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MDXAUCLUUNNIHAPHI MPOBNEMU

orndaa

Peanuu u nepcnexmusbl NEYEHUS
guaGemuyeckoii nonuneiiponamuu

peaynpexpaeHue U CBOeBPEMEHHAS PALMOHANbHASA TEPANUS OCNIOXXHEHUM CAXAPHOro
Aavabera (CAl) aBnaI0TCS NPUOPUTETHBIMM 3A4A4AMU COBPEMEHHOW SHAOKPUHOJIOTUM.
Co6cTBEHHBIM BUAEHMEM NOAXOAOB K NeyeHuio auabeTnueckoi nonuHeiponarum (AMH)
C HOLUMM KOPPECNOHAEHTOM NOAENUIIUCL BeAyLiMe OTEeYECTBEHHDbIW U 3apy6eiKHbIN
cneuuanuctbl B 06nacrtu snpokpuHonorum — Bopuc Hukutnuy ManokoBckuii u [oH 3urnep.

3aboneBaemocth CJII M BO3-
MOXHOCTHU Tepanuu JAaHHOTO CO-
CTOSTHMSI B YCIOBUSIX Halllelt cTpa-
Hbl CTaqu TeMoil Oecelnbl ¢ 4Jje-
HOM-KoppecnonaenTom Hanumo-
HAJIbHOM aKaJeMUM MeJIMIHHCKHX
HayK YKpauHbl, 3aBelylOHIMM Ka-
tdenpoit amaderonornn Hanwmo-
HAJIbHOH MeJMIMHCKON aKaaeMuu
NOCJeTUNIOMHOTO 00pa30BaHuUs
um. II.JI. IMynuka (r. Kues),
JOKTOPOM MeIUMUUHCKUX HayK, mpocdeccopom Bopucom
Hukuruuem MaHbKOBCKHUM.

Bopuc Huknty, pacckaxkute, noxajyiicTa, HACKOJIb-
KO Cepbe3HOii 1151 KuTeiell YKpauHsbl sBJsieTcs npoo.ie-
ma 3a6oaeanus CII.

— CJI aBnsieTcs riio0ajbHOM Mpo0OJIeMOil B MEIULIMH-
CKO#l cdepe He TOJNBKO YKpaumHBbI, HO M OOJBIIMHCTBA
CTpaH MMpa, aAKTYaJbHOCTb KOTOPOW MOBBIIIAETCS C
KaxabiM rogoM. CeromaHsi MOXHO ¢ YBEPEHHOCTbIO TOBO-
pUTH O TOM, 4TO pacnpoctpaHeHHocTb CJII mpuobpena
xapakTep snumemMun. CorjacHO MOCIEIHUM JTaHHBIM,
B MUpE€ HacUUThIBaeTCsI 0Koo 382 MiH 0oabpHBIX CJI,
a, 10 MpeIBapuUTEIbHBIM OlLIEHKAaM 3KCIepToB, K 2025 .
MX KOJIMYECTBO YBeAMUUTCH 10 592 muiH. BaxHo oTMe-
TUTh, 4YTO onacHocTb C/] 00ycioBlieHa HEe TOJBKO BbICO-
KOIi 4aCTOTOM BCTpeYaeMOCTHU ITOTO 3a00eBaHUsl, HO U
TSIXKEJIbIMU OCJIOKHEHUSIMU CO CTOPOHBI Pa3HbIX OPTaHOB
M CUCTEM, aCCOUMUPOBAHHBIMU C HEOJIArOMPUSTHBIM
tegeHneMm CJI.

— CJ1 accouuupyercsi ¢ MaKpo- U MUKPOCOCYAUCTHI-
MU TMOpPaxXeHUIMU pa3UvYHbIX OPraHoB, Haubojee Ts-
JKEJIBIMU TIOCJEACTBUSIMU KOTOPBIX SIBISIIOTCS ClIeTioTa,
rnmoyeyHasi HEIOCTAaTOYHOCTh, MH(APKT MUOKapaa, UH-
CYJIbT, a TaKXe TMOBBIIIEHUE YPOBHSI KapaAMOBACKYJIsIpP-
HOM cMepTHOCTHU B 1eJoM. Oco60oro BHUMaHUs 3aciy-
XMBaeT TakKoe pacrnpocTpaHeHHoe ochoxHeHue ClI,
kak JIITH, xoTopast He TOJBKO CYIIECTBEHHO yXyJIIlIaeT
KauyecTBO XWU3HU OOJbHBIX, HO MU MOXET MPUBOAUTH K
Pa3BUTUIO CUHIPOMA NMA0ETUYECKOI CTOTbI, JIEXAIeTro
B OCHOBE TOBBILIEHUS] PUCKa aMIyTallMd HUXHEH KO-
HEYHOCTHU.

Ha cerognsnuii nens AITH nuarHoctupyercs y Kax-
noro Broporo namuenTa ¢ CII, a y mMoJOBUHBI U3 3TON KO-
ropThl 00IbHBIX pa3BuBaercs 0ojesas dopma IITH. Crne-
IyeT OTMETUTh, uTo 0e30o0seBoii BapuaHT JAIIH sBasercs
He MeHee OMaCHbIM, MOCKOJbKY MallMeHThl JJIUTEIbHOE
BpeMsl He MOA03PeBalOT O Pa3BUTUM JAHHOTO OCJIOXHE-
HUS, @ HAIMYKME Y HUX CHUKEHUS TeMIlepaTypHOil, BUbpa-
LIMOHHOM, TaKTWJIbHOW M 00JIeBOH UYyBCTBUTEJIbHOCTHU
MPUBOIUT K MEHbILEH BEPOITHOCTU TPABMUPOBATh HUXK-
HUE KOHEYHOCTU M K MO3AHEMY BbISIBJICHUIO MOCAEACTBUI
TaKMX TOBpeXAeHUIi. B uTore co3matorcs 6JaronpusiTHbIe
yCJIOBUS [IJ11 00pa3oBaHUs SI3B U CUHApPOMA JuadeTudec-
KOW CTOITHI.

Kakue ocioxuenus CJI otmevyaoTcd Hanodoee 4acTo
M K YeMy OHU MOTYT NPUBECTH?

K yemy He00X01MMO CTPEMHUTHCS B JIeYeHHH 0O0JIbHBIX

ca?

— CoBpeMeHHBII TOaX01 K BeAeHUo nmauueHToB ¢ CJI
HaIlpaBJeH B MEPBYIO ouepelb Ha obecreyeHrne KOMIEH-
calny TeueHus 3a060JeBaHUs. DTO MOApa3yMeBaeT JOCTU-
JKeHUEe 1EeJIeBbIX YPOBHEM TJIIOKO3bI KPOBM, IJIsI TOTO
YTOOBI MaKCUMaJbHO MPUOIU3UTH UX K TAKOBBIM Y 310-
POBBIX JIUI, KOHTPOJS Hal YPOBHSIMHM apTepUalbHOTO

NABJICHUS, MOKA3aTeJsIMUA JUIIMAHOTO CIEKTpa KPOBU,
a TakXe CBOEBPEMEHHYIO KOPPEKILHNIO pa3dBUBAIOIIUXCS
OCJIOXKHEHU.

— ApceHasl JIeKapCTBEHHBIX CPEACTB, MPUMEHSEMBbIX
ceronHs y 6onbHbiX CJI 2 Tumna, KpaiiHe BeIUK. DTO 00-
YCJIOBJIEHO HEOOXOAMMOCTbIO BJAUSIHUS HA Pa3IMYHbIE 3BE-
HbSl TTaTOTeHe3a MTaHHOTO 3abojeBaHMS. B yacTHOCTH,
CHMXXeHWEe KOHLEHTPALIMU TJIOKO3bl B KPOBU TOCTUTAETCS
MyTeM TMPUMEHEHUS TPernapaTtoB, KOTOPbie YMEHBIIAIOT
BBIPAXKEHHOCTh WHCYJIUHOPE3UCTEHTHOCTU (MeTHOpPMHU-
Ha) WM TIOBBIIIAIOT BBIPAOOTKY MHCYJIMHA [B-KieTKaMu
MOMXKETYA0YHON XeJe3bl (MPOU3BOAHBIX CYIb(MOHUIMO-
yeBUHBI). DGGEKTUBHOCTh 3TUX TPYII JIEKAPCTBEHHBIX
CPe/ICTB J0Ka3aHa B XOl€ PaHIOMU3UPOBAHHBIX KIMHM-
YECKUX MCCeNOBaHUI, MU Ha CETOAHSIIIHUI OeHb OHU
BKJIIOYEHBI B PEKOMEHAALMU TIO JICYEHUIO TMAllMEHTOB C
CJl 2 Tuna Bo Bcex cTpaHax Mupa. Kpome runoriamkemu-
yeckux TpernaparoB, 6onbHbie C/1 2 THMa MOIXKHBI TTOTY-
YaTh JIEKAPCTBEHHBIC CPEICTBA, 00SCTIEUNBAIOIINE HOPMAJTH-
3aIIMI0 JIMTTAIHOTO COCTaBa KPOBU (CTATWHBI), CHUKAIOIIINE
YPOBEHb apTepUaTbHOTO AABJICHUS, a TaKXe pa3TUIHbBIC
npenaparbl Uil Koppekuuun ocioxHenuit CJI 1, B vact-
HOCTH, OIHOTO M3 HamboJiee PAacIpOCTPaHEHHBIX Cpeau
Hux — JAITH. JleueHue HeliponaTUu IpexXae BCero HaIpaB-
JIEHO Ha YMEHbIIIEHHWEe BhIPaXKEHHOCTH 00JIEBOTO CUHIpOMa
U yCTpaHeHUe Pa3BUBAIOLIETOCS HEBPOJIOTMUECKOTO aedu-
uurta. Ha cerogHsilHui 1eHb yoenuTeabHbIe 10Ka3aTelb-
ctBa 3 deKTUBHOCTU M Oe3omacHoctu Tepanuu IITH
MOJYYEeHbI B OTHOILLIEHUM JIEKAPCTBEHHBIX CPEACTB HA OC-
HOBE O,-JIMMTOEBOW KHUCJIOTHI W Mpernapata AKTOBErWH,
KOTOPBI XOPOIIIO 3apeKOMEHIOBAN ce0sT B XOIe MHOTO-
IIEHTPOBOTO PAaHIOMU3WPOBAHHOTO JBOWHOIO CIEIOTO
1aiedo KOHTPOJIUPYEMOTO UCCAEA0BAHUS (ETO PE3YJib-
TaThl ObUTM onyoaukoBaHbl D. Ziegler B 2009 r.). Xouert-
csl BEpUTb, YTO Oyiaromapsl BHEIPEHUIO HOBBIX METOIMK
JIeYeHUsl yKe B HelajJeKoM OynylieM HaM yaacTcs H0-
OMTHLCS TOrO, YTO MPOJOJKUTEIBHOCTh U 00pa3 KU3HU
nauueHToB ¢ CII 6yAyT COOTBETCTBOBATH TAKOBBIM Y 3[10-
POBBIX JIML, a B OTHAJCHHOW MepCHeKTUBE TMOSIBUTCS
BO3MOXHOCTb PaJiMKaJIbHOI'O U3JIEYEHUS OT ITOTO TSIXKE-
Jloro 3abosieBaHusl.

Kaxkue npenapaTbl HCTIOIb3YIOTCS AJIsA JIeUeHHs TAIHU-
enToB ¢ CJI 2 Tuna?

OTBeyass Ha BOITPOCHI HAIICTro
KoppecToHneHTa, wieH KopoJes-
CKOTro KoJulemka Bpaveil (r. Daun-
Ooypr, BenukoOpuranusi), npodec-
COp BHYTPEHHeil MeJMUHUHbI M 3a-
MeCTHUTeJb JTUPEKTOpa OTAeja
MeTaboJuYeCKUX 3a00JeBaHMId,
PYKOBOJMTEb IPYNNbl KIMHHYEC-
KHX MccienoBanuii npu Mucturyre
KJIMHHYECKOi IMa0eTo/IOrTHH He-
MeLKOro IieHTpa quadera B ynuBepcurere uM. I'enpuxa leitne
(Tepmanusi), noKTOp MeauuuHCKUX Hayk J[on 3urmep Koc-
HYJICSI BOITPOCA aKTyaJbHBIX MUPOBBIX TCHICHIIMIA B Tepa-
mmuu ocioxkHeHuit CJI.

— Ha wmoii B3msin, CJI aBisieTcsi olHUM M3 Haubouiee
CJIOXXHBIX BOIIPOCOB B COBPEMEHHOM MEAMIIMHCKOM MpaK-
THUKE, MOCKOJIbKY PacrpOCTpaHEHHOCTh (haKTOPOB pUCKa,
0COOEHHO OXHPEHMSs, MPOIOJXKAET YBEIWUYUBATHCSA B
EBpone u npyrux peruoHax mupa. [lo cytu, ceromaHsi Mbl
“MeeM JeJI0 ¢ anuaeMueil nuadera, 1 KOJUYECTBO HOBBIX
ciyyaeB 3a00JjeBaHMST OyneT yBeJIWYMBATHCS BCIEICTBUE

Hackosnbko akryansha npo6aema CJI nyis HaceseHus
Esponbi?

HEMpaBUJIBHOTO 00pa3a XKW3HW — HU3KOW (BU3MUECKOi
AKTUBHOCTH, HEPAITMOHAIBHOTO TTUTAHUS M T. II.

Kakmne ocnoxuenus CJI HanboJee 9acTo BCTpeyaoTes
B KJIMHMYeCcKoii mpakTnke? B yem omacuocts JIITH?

— 3nauuMocTh Tipobaembl CII oOycioBieHa TeM, 4TO
9T0 3a00JeBaHUE MPUBOIUT K TSKEJIBIM OCIOXHEHUSIM,
JUISI JIEYEHUsI KOTOPBIX TPeOYIOTCsl HOBBIE, Oosee 3 dek-
TuBHBbIE MeTobl. Kak nsBectHo, CJI MOXET BBI3bIBATh 1B
TUIA OCJIOXHEHUI: MUKPOBACKYJISIDHBIE, TaKUe KaK Jua-
OeTuyeckast Helipo- M HedpomaTus, U MaKpOBaCKYJISIP-
Hble, K KOTOPbIM OTHOCSTCSI NHabeThyeckasi peTHHoma-
TS, MHMpapKT MUoOKapaa U UHCYJbT. [Auabetnyeckas pe-
TUHOTIATHS, BEPOSITHO, SIBJISIETCSI €MMHCTBEHHBIM CIELIU-
puyeckuM OCIOXHEHUEM 3abojieBaHMS, B TO BpeMsl Kak
JIpyTHe OCIOXHEHUs, B YaCTHOCTU He(po- 1 HelipomaTus,
MOTYT Pa3BUBATLCSA W TPU APYTUX TMATOJOTHUSIX, KOTOPHIE
HeoOX0aMMO UCKJIouaTh y naueHToB ¢ CI. B cBolo oue-
pellb, MAKPOCOCYAUCTbIE OCIOXHEHUS MOTYT OBbITh 00-
YCIOBJIEHBI KapAMOBACKYISIpHBIMU (pakTOpaMu pucka,
K KoTopbiM oTHOcutcst U CII. Tsxxenbim nocneacteueM CJI
TakxkKe SBISIETCS CUHAPOM AMAOETUYECKON CTOIbI, KOTO-
pbIit acCOLMUPYETCS C MOBBILIEHHON CMEPTHOCTBIO U 3HA-
YUTEJIbHBIM YBEJIMUEHUEM 3aTpaT Ha JieueHue MalMeHToB,
B T. Y. B CBSI3U C HEOOXOAMMOCTBIO rocnuTanusanuu. [pu
HealeKBaTHOM JIEYEHUU WM HAJUYMU JIPYTUX Hapylle-
HUI, TaKUX KakK MHGUIMPOBaHHbIe 513Bbl U cTomna Lllapko
(rmy0oKre U3MEeHEeHUsI KOCTeH CTOTbI, 3a4acTylo TpeOyto-
mye creiu@uIecKux MeToI0B JeUeHUs — UMMOOUIN3a-
UMW U Jp.), MOXET BOZHUKHYThb MOTPEOHOCTh B aMITyTa-

LMY CTOTIBI.
l Pacckaxkute o0 COBpeMEHHBIX MeTOAX JeYeHUS

JITH. Kakune U3 HUX NPOAEMOHCTPHUPOBAIN HAUOOJIb-
myo 3¢deKTUBHOCTh U 0€30MACHOCTh B X0/Ie KIMHUYECKHX
ucciaeaoBanuii?

— Bce monxoast K teuenuto JIITH ycnoBHO MokHO pasne-
JIUTh Ha TpU Tpynmbl. basucHas Tepanus BKITIOYaeT KOHT-
POJIb TTIMKEMUH 1 (haKTOPOB KapAMOBACKY/ISIPHOTO PUCKA —
ToIep>XaHue YPOBHS TIMKO3MIMPOBAHHOTO TeMOTIIO0MHA
(HbA,.) B LIeieBOM auara3oHe, HOpMaau3alnio MacChl Te-
Jla, YPOBHSI apTepUaIbHOIO NaBJIeHUS U JIUITUIHOTO COCTa-
Ba KpoBU. B cBolo ouepenb, cuMnToMaTudeckasl Teparnusi He
HU3MEHsIeT eCTeCTBEHHOEe TeUeHUe TAaHHOTO OCIOXHEHMST —
OHa HampapjieHa Ha YMeHblleHWe 00JM U yJIydlleHHUe Ka-
YyecTBa XU3HU MalueHToB. OCHOBHBIMU CUMITTOMATHYE-
CKUMM CPEJICTBAMMU SIBJISIIOTCS MperapaThl ¢ aHAITeTUIECKON
AKTUBHOCTbBIO, MPEACTABUTEIN KOTOPbIX OTHOCSTCS K KJlaccy
AHTUIETIPECCAHTOB, AHTUKOHBYJILCAHTOB U OMMOUIOB.

[TaToreHeTnyecKasr Tepamusl HarpaB/ieHa Ha OCHOBHBIC
3BeHbs1 naroreHesa JITH u mpemycmaTpuBaeT HECKOIbKO
MOAXOM0B. AHTUOKCUIAHTBI CHUXKAIOT OKMCIUTEIbHBIN
CTpPeCcC, YMEHbBINAIT HEBPOJOTUIECKYIO MUCOHYHKIIHIO,
YAY4YIIal0T CUMIITOMBI JAHHOTO 3a00JI€BaHUSI U CIIOCOOHBI
3aMeUTUTh MPOrpeccupoBaHue HEHPOMaTUMU B JOJTOCPOY-
HoIt nmepcrekTuBe. K 3Toll rpyIme mpernapaTtoB OTHOCSTCS
O-7TUIOeBasl KUCA0Ta U AKTOBETMH — JEMPOTEMHU3UPO-
BaHHBIN yABTpaUIBTPAT KPOBU TEJSIT, KOTOPBIN MoKazal
MoJioXuTeNbHbIe pe3ybTatel pu AITH (mo maHHbIM Kiu-
HUYECKUX McCaeI0BaHU ocaenHux jeT). OCHOBHBIM Me-
XaHU3MOM JEUCTBUSI AKTOBETMHA SIBJISIETCS YMEHbILIEHUE
OKHUCJIUTEJIBHOIO cTpecca INMyTeM WHTUOMPOBAHUS TO-
mu(Ad®P-pubo3a)-momumepassl (PARP) — dpepmenTa, mpu-
HUMAIOIIETO YIaCcTHEe B Pa3BUTUHM OKUCIUTETHLHBIX TTOBPEK-
nenuii. [IpoBeqeHHbIE MCCIEIOBAHUS CBUAETEIBCTBYIOT O
TOM, YTO MTPUMEHEHNEe AKTOBETHHA YMEHBIIIAeT CUMITTOMBI
HeBpOMaTuu, yaydlaeT (pYHKIHUIO HepBa MPU OTCYTCTBUU
3HAUUTEJIbHBIX MTOOOUYHBIX 3(PEKTOB, a TaKXKe CII0COOCT-
BYeT CHUXXEHUIO pUCKa rMOeau HepBHBIX BOJOKOH. Hako-
Hell, B MaTOreHeTUYECKOM JIEYEHUN MCMOJIb3YIOTCS MPOU3-
BOIHbIC TUaMMUHA (BUTaMuH B;), Takue kak OeHdOTHAMUH,
JUISL KOTOPbIX BO MHOTIMX KJMHWYECKHX MCCJIEI0BAHUSIX
ObLIO MPONEMOHCTPUPOBAHO YMEHBIIEHUWE CUMITOMOB
ATTH u ynydiiieHrMe HEpBHOW MPOBOJUMOCTH.

Moarotosun AHTOH lMpoiigak
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