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Penenzusn
AKTYyaJIbHOCTh 3asIBIIEHHOH TeMbl pedepara B 1epMaTOBEHEPOJIOTHH OYEBHIHA.

ITono6Hy0 000CHOBaHHOCTH BBIOOpa TeMBI aBTOpP pedepara faa B BBOJHON YaCTH.
OpnuHaTop packpbula CyTh H3ydaeMo#l MpoOieMsl, MOCTaBHiIa Liejlb, 0OpaTHB
BHMMaHHE Ha TPEINOCHUIKH H3ydaeMmoid Temsbl. [IpuBenieHBl pa3iM4yHBIE TOYKH
3peHust B 3THOJIOTHH U naToreHese. [loxpoOHO paccMoTpeHa npobiemMa H3ydeHHS
JTAHHOM TeMBI B METHLIMHE.

Yertko cobmoaeHsl TpeboBaHus K 0opMIIeHUIO pedepaTa: TUTYIbHBIN JIUCT, IIJIaH-
OIJIaBJIEHHE CO CTpaHHUIIAaMH, BBEHeHHe, OCHOBHAs 4acTh, 3aKIIOYEHHE, CIIHCKH
JUTepaTypbl, ICTOYHUKOB, CCHUIKA B COOTBETCTBHH CO CTaHJapTaMH.

Coneprxanue U3JI0KEHHOT'O MaTeprala JOTHYHO H TPaMOTHO.
Pexkomenayemas oleHka pedepara 5 (OTIHIHO).

ITposepun: n.m.H. npodeccop Kapayesa H0.B.
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AKTyansHOCTh 3asBJICHHOW T€MBI pepeparta B JepMaTOBEHEPOJIOTHH OUYEBHIHA.
[Tono6HYyI0 000CHOBAaHHOCTh BBIOOpA TEMBI aBTOp pedepara /1ana B BBOAHOM
gactu. OpauHATOP pacKphlia CyTh U3ydaeMoil mpoOIemMbl, TOCTaBUIIA 1IETTh,
oOpaThB BHUMaHHE Ha TPEINOCHUIKH H3ydaeMoi TeMbl. [[prBeeHbI pa3nnyHbie
TOYKH 3pEHUS B dTHOJIOTHH U naToreHese. [loagpoObHo paccMoTpeHa npobiiema
W3YYCHUS JaHHOW TEMBI B MEJUIMHE. YeTKO COOIOICHBI TPEOOBaHNUS K
odopmiteHnIo pedepara: TUTYIBHBIN JHCT, TUTAH-OTJIaBICHNE CO CTPAHUIIAMH,
BBEJICHHE, OCHOBHAS 9aCTh, 3aKITIOYEHUE, CIUCKU JTUTEPATYPhI, UICTOYHUKOB,
CCBUIKHM B COOTBETCTBHH cO cTaHAapTamu. Cofiep kaHne U3JI0)KEHHOTO MaTepraia
JIOTUYHO U TPAMOTHO.

Pexomenmyemas orenka pedepara 5 (otmuuno). [Iposepwt: 1.m.H. mpodeccop
Kapauesa 10.B.

[Toamuce:



BBenenue

TyOepo3Hblii ckiIepo3 (aJeHoMa CallbHBIX JKeJie3 CHUMMETpHU4YHas, O00Jie3Hb
bypuepwmis—IIpunria) — cucteMHoe 3aboJjieBaHUE, OTHOCSIIEECS K TPYIIIe
(hakomMaTo30B, XapaKTEPHU3YIOIIECECs] COUYETAHHBIM MOPAXKEHUEM HEPBHOM CHCTEMBI,
KOH, TJIa3, KOCTHOM ¥ SHJOKPUHHOW CUCTEM, BHYTPEHHUX OPTaHOB.

TyOep3HbIii  CKIIEpO3 XapaKTepU3YyeTCs TMOJUCUCTEMHOCTHIO TOPAKCHUS C
BOBJICUCHHEM B Marojoruyeckuid mpouecc koxu, [[HC, oprana 3penwus, mnoyex,
cepaua, JErkux, OMOPHO-ABUTaTENbHOM M 3HAOKPUHHOM cucteM. [lamueHTsl ¢
TyOEpO3HBIM CKJIEPO30M B TE€UEHHUE >KU3HHU HAOMIOAAIOTCS BpauaMmH MPaKTUYECKU
BCEX CHEIUATbHOCTEH, MO3TOMY TOJbKO HMH(DOPMUPOBAHHOCTH CIELUAIUCTOB O
XapakTepe W OCOOCHHOCTSIX TEYCHHs] JaHHBIX 3a0oleBaHUl, a Takke
COTJIACOBAaHHOCTh MX JUAarHOCTHUYECKUX W JICYCOHBIX MEPOINPUATANA MOTYT
o0ecreunTh BEIOOP IPABUIIHHOM TAKTUKU BEJICHUS OOJIbHBIX.

Bnepsrie 3a0oneBanue onucaHo B 1863 rony Pexnunrxayszenom. B 1880 roay
BypHeBUILIb, BBIIETUB 3TO 3a00J€BaHNE B OT/IEIbHYIO HO30JOTUYECKYIO (hopMYy, U
IpeACTaBUII OJAPOOHOE OMUCAHUE HEBPOJOTMUECKOW KAPTHUHBI U MATOJIOTHYECKUX
U3MEHEHUH B Mo3re y 3 gereil ¢ riayO0oKoil yMCTBEHHOH oOTcTanocthio. Y 1
HOBOPOXKJICHHOW JICBOYKHM WM OBUTH OTMEYEHBI CYJOPOKHBIE MApOKCH3MBI C
3aBEJICHUEM TJIa3HBIX $0JOK M TOPAKEHWEM KOXHU JIWIAa TO THUITY CIWBHOU
BE3MKYJIOMAIYJI-J€3HON CBIMK HAa HOCY, IIeKax, J0y, KOTOPYI HCCIeI0BaTeNb
Ha3Bajl «acne rosacea» (yrpu posoBbeie). Bnocneactsuu, Ilpunriem (1890) Obun
BBEJICH Jpyroi TepMuH «adenoma sebaceumy», mnu anruopudpoma. IlocmeptHoe
UCCJIEIOBAHUE TOJOBHOTO MO3ra OOJBHOTO MallbihKa € 3TUM 3a00JeBaHUEM
(koTOpoe aBTOp Ha3Ball «TyOEpO3HBI CKIEpO3») BBISBUIO CBOEOOpa3HbIE
W3MEHEHHUS B BUJC YYaCTKOB THNEPTPOPHUH TOJOBHOTO MO3Ta, CKICPO3UPOBAHUS
00po31 M Y3JI0BAaTOTO BUA M3BWJIMH M3-32 MHOXKECTBA KITyOHEBUIHBIX, TBEPIBIX
oOpa3zoBanuil. B mocienyrorire roasl MHOTHE UCCIIEI0BATENN 0OpaIiaiu BHUIMAHUE
Ha MOJIMCUCTEMHOCTh OPAXEHUH MpU TyOEPO3HOM CKIIEPO3€, a TaK KE HA BHYTPHU-

151 MEXKCEMEWHBIN KJIMHUYECKUAMN noITMMOPPU3M 3a00JIeBaHUs.
MU AEeMHOJIOTUSI
Yactota TyOepo3Horo ckiepo3za coctaBiasier 1 : 30 000 HaceneHus.

PacnipocTpaneHHOCTh Cpein HOBOPOXAEHHBIX BappupyeT ot 1 : 6000 mo 1:10 000,
unn 57 cinydaeB Ha 100 Teic. HOBOpOXAEHHBIX. TC wallle BCTpedaeTcs, 4yem
TUATHOCTUPYETCS, TaK KaK WHAUBUAYYMBI, HWMEIONHE (aKyIbTaTHUBHBEIE,



HGCHCHI/Iq)I/I‘-IGCKI/Ie KIIMHUYCCKUC TIPHU3HAKH, B OOJIBLIIMHCTBE CJIydacB HC
YUYUTBIBAKOTCA, a OoNbHBIE C OOJIMTaTHBIMU IIpU3HaKaMM KW CHHApPOMaMH, HC
ABIIAOIIUMHUCA HO30JIOI'MYCCKHMHU (bOpMaMI/I, HAOBOJIBHO YaCTO KYPHUPYIOTCA
BpadaMH pa3HbIX CHCHH&HBHOCTCﬁ.

JTHOJIOTMA U IaTOreHes3

TyOepo3HbIil CKIEPO3 — ayTOCOMHO-JIOMUHAHTHOE T'€HETHYECKU T'€TepOreHHOE
3a00J1€BaHUE C HETIOJHON NMEHETPAaHTHOCTHIO, BapHUaOeIbHON IKCIPECCUBHOCTHIO U
BBICOKOW YacTOTOM BO3HMKHOBEHHMS HOBBIX (CHOHTAHHBIX) MYTallUid, KOTOpPbIE
oOHapyxuBaioTCsi B 68 % Bcex ciydaeB, NeOIOTUPYIOLUIMX B paHHEM BO3pacTe.
Pa3BuTne 3a0oneBanus onpeaesieTcs AByMs FTeHaMu, JTOKaJTU30BaHHBIMU B yUaCTKe
34 nnuHHOrO IIeYa 9-i xpomocoMsl (TyOepo3Hslid ckiepo3 1-ro tuna — TSCI,
KOJIUpPYeT O€JIOK raMapTHH) M B y4dacTke 13 kopoTkoro mieda 16-ii XpoMoCOMBI
(TyOGeposnblii ckiepo3 2-ro tuna — TSC2, kogupyeTt 0esoK TyOepuH).

['ens! TyOeposHoro ckieposa TSC1/2 B HOpMeE SBISIIOTCS €CTECTBEHHBIMUA T€HAMMU-
CyIPECCOPAMH OITyXOJIEBOTO POCTA; B PE3YJIbTAT€ WX MOBPEKACHUSA MPOUCXOIUT
akTuBalus myty curHaiabHoi nepemaaun PI3K/Akt/mTOR — karoueBoro peryinstopa
pocTta u npoaudepanuu KIeToK. DTO U MPUBOAUT K PA3BUTHUIO OMyXOJeil B pa3HbIX
OpraHax " TKaHsX.

K/inmHn4eckas KapTHHA

CumnToMsl 3a00JIeBaHUS MOI'YT MPOABIATBCA C POXACHHA, OJHAKO 4Yalle
Pa3sBHUBAIOTCA B IICPBBIC TI'OAbI JKHM3HH. HpOHﬁCC IMOCTCIICHHO IIPOTPECCUPYCET,
0COOEHHO B MEpuo/a ImoJIOBOro CO3pCBaHMA.

EnMHBIM rUCTOJIOTHYECKUM CYOCTPAaTOM BCEX HOBOOOPA30BaHUN IPU TyOEepO3HOM
CKJIEpO3€e SBISAIOTCA ramapTtombl. ['amapToma (oT rpeu. hamarta — ommoOka) —
OMyXOJb U3 HE3peIoW SMOPHOHANBHOM TKaHW, 3aJepKaBIIEHCS B CBOEH
G GepeHIUPOBKE M0 CPABHEHUIO C OKPYKAIOIIMMH TKAaHIMHU HOCHUTENS OIYXOJIH,
pa3BUBaIOIIEHCS H3 H30BITOYHO HEMPOMOPIMOHATIBHO Pa3BUTHIX TKAHEBBIX
KoMIulekcoB. Hambonee spko BBIp@KEHHBIMM U JIETKO  OIpENEIsieMbIMU
KJIIMHAYECKH CUMIITOMaMHU SIBJISIIOTCS  KOXKHBIE HW3MEHEHUS M IIOPAKEHHE
neHTpainpHoi HepBHOM cucteMbl (ITHC)

M3mMeHeHust Kou MHOTOOOpa3Hbl; X Ha0moaa0T npuMepHo y 80-90% 6osbHbIX
TyOEpO3HBIM CKIIep030M. CUMITOMBI TPEICTABICHBI:

* aurnoudpomamu U GUOPOMATO3HBIMHM OYAraMH Ha JIUIIE;



* OKOJIOHOTTEBBIMU (prubpomMamu;

* HIaTPEHEBBIMU OJIAIIKAMU;

* TUIIOMEJIAHOTHYECKUMH IISITHAMY;

* IMTMEHTHBIMU ISTHAMMU LIBETA KO(E C MOJIOKOM.

CaMble dacThle HW3MEHEHUS — MEIKHE TOJYIIapOBUIHBIC OIMYXOJICBUIHBIC
AJIEMEHTHI BEJIMYMHON OT OyJIAaBOYHOM T'OJIOBKH 110 TOPOUIHWHBI (aHTHO()UOpOMBI),
pacroJiararonuecs, Kak mpaBuiIo, CAMMETPHYHO, TPEUMYIIIECTBEHHO B HOCOTYOHBIX
CKJIQJIKaX M Ha MOJ00PO/IKE.

B 3aBUCHMMOCTH OT BBIPaKEHHOCTH COCYIMCTOrO KOMIIOHEHTA, LIBET 3JIEMEHTOB
KOJeOJeTcsT OT HOPMAIbHOTO JO HACBHIIIEHHO-KPACHOTO WM KpPAacHOBATO-
KOPUYHEBOTO. Y HEKOTOPBIX OOJIBHBIX HA KOXKE J10a, BOJIOCUCTOM YaCcTH TOJIOBBI U B
o0JacTu IIEK MMEIOTCS KpPYIHBIE OIyXOJIEBHIHbIE (UOPOMATO3HBIE OYaru,
OJMHOYHBIE WM MHOKECTBEHHBIC, MSTKON WM IUIOTHOBATONW KOHCHUCTCHLUHU U
BapHuabesbHOW OKPAaCKU — OT HOPMAJIbHOM /10 CBETIO-KOPHUYHEBOM.

[IarpeHeBuIHBIC OJIAIIKY Pa3BUBAIOTCS B IIEPBOE ICCATUIICTHC )KU3HU IPUMEPHO Y
40% OONBHBIX U MPEACTABISAIOT COCANHUTEIILHOTKAHHBIC HeBYChl. OHM UMEIOT BU/T
IUIOCKHX, CJIETKa BO3BBIMIAIONIMXCS OYaroB Pa3JIMYHBIX Pa3MEPOB C IOPUCTOM
MOBEPXHOCTHIO THIIA «JIMMOHHOM KOPKHY», I[BETa HOPMaJbHOW KOXKH WM CJIa00
MTUTMEHTHPOBAHHBIX, PACIIOIATAIONINXCS IPEUMYIIIECTBEHHO B JIFOMOO-CaKpaaIbHOU
o0JacTH.

UYacTo BcTpevaroTcst MoJI- U OKOJIOHOTTEBbIEe (uOpombl (onyxonu Koenena), unoraa
JOCTHUTAIOIINE 3HAYUTEIIBHBIX Pa3MEpOB, a TaK)Ke TUNEPTPOPUIECKUE U3MECHCHUS
JIeCeH, TOUKOOOpa3HbIe BIaBJICHUS HAa 3yOHOW SMaJH.

['MnomenaHoTHUECKHE MATHA OOBIYHO CYIIECTBYIOT C POXACHUS, BEPOSTHO, 3TO
caMblii paHHUN KOXKHBIM Mpu3HaK 3a0oneBaHus. Hanbomnee xapakTepHble U3 HHUX
MMEIOT OYEPTAHUS JINCTA, 3a0CTPEHHBIE C OJHOM CTOPOHBI M 3aKPYIJIEHHBIE C
JIPYTroM, OJIeTHO-CEepOBATON WM MOJIOYHO-0esiol okpacku. Ha cBetnoit koxke mx
BHUJIHO TOJBKO C NOMOLIpI Jjamibl Byna. C TeueHMeM BpEMEHH IIATHA MOTYT
MEJIEHHO penUrMeHTHpoBaThCsl. C MIlaZileHUe€CTBa MOT'YT BBISIBIISITHCS O€JIble Mpsian
BOJIOC, PECHUIl U OpOBEW, KOTOpPbIE, KAK U TUIIONUTMEHTHBIE NSATHA, SBISAIOTCA
XapaKTepHbIM MPU3HAKOM TyOEpO3HOTO CKiepo3a. J(MarHocTHyeckoe 3HaYeHHE
UMEIOT TOJIbBKO MHOXXECTBEHHBIE 3JEMEHThI, OCOOCHHO MpPH COYETAHHH HX C
AMUIENTUGOPMHBIMH MTPUTAJAKAMH.



YacrtoTa O6H3py>I(eHI/I$I IIMIMCHTHBIX ITATCH LIBCTA KO(lJe C MOJIOKOM HE€ OTJIMYACTCA
OT TaKOBOM Y 3A0pPOBBIX J'II-O,IICﬁ, HO HX COYCTaHUC C AOPYTMMHU CHMIITOMAaMU
IIOMOTAacT MOCTABUTH AUATHO3.

KoxxHrbie IIPOABJIICHUA TY6€p03HOFO CKJIEpO3a 4aCTO COYCTAIOTCs C IMOPAKCHHUEM

BHYTPEHHUX OPraHoB. Y psga OOJbHBIX BCIEICTBUE 00pa30BaHUs TaMapTOM B KOpe
T'OJIOBHOTO MO3ra, KaJbIIMHATOB, T'MTaHTOKJIETOYHOM aCTPOLIUTOMBI
IMAarHOCTUPYIOTCS  YMCTBEHHAs OTCTaJOCTh, OMNHJIEHTHYECKHE MapOKCHU3MBI
(cunapoM YacTa), ClacCTHYECKUE apainyM, ICUXOMAaTHYECKUE CABUTHY, HApyILICHHE
uKJIa «coH — OoxapcTBoBaHue». Y 50 — 87 % O0JbHBIX BCTpeYaeTcs MaToJIOTHs
OpraHOB 3pE€HHMS B BHJE TramMapTOM CETYaTKU WJIM acTPOLUTOM, 4Yalle
OJIHOCTOPOHHUX U BOJH3M 3pauka, pa3BUBAIOIIUXCS OJUHOYHO UM MHOXKECTBEHHO
B (GopMe BBIMYKIOCTH, HANOMUHAIOUIEH «IIEIKOBUYHYIO SATOAY»; BO3MOXKHBI
3aCTOWHBIE JUCKU M aTpodus 3pUTeIbHbIX HEepBOB. Ilpu Ooneznu [lpunrma —
BypHEBUIIIS HEPEIKO PA3BUBAIOTCS AJAMIIO30TC€HUTAIbHAS AUCTPOQUS, TOPAKEHHE
NoYyeK ¢ 00pa3oBaHKEM JIBYCTOPOHHHMX aHTMOMHUOJIUIIOM, PEHATbHONW KapLUHOMBI,
MOJMKUCTO3HBIX H3MeHeHHH. OmnyXxoyieBUAHbIE o4yard (OPMUPYIOTCS B CEple
(pabgomuoMel), erkux (JTuMpanruoneiiomuomaros, y 30 % O60abHBIX KeHITUH). B
psifie ciy4aeB HaOMIONAIOTCS KOCTHBIE TOPaXEHUS B BUIE THMIIEPOCTO30B KOCTEM
yeperna, JJIMHHBIX TpyOuaThIX KOCTEH, KHCTO3HBIX M3MeHeHui (amanr. ¥ 90 %
OOJBbHBIX OMPENENSIOTCS HM3MEHEHHsI 3yOHOW »Mald B BHUAE TOYKOOOpA3HBIX
BJIaBJICHUH («ps10asi SMaIby).

bonesnp IlpuHrna — DbypHEBHMIIIA HMMEET CKIOHHOCTH K NPOrPECCUPOBAHUIO.
[IporHo3 B OOJBUIMHCTBE CiIy4aeB HEOJArONMpUATHBIA M 3aBUCHUT OT TSXKECTU
MOpakeHUs1 BHYTpEHHUX opraHoB. [Ipaktuuecku 30 % manueHToB HE TOKUBAIOT A0
5 nert, a GosbHBIE B BO3pacTe 6 JieT u ctapuie B 75 % cioyyaeB — 1o 20 ner.

JInarHocTuka

JlnarHoctrka TyOEpO3HOTO CKJIEpO3a OCHOBBIBAETCS HA JaHHBIX KIMHUYECKOIO
OCMOTpa, J1abOPaTOPHO-UHCTPYMEHTAIBHBIX W MOJIEKYJISPHO-T€HETUYECKHUX
METOJIOB UCCIIEAOBAHMS, HHTEPIIPETUPYEMBIX BpauyaMu CMEKHBIX CIEIUATbHOCTEH.
Brigenstor ocHOBHBIE (OOJBINTNE) W TOTIOJHUTEIbHBIC (Masble) TUATHOCTUYECKUC
Kputepuu (cM. Tabnuiy 1).



Tabnuua 1. JlnarHoctuueckre KpuTepun TyOEpO3HOTo CKIIepo3a

OCHOBHBIE KPUTEPUU JlononHuTENBHBIE KPUTEPUU

o Anruodudbpomaros nuna (Ieku, | o Heokpatiennsie

CIIMHKA HOCA) WK 00JacTH j0a B BUAE | (AXpOMAaTUYECKHE) MIATHA HA CETYATKE
nsiTeH (OUsiiex) o KoxHble mposiBICHHS B BHJE
o OkoJio-  wiIM  TOAHOTTEBBIC | KOHGETTH (MEJKHE KpPYTJIble TMSATHA)
bubpomMbI HeTpaBMaTuyeckoro | Murpanusi 6ejoro BellecTBa Mo3ra B
Xapaxkrepa BU/JIE JTMHUI JTyda

o Tpu 51 Oonee IISITCH | ® MHOX€eCTBEHHBIE
TUTIOTIUTMEHTAIIH paccpenoTOUYCHHBIE yTyOaeHuUs (SIMKH)
o CoeMHUTENbHO-TKAHHbIE Ha YMan 3y00B

HEBYCHI B BUJIC «IIIATPEHEBHIX OJISAIICK) | ® ®ubpomaros AeceH

o MHOXECTBEHHBIE ~ TaMapTOMBI | @ I'amapTOMHBIE MOJUIIBI MPAMOU
CETYaTKU KHILKH

o Tybepcol (ramapToMbl) B KOpE | ® KocTtHbie KHCTHI

OOJBIIMX MOTYIIAPHIA ° Henoueunsie raMmapToMsl

d CyOoneHauManbHblE  Y3€IKH B | o MHOKECTBEHHBIE KUCTBI IOYEK
[MHC

o Cy0anenaumalbHast

rurantokiierounas acrporuroma [{HC

° Pabnomuoma cepana (equHuuHasI

W MHO>KECTBEHHAs)

o [loyeunble  aHTHOMHOJIUIIOMBI

VT JIETOYHBIN TMM(paHTHOMUOMATO3 ™

HGOCHOpHMBIﬁ AWArHo3 yCTaHaBJIMBACTCA IMPHU BBIABJICHUW JBYX OCHOBHBIX WJIH
OJHOI'0O OCHOBHOI'O M ABYX JOIIOJHUTCIBbHBIX KPUTCPHUCB. B CJIydac HaJIM4YHrA OJHOT'O
OCHOBHOI'O 1 OAHOT'O JOIIOJTHUTCIBbHOTO KPUTCPHUCB JUAIHO3 3a00J1eBaHUS SIBIISICTCS
BCPOSATHBIM. CoOMHUTEIbHBIM MNpEACTABIIACTCA AWArHo3 MIpu O6H3pY)K€HI/II/I TOJIBKO
OJHOI'0 OCHOBHOI'O JUATHOCTHYCCKOI'O KPUTCPHUSI.

[Ipu BBIABIEHUM Yy ManueHTa TyOEpO3HOrO CKJIEpPO3a PEKOMEHIYETCs MPOBOIHUTH
OTIpeNleJIeHHbIe JIUAarHOCTUYECKUE MPOLEAYPhl A TOJIHOTO TMPEACTABICHUS O
CTETICHU BBIPAKEHHOCTH 3a00ieBaHMs. B 00s13aTeNbHBIN TEpeYeHb TAKKUX MTPOLIEAY]D
BKkItoueHo MPT-uccnenoBanue TroJIOBHOTO MO3ra, 3JeKTposHIedanorpadus
(O3T"), Y3U opranoB OpromHo# mosocty ¥ mouek, DKI- u OxoKI'. Tak xe
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PCKOMCHAOBAHBL KOHCYJIbTallUH CMCIKHBIX CIICOMUaJIMCTOB: HCBpPOJIOTa,
Oq)TaHBMOJIOFa, TCpallCBTa WK MNeauaTrpa, rcHCTUKa.

Meauko-reHeTH4eCKOe KOHCYJIbTUPOBAHUE NTO3BOISET ONPEAEIUTh CIOPATNYECKUAN
WIM HaCJIEJICTBEHHBIN XapakTep 3a00J€BaHUS U BBISIBUTh NOTEHLMAJIbHBIE PUCKU
g noromcrBa. JHK-ucciaenoBanme mnoxareepkaaeT AuarHo3 TyOepo3HOIro
CKJIEpO3a y IMAlMEHTa U IO3BOJISET ONPENEIUTh KOHKPETHYIO MYyTalUI0, KOTOpas
npuBeia K pa3BUTHIO OO0JE3HM, YTO NOMOTAeT OINPENENHUTh IMPOTHO3 TEYEHUS
00JI€3HN U PUCK Pa3BUTHsI BO3MOXHBIX OCIOKHEHHI TyOepo3HOro ckieposa. [lpu
CHOpaANYECKOM TyOEpO3HOM CKIIEpO3€ PHUCK MOBTOPHOTO POXKIACHHUS OOJIHHOTO
pebenka coctaBnser 2 %, npu HacnenctBeHHOM — 50 %. B ciydasx mOBTOPHBIX
OepeMEeHHOCTEH y KEHIIMH B CEMBbSIX, I71e 00JI€H peOEHOK WM OJIUH U3 POJUTEINEH,
PEKOMEHAYETCS MPOBOAUTH NpeHaTanbublii JIHK-ananus.

AupdepeHnuanbHasA AUATHOCTHKA

HuddepenunanbHas JUArHOCTHKA JE€PMATOJIOTHUECKUX MPOSBICHUN O0JIe3HU
IIPOBOJIUTCS C PsIIOM 3a00JIEBAHHI B COOTBETCTBUHU C ITPEOOIAAAOIINM XapaKTEPOM
KOXXKHBIX MaHudectaruii. Tak, anruogubpomsl nuna auddepeHIupyoT Yaiie ¢
BYJIbIApHBIMU UM PO30BBIMU  YIPSIMH, BHYTPUIEPMAIbHBIM HEBOKIJIETOUHBIM
HEBYCOM, pE€Xe — C CHPUHIOMOM, TPHUXOJIEMMOMOM, MWJIHAPHBIM
JUCCEMUHUPOBAHHBIM TYOEpKyJle30M Jula. [ HUIOMUIMEeHTHble TSTHA MpH
TyOE€pO3HOM  CKJIEpO3€ CJEeAyeT OTIMYaTh OT JIENUTMEHTHOTO HEBYyca,
MOCTBOCHAIUTEIBHON TUMOMUTMEHTAIMHM, AHAJIOTMYHBIX 3JEMEHTOB BUTHIINIO,
orpyoeBuaHoro auimas. CoeAUHUTEIbHOTKAHHBIE HEBYCbl — C MPOSBICHUSMU
cunapoma [abGepa, Oone3nu PexnuHrxaysena, a omnyxonu Kenena — ¢
BYJIbIapHBIMU OOPOJIaBKAMHU.

Jleyuenue

Jleuenue 3aboneBaHusi cumnroMaTudeckoe. OObeM M BUJ NMPOBOJAUMON Teparuu
OTPEIEIISICTCS TOMMKONW U TSKECThIO MOPAKECHHS Pa3TMYHBIX OPTaHOB U CHUCTEM.
Bo3moxHO yaaJIeHue HauOosiee  KPYHHBIX  DJIEMEHTOB Ha  KOXe
AIEKTPOKOATYJIALUEN, KPUOAECTPYKLIUEH, JTA3€PHBIM U3yYCHUEM.

Bompoc o npoBeeHnH Jie4eHHUsI HEBPOJIOTMUECKUX U COMATUYECKUX MPOSIBICHUN
TyO€pO3HOro CKJIepo3a, B TOM YHCIE U XUPYPTHMUECKOTO PEIIaeTCs CMEKHBIMH
CIEUAIUCTaMHU.

B HacTosiuii MOMEHT MPOBOJIATCS MCCIEA0BAHNUS, HAIPABIEHHbIE HA Pa3pabOTKy
NaTOTEHETHYECKOTO JIeueHus: TyOepo3HOro ckiepo3a. MHruburopsl mytu
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curHanbHOM mnepenadyn MTOR moka3piBaroT CBOIO BBICOKYIO 3(()EKTHBHOCTH B
KayecTBE MpEnaparoB NAaTOTEHETHUYECKON Tepanmuu TyOEpO3HOro CKiepo3a, U B
HACTOSIIIIEE BpeMsl SABILIIOTCS EOUHCTBEHHBIM MEAMKAMEHTO3HBIM METOAOM
JIeYEHUs1, HAIlpaBJICHHbIM Ha NMPUYMHY 3a00JI€BaHMs U BO3JICHCTBYIOIKUM Cpa3y Ha
BCE €TI0 KJIIMHUYECKHUE ITPOSIBIICHHUS.

3aKJII04YeHHEe

PaccMmoTpeB MEIMIIMHCKYIO JUTEpATYypy Ha JAHHYK) TEMY MOXKHO CKas3aTb, YTO
HECMOTPSI Ha HEBBICOKYIO YaCTOTY BCTPEUAEMOCTH TyOEpO3HOTO CKIIepo3a (00ae3Hn
bypuepwis — Ilpunria) B momymsiuu, TsxKeaas WHBATUIU3AIUS U OTCYTCTBUE
3 PEKTUBHBIX CPEACTB JICUSHUs] TPHUIAIOT JAaHHOU MpoOJIeMEe HUCKITIOYUTEILHYIO
aKTyaJIbHOCTh. CBOEBPEMEHHO IOCTABJIEHHBIA JMArHO3 MO3BOJISIET ONPEICIUTD
TATbHEHNIYI0O TAKTUKy BEJIEHUS OOJBHOTO, a TakkKe OO0eCIeunuTh MEINKO-
TEHETUYECKOE KOHCYJbTHPOBAHUE UJIEHAM CEMbH, UTO JIOJDKHO CIIOCOOCTBOBATH
CHUKEHUIO YaCTOTHI POXKICHUS OOJBHBIX C TSHKENbIMU (opMaMu 3a00JI€BaHUS.
[lepBuuyHasi nUarHOCTHKAa TYOEpPO3HOTO CKJIEpO3a JIOJDKHA OCYIIECTBISATHCS
neguaTpaMu, MoAPOCTKOBBIMU BpauyaMy, Y4aCTKOBBIMH BpayaMH M Bpadamu oO1en
MPaKTUKU (CEMEMHBIMHU BpayaMu), a TAK)Ke Y3KUMH CIIeIIUaIucTaMu (HEBPOJIOTaMH,
JepMarosioramMu, o(@TaJbMoJIoraMy, XUPYypraMu, CTOMATOJIOTaMH) B Mpollecce
JTUHAMAYECKOTO JTUCIIAHCEPHOTO 0OCITY)KUBAaHUS HaceleHus. BaKHO TOMHUTH, YTO
MPOIIECC PA3BUTHSI KIMHUYECKOW CUMITTOMATHUKH TYOEPO3HOTO CKIIepO3a SBISETCS
JTAHAMHAYECKHM, IIO3TOMY Ba)XHa MPEEMCTBEHHOCTh MEXAY CIEHUATUCTaAMU
pazTuIHOTO MPOGUIIS U CBOEBPEMEHHOE MTPOBEACHIE KOMIUIEKCA TOTTOJTHUTEIILHBIX
METOJI0B IMAaTHOCTUKH, BKJIOUAsi COBpeMEHHbIE MeTO Ikl Bu3yanuzanuu — KT/MPT
rojIoBHOro Mo3ra 1 Y3 opranoB OproiiHOM MOJIOCTH, MMOYEK.
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