,
HecnenupUuueckue KIMHUYECKHE TMPU3HAKK, B OOJBIIMHCTBE CJIy4aeB He
YUUTHIBAIOTCS, a OOJIbHbIE C OOJUTaTHBIMU MPU3HAKAMU M CHUHAPOMAaMH, HE
SIBJISIIOIMMHUCS.  HO30JIOTMYECKUMH  (hOpMaMHU, JIOBOJBHO 4YacTO KYypUPYIOTCS
BpadyaMu pPa3HbIX CHEHUATIBHOCTEN.



DTHOJIOTHS U TATOTEHE3

TyGepo3Hblii CKIEpO3 — ayTOCOMHO-JIOMHHAHTHOE T'€HETUYECKU T'€TEPOreHHOE
3a00J1eBaHUE C HETOJIHOW MEHETPAHTHOCThIO, BApHAOEIbHOMN IKCIIPECCUBHOCTBIO U
BBICOKOM YacTOTOM BO3HUKHOBEHHS HOBBIX (CIIOHTAHHBIX) MYTallMi, KOTOpbIC
oOHapyxuBaroTcsa B 68 % Bcex ciydaeB, NEOIOTUPYIONIMX B PAaHHEM BO3pacTe.
Pa3Butue 3a0oneBaHus omnpenenseTcs AByMs TE€HAMH, JIOKAJIU30BaHHBIMU B
ydacTke 34 JIMHHOrO 1ieda 9-ii XxpoMocomsl (TyOepo3HbIi CKIepo3 1-ro Thma —
TSC1, xomupyer Oeyok ramapTuH) WU B yyacTke 13 kopoTkoro mieuda 16-i
XpOMOCOMBEI (TyOepo3HbIH ckilepo3 2-ro Tuna — TSC2, kogupyet 0enoK TyOepHH).

I'enst TyOeposnoro ckiepoza TSC1/2 B HopMme SIBISIOTCS €CTECTBEHHBIMU
T€HAMHCYIIPECCOPAMHU  OIYXOJIEBOTO pOCTAa; B pe3yJbTaTe HUX MOBPEXKIACHUS
OPOMCXOIUT aKTuBalusi nyTH curHaidpbHo mepenaun PI3K/Akt/mTOR -
KJIIOYEBOT'O DEryisaTopa pocta W mpoiudepanuu KIEeTOK. ITO U MPUBOAUT K
Pa3BUTHIO OITYXOJIEW B pa3HbIX OpraHax M TKaHSX.

Knunnyeckas KapTHUHA

CumnTomMbl  3a00/1€BaHUSA MOI'YyT IIPOABJIATBCA C POXIACHUA, OAHAKO Yallec
Pa3BHUBAOTCA B IICPBBIC TOJAbl XHU3HU. HpOHGCC IMOCTCIICHHO IIPOTPECCUPYCT,
OCOOCHHO B IMCPHUO I10JIOBOTO CO3PCBAHUA.

EAuHBIM TUCTOIOTHYECKUM CYOCTPAaTOM BCEX HOBOOOpPA30BaHUU MpH TyOEpO3HOM
CKJIepo3¢e SBJSIOTCS ramapTtoMbl. ['amapToma (ot rpeu. hamarta — ommbka) —
OMyXOJIb W3 He3peaor HSMOpUOHATBLHOW TKaHM, 3aJep)KaBIICCs B CBOEH
g depeHIpoBKe M0 CPABHEHUIO C OKPYKAIOIIMMHU TKAHSIMU HOCUTEIS OITYXOJIH,
pa3BHUBAlOLIEHCSs U3 W30BITOYHO HEMPOMOPIUHUOHAIBHO PA3BUTHIX TKAHEBBIX
KOMIUIEKCOB. HambOonee SpKO BBIpKEHHBIMH U JIETKO  ONpEIeIsieMbIMU
KJIMHAYECKH CUMIITOMaMH SIBISIFOTCS KOXKHBIE M3MEHEHUS U IOpaKeHUE
ueHTpaibHol HepBHOU cuctemsl (LTHC)

W3meHeHns: K0>ku MHOTO0Opa3Hbl; UX HaOmoaaT npuMepHo y 80-90% GonbHBIX
TyOEepO3HbIM CKIEPO30M. CUMITOMBI MPEICTABICHBI:

* aurnopudpoMamu u GruOPOMATO3HBIMU OYATaMH Ha JUIIE;
* OKOJIOHOTTEBBIMH (pUOpOMaMHU;

* MIArPEHEBBIMU OJISATIKAMU;

* TUTIOMEJIAHOTUYECKUMU MATHAMH,

* MATMEHTHBIMH TISTHAMU 1[BeTa KO()E C MOTOKOM.

Cample yacTble HM3MEHEHUSI — MEJIKHME MOJYHIAPOBUIAHBIE OIYXOJECBUIHBIC
AJIEMEHTHI BEJIMYUHOW OT OYyJIaBOUHOM TOJOBKHU JO TOPOIIMHBI (AHTHOPUOPOMBI),
pacrionararoniuecs, Kak [paBWwiIO, CHUMMETPUYHO, NPEUMYIIECTBEHHO B
HOCOT'YOHBIX CKJIaJIKaxX U Ha MOJ00pPOIKE.



B 3aBHCHMMOCTH OT BBIPAXEHHOCTHM COCYAMCTOTO KOMIIOHEHTA, LIBET 3JIEMEHTOB
Kosebnercs oT HOPMAJILHOTO 10 HACBIIIEHHO-KPAaCHOT O WIN
KPaCHOBAaTOKOPHYHEBOI0. ¥ HEKOTOPBIX OOJIbHBIX Ha KOXKE J10a, BOJIOCUCTON YacTH
rOJIOBBl U B OOJACTH ILIEK MUMEIOTCA KPYIHbIE OMYXOJE€BHJHbIE (UOPOMATO3HBIE
oyard, OJWHOYHBIE WJIM MHOXKECTBEHHBIE, MSITKOM WM  IUIOTHOBAaTOM
KOHCUCTEHIIMM U BapualOeIbHOM OKpacku — OT HOPMaJIbHOW [0 CBETJIO-
KOPHUYHEBOM.

[IlarpeHeBUAHBIC OJISAIIKA Pa3BHBAIOTCS B TIEPBOC NECATHIICTUE KU3HU MPUMEPHO
y 40% OOJBHBIX W MPEACTABISAIOT COCTUHUTEILHOTKAHHBIC HEBYChl. OHU MMEIOT
BUJ TUTOCKUX, CJIETKA BO3BBIIIAIOIIMXCS OYaroB Pa3IMYHBIX pa3MEPOB C TIOPUCTOM
MOBEPXHOCTHIO THITA (JIMMOHHOW KOPKH», IBE€Ta HOPMAJIbHOW KOXXH WJIH CJIa00
MUTMEHTHPOBAHHBIX, PACIIOJIATalONUXCs TPEHUMYIIIECTBEHHO B JTIOMOO-CaKpabHOU
00JacTH.

YacTo BCcTpedaroTCs TMMOJ- W OKOJIOHOrTeBble (udbpombr (omyxomu KoeHena),
WHOT/Ia JIOCTUTAIOIINE 3HAYUTEIIBHBIX Pa3MEpOB, a TaKXKe TUIEPTPOPUUECKHE
MU3MEHEHHMS IECEH, TOUKOOOpa3HbIe B/IaBJICHUS Ha 3yOHOMN IMalu.

['mmomenaHoTH4ecKkue MSATHA OOBIYHO CYIIECTBYIOT C POXKJICHHS; BEPOSTHO, 3TO
caMblil paHHUN KOXKHBIM Mpu3HaK 3a0osneBaHusi. Hanbonee xapakTepHble U3 HUX
UMEIOT OYEpTaHMs JIUCTA, 3a0CTPEHHBIE C OJHOM CTOPOHBI M 3aKpPYTJICHHBIE C
Jpyrou, OJeaHO-CepOBaTOM MM MOJIOYHO-Oenoi okpacku. Ha cBeTioil koxke ux
BUJIHO TOJIbKO C moMouipto Jlamnbl Byna. C TeueHneM BpEeMEHH MSITHA MOTYT
MEJUICHHO penurMeHTupoBarbcs. C MIlaJieHYecTBa MOTYT BBISBISTHCS Oelble
OpsiiM BOJIOC, PECHUIl M OpOBEH, KOTOpbhle, KaK M THUIONUTMEHTHBIC TISTHA,
ABJISIIOTCS. XapaKTEPHBIM NPU3HAKOM TYOEpPO3HOTo cKjeposa. JuarHoctuyeckoe
3HaUYEHHWE MMEIOT TOJBKO MHOYKECTBEHHBIE 3JIEMEHTBI, OCOOCHHO MPH COYETAHUU
UX C ANWICNTH(POPMHBIMU NPUTTAIKAMHU.

Yacrora 06H3py>I(CHH$I IIUITMCHTHBIX ITATCH LIBCTA KO(be C MOJIOKOM H€ OTJIM4YACTCsA
OT TaKOBOM Y 3A0pPOBBIX JHOI[GI\/II, HO HX COYCTaHHC C APYIMMHU CHMIITOMaMHU
IIoMoracTt 1oCTaBuTh AHArHoO3.

KosxHble nposiBneHust Ty0EpO3HOI0 CKIEPO3a YaCTO COUETAIOTCS C MOPAKEHUEM

BHYTPEHHHX OpPraHOB. Y psiga OOJBHBIX BCIEACTBHE OOpa3oBaHUsS ramMapToM B
KOp€ TOJOBHOIO MO3rda, KAJIbIMHATOB, TMIAHTOKJIETOYHOM aCTPOLHUTOMBI
JAArHOCTHUPYIOTCA ~ YMCTBEHHAass OTCTaJOCTh, OJNWJICNTUYECKUE MNAPOKCU3MBI
(cunapoMm  Yacrta), cCHacTUYECKHME TMapaludM, ICHUXOMATUYECKUE CHBUIH,
HapyllIeHue UKIa «CoH — OoapcTBoBaHue». Y 50 — 87 % OonbHBIX BCTpeyaeTcs
MaTOJIOTUSI OPTaHOB 3PEHUSA B BHJIE TAMAapTOM CETYATKU WM aCTPOLUTOM, 4Yallle
OJIHOCTOPOHHUX M BOJIU3M 3payKa, pa3BUBAIOIIUXCS OJUHOYHO WM MHOKECTBEHHO
B (QopMe BBINYKIOCTH, HAMOMUHAIOUIEH «IIEJIKOBUYHYIO SITOJY»; BO3MOKHBI
3aCTOWHBIC TUCKU U aTpodusi 3purenbHbIX HEepBOB. IIpu Oonesnu I[lpunrna —
BypHeBwLIA HepeaKo pa3BUBAIOTCS aUIIO30T€HUTANIbHASL TUCTPODUS, MOpaAXKEHUE



MOYEK ¢ 00pa3oBaHUEM JBYCTOPOHHHX aHTMOMHOJUIIOM, PEHAJIbHON KapIMHOMBI,
MOJINKUCTO3HBIX M3MeHEeHHH. OnyxoneBUIHbIE oudard (QOpPMUPYIOTCS B CepAle
(pabaomuoMel), erkux (mumMdanruoneriomuomaros, y 30 % GonbHBIX *KeHIUH). B
psne ciydyaeB HAOMIOJAIOTCA KOCTHBIE MOpPa)XXEHUs B BUJE TMIIEPOCTO30B KOCTEU
yeperna, JJIUHHBIX TPyO4aThIX KOCTEH, KMCTO3HBIX M3MeHeHuil ¢ananr. ¥ 90 %
OOJBHBIX OMNPENENSAIOTCs H3MEHEHUs 3yOHOM BSMalu B BHJIE TOYKOOOpA3HBIX
BJIaBJICHU («psiOasi aIMaiby).

bonesup IlpunHrna — bypHeBWUIS MMEET CKIOHHOCTH K MPOrPECCUPOBAHUIO.
[IporHo3 B OOJBIIMHCTBE ClIy4aeB HEOJArONMPHUSATHBIM M 3aBUCUT OT TAKECTH
nopaxeHusi BHyTpeHHux opranoB. [Ipaktuuecku 30 % manueHTOB HE JOKUBAIOT
70 5 net, a 6oabHBIE B Bo3pacTte 6 JeT u ctapiie B 75 % ciydaeB — g0 20 ner.

Jlmarnoctuka

JluarHocTuka TyOepO3HOTO CKJIEpO3a OCHOBBIBACTCS HA JIAHHBIX KIMHUYECKOTO
OCMOTpa, JTabOPAaTOPHO-UHCTPYMEHTAIBHBIX M MOJEKYJISIPHO-TCHETUYCCKUX
METO/IOB HCCIIeTIOBaHMUS, UHTEPIPETUPYEMBIX BpayaMu CMEKHBIX
CrielUaIbHOCTEH. BhiensroT ocHOBHBIE (OOJBIINE) W JIOMOTHUTEIbHBIC (MaJbIe)
JTUArHOCTHYECKUE KpUTepHH (cM. Tabnuiry 1).



Tabmuma 1. [[luarnoctudyeckue KpUTEpUU TyOEpO3HOTO CKIIEpo3a

OcCHOBHbBIE KpUTEPUU JlonoaHUTENbHbIE KPUTEPHUH

. Anrnodudbpomaro3 nuna (Iiexu, ° Heoxkpamennsie

CIIMHKA HOCA) WK 00JacTH J10a B BUJIE| (axpoMaTHUecKue) IATHA Ha CEeTYaTKe
nsTeH (OJIsIIeK) . KoxxHbple TpOsIBIICHUSI B BHJE
. Oxkorno- WIN IOJHOI'TEBBIE| KOH(PETTH (MENKUE Kpyrible MATHA)
($udbpoMbI HETpaBMaTHIECKOro| Murparnus 6ey10ro BelecTsa Mo3ra B
Xapakrepa BUJIE JINHUU JTy4ya

. Tpu wu Oonee s TEH . MHoxecTBeHHbIE
TUIONUTMEHTAuN paccpeloTOYEHHBIE YIIIyOJIeHUs (IMKH)
° CoeqMHUTENLHO-TKAaHHEIE Ha SMaJIn 3y6OB

HEBYCHI B BUJI€ «IIIATPEHEBBIX OJISIIIEeK» | * Dubpomaros feceH

. MHOXeCTBEHHbBIE TaMapTOMBI . ["amapToMHBIE TOTUIBI TPSIMOM
CETYaTKH KHILKH

. TyGepcsl (ramapTOMBbI) B KOpe . KocTHble KUCTBI

OOJIBIIKMX TOJTYIIAPUH . Henodeunsie raMapTOMBbl

* CyOomeHMMalIbHbIC Y3€IIKH B . MHoKeCcTBEeHHbIE KHCThI TTOYEK
HHC

. CyOsnenaumanbHas

ruranrokuerounas acrporuroma ITHC

[l Pabnommoma cepaua (eIMHUYHAS

WJIM MHOXKECTBEHHAs)

. IToueuHsle AHTMOMHUOJIMIIOMBI

YT JIETOYHBIA TUM(pAHTHOMHUOMATO3*

HGOCHOpI/IMBIﬁ AUArdo3 yCTaHABJIMBACTCA IIPHU BBIABJICHHUU JIBYX OCHOBHBIX HJIM
OJHOTO OCHOBHOI'O M JOIBYX HAOIIOJHHUTCIIBHBIX KPHTCPHUCB. B ClIydyac HaJIU4dusd
OJHOT'O0 OCHOBHOI'O 1 OAHOI'O OOIIOJJHHUTCIBHOI'O KPUTCPHUCB JHAIrHO3 3a00JIeBaHUS
ABJIACTCA BCPOSATHBIM. CoOMHUTEILHBIM MpCaACTaBIIsACTCA JHNardo3 IIpu
O6Hapy}KeHI/II/I TOJIBKO OJJHOT'O OCHOBHOT'O JTUAIHOCTUYCCKOI'O KPUTCPHA.

[Ipu BBISIBICHWM Yy TAIMEHTa TYOEPO3HOTO CKJIEpO3a PEKOMEHIYeTCS MPOBOJUTH
ONPEAECICHHbIC AUArHOCTUYECKHUE MPOUEAYPhl JJIs TOJHOTO MPEACTABICHUS O
CTETICHH BBIPAXEHHOCTH 3a0osieBaHus. B 00s3aTeNbHBI TEpedYeHb TaKHUX
poLERYP BKJIFOYEHO MPT-uccnenoBanue TOJIOBHOTO MO3ra,
anekrpodrnedanorpadus (O3I'), Y3U opraHoB OpIOIIHOW IOJOCTH M TIOYEK,
OKT'- u Ox0KI'. Tak xe peKkOMEHA0BaHbl KOHCYJIbTALIMU CMEKHBIX CIEIHAINCTOB:
HeBposiora, oTaabMOJI0ra, TepaneBTa Wik NeauaTpa, TeHETUKA.

Meanko-reHeTHIEeCKOe KOHCYJIbTUPOBAHUE MMO3BOJIACT ONPEICITUTD
CIIOpaMYeCKUd WJIM HACJIEJACTBCHHBIM XapakTep 3a00JieBaHUS M  BBISIBUTH
NMOTeHIHAIbHbIE pUCKK it 1notoMmcTBa. J[HK-uccienoBanue mnoarBepkaaet
IMar{Ho3 TyOepO3HOro CKjiepo3a Yy TMalMeHTa ¢ TO3BOJISIET  OINPEeNIUTh



KOHKPETHYIO MYTallMIO, KOTOpasl MpuBeja K Pa3BUTHIO OOJE3HU, YTO IOMOTAET
OIPEENNUTh MPOTHO3 TEYEHUsI OOJIE3HU U PUCK PA3BUTHUS BO3MOXKHBIX OCIIOKHEHHI
TyOepo3Horo ckiepos3a. Ilpu cnopaguyeckoM TyOE€pO3HOM CKIEpPO3€ PHUCK
MOBTOPHOTO pOXKJIE€HHs 00JIbHOTO peOeHKa cocTaBiser 2 %, mpHu HACIEeICTBEHHOM
— 50 %. B ciyyasix moBTOPHBIX OEPEMEHHOCTEN y JKEHIIUH B CEMbsX, Iie 00JeH
peOEHOK WM OJMH U3 POJUTENEH, PEeKOMEHAYETCS MPOBOAMTH NpeHATAIbHBIN
JIHK-ananus.

HuddepenunanbHas JUarHOCTUKA

HuddepenuumanbHas AMATHOCTHKA JEPMATOJIOTMYECKUX TIPOSBICHUNA OOJE3HU
OPOBOJUTCS C PsioM 3a00JIeBaHUM B COOTBETCTBMM C IpPeo0JIaJarolinum
XapakTepoM  KOXHbIX  MaHugecrauumii.  Tak,  aHrmopuOpomsl  nuIa
mubdepeHuMpyoT ~ 4Yame ¢ BYJAbrapHbIMU M PO30OBBIMH  YIPSIMHU,
BHYTPUJIEPMAIbHBIM HEBOKJIETOYHBIM HEBYCOM, pEXKE€ — C CHPUHTOMOH,
TPUXOJIEMMOMOM, MWJIMAPHBIM JHUCCEMUHUPOBAHHBIM  TYOEpKYyJe30M JIMIIA.
['unonurMeHTHbIE MATHA NpU TyOEpO3HOM CKJIEpo3e CcleAyeT OTIuYaTh OT
JENUTMEHTHOT'O0 HEBYCA, MOCTBOCHAIMTENbHON TMIONMUIMEHTALUN, aHAJOTUYHBIX
AJIEMEHTOB BUTWJINIO, OTpyOeBuaHOro jiuinas. CoequHUTEIbHOTKAaHHbIE HEBYCHI
— ¢ IposiBIeHUsIMH cuHApoMma ['abGepa, Oosne3nu PexiuHrxayseHa, a omyxoJsu
Kenena — c ByibrapHsIMu 60pOJJaBKaMHU.

Jleuenue

Jleuenue 3aboseBanusi cumrromarnueckoe. OObeM W BUJ IMPOBOJUMOM TEpaITUH
ONpeAesieTcsl TOMUKON U TSXKECThIO MTOPAKEHUS PA3IMUHBIX OPraHOB U CUCTEM.
Bo3moxxHO yaajaeHue HauoOoJiee KPYITHBIX DJIEMECHTOB Ha KOKe
AJIEKTPOKOATYJISIIIUEH, KPUOAECTPYKIIUEH, JTa3€PHBIM U3TYUECHUEM.

Bormpoc o npoBeneHnn jJe4eHUs: HEBPOJIOTMYECKUX U COMATUUECKUX MPOSIBICHUM
TyOEpO3HOTO CKJIEPO3a, B TOM YHUCIE U XUPYPrUUECKOTO PEIIAETCS CMEXHBIMU
CHEUHUATIMCTaMH.

B Hacrosmmii MOMEHT MPOBOJSATCS MCCIIEAOBAHMS, HAPABICHHBIE HAa Pa3pabOTKy
MATOTEHETUYECKOTO JIeYeHUs TyOepo3HOoro ckjieposa. MHruburtopsl myTu
curHanbHOM mepenaun mTOR moka3piBalOT CBOIO BBICOKYIO 3(P(EKTUBHOCTH B
KauecTBE MpenapaToB MATONEHETUYECKOW Tepamuu TyOepO3HOro CKIepo3a, U B
HACTOSIILIEE BpPEMSl SBISIIOTCA €IMHCTBEHHBIM MEIUKAMEHTO3HBIM METOJIOM
JICUCHMsI, HATIPABJICHHBIM HA MPUYUHY 3a00JICBaHUS U BO3JEHCTBYIONIUM Cpa3y Ha
BCE€ €r0 KJIIMHUYECKUE MPOSIBIICHUS.

3aKJIFOUCHUEC

PaccMoTpeB MeOUMUIMHCKYIO JUTEpaTypy Ha JAHHYK) TEMY MOXHO CKa3aTh, YTO
HECMOTPSL Ha HEBBICOKYIO YAaCTOTy BCTPEUAEMOCTH TYOEpO3HOIro CKJepo3a
(6onezun bBypueBusuisi — I[lpunHria) B momyssiuu, TsoKenash WHBaNWIU3AlUA U



OTCYTCTBUE 3(PQPEKTUBHBIX CPEACTB JIEUEHHUs TMPUAAIOT JaHHOM mpolieme
HCKIIFOYUTENBHYI0  aKTyaJdbHOCTb. (CBOEBPEMEHHO IIOCTABJICHHBIM JUArHo3
MO3BOJISIET ONPEJEIUTh JAJbHEHUIIYI0 TAKTHUKY BeAEHUs OOJBHOrO, a TaKkKe
o0ecrneyuTh MEJUKOT€HETUUECKOE KOHCYIbTUPOBAHHUE YJIEHAM CEMbHU, YTO JTOJKHO
CIIOCOOCTBOBATh CHUKEHHUIO YaCTOTBHI POXKIACHUS OOJBHBIX C TSDKEIBIMU (GOpMaMHU
3aboneBaHus. IlepBuuHas 1auMarHocTMka TyOepoO3HOrO  CKJIepo3a  JOJDKHA
OCYLIECTBIIATHCS MEANATPAMH, TOJAPOCTKOBBIMU BpayaMH, YYaCTKOBBIMH BpadaMu
M BpayaMu oOOmIel mpakTUKu (CeMEHHBIMM BpadyamH), a TakXKe Y3KUMHU
crnenuaiucTaMu (HEBpPOJOTaMHM, JAEpMAaToiIoraMu, o(TalbMOJOraMu, XUpYypram,
CTOMATOJIOTaMH) B IPOLECCE IUHAMHUYECKOI'O AMCIIAHCEPHOIO OOCIIYyKMBaHMS
HaceneHrs. BaKHO MOMHUTB, YTO MPOLIECC PA3BUTHUS KIMHUYECKOW CUMIITOMATUKHU
TyOepOo3HOro  cKjepo3a  SBISEeTCd  JAMHAMUYECKUMM,  MO3TOMY  Ba)KHA
IPEEMCTBEHHOCTh MEKY CHEMAIMCTaAMH PAa3IMYHOTO NPO(UIIs U CBOEBPEMEHHOE
IPOBEACHUE KOMILIEKCA JIOMOJHUTENBHBIX METOAOB JUArHOCTHKH, BKIIFOYAs
coBpeMmeHHble MeToabl Bu3yanuzanuu — KT/MPT romoBuoro mosra u Y3U
OpraHoOB OPIOUIHON MOJIOCTH, OYEK.
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