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Onpenesienue

bonesnv Bunvcona-Konosanosa (wnu remnarouepedpanbHas AUCTpodusi) - peaKoe
HACIIEJICTBEHHOE 3a00JIeBaHHWE, B OCHOBE KOTOPOIO JIKUT T'E€HETUYECKHU
00yCJIOBJICHHOE HapyllleHHe OOMEHa MeJau C U30BITOUHBIM €€ HaKOIUICHHUEM
NPEUMYIIECTBEHHO B MeYeHU U HepBHOM cucteme. Onucano B 1883 r. Becrdanem
u B 1912 r. Bunsconom. Tepmun «remnaronepeOpanbHas I1ucTpodusy MpeioKeH
H.B.KonoBanoBbIM.

IJTHOJIOTHS M NIATOIeHe3.

B ocHOBe J€XKUT ayTOCOMHO-PEIIECCMBHOE HACJIEJACTBEHHOE HapyIIeHUE
MeTa0onM3Ma Meau; TeH pacrlojioKeH B JUIMHHOM dYacTh XpoMocoMmbl 13.
PacnipocTtpaneHHOCTh B pa3fMYHBIX peruoHax mupa B cpeaHem 1:30000 mpu
YaCTOTE IeTePO3UTrOTHOTO HOCUTENBCTBA 0KOJIO 1 %.

[lepBoHauanbHO T€H AKCIPECCUPYETCS B MEYECHH, Moukax, ruiarneHte. [Ipoaykr
reHa TMpeacTaBisieT co0oil kaTHoHTpaHcnoptupytommii P-tun  ATdazHoro
nporenHa. CreacTBUEM TE€HETHYECKOro AedeKTa SBIISICTCS Pa3IUYHON CTENCeHU
BBIPOKEHHOCTH HapylieHHue (YHKIIUA BHYTPUKIECTOYHOTO TPAHCIIOPTa MEIU. DTO
BEJIET K CHMIKEHUIO SKCKPEIIMH MU C KETUbl0 U HAKOTUICHUIO €€ B TemaTolUTaX.

C mumedt B cyTku mocrtymnaer 2-5 mr meau. OHa BcachIBaeTCs B KHUIIEYHUKE,
NOCTYIMAeT B II€YEHb, TIJI€ CBA3BIBAETCA C CHHTE3UPYEMBIM IIE€YEHBIO
HEPYJIOIJIa3MUHOM,  IUPKYJIHPYET B  CBHIBOPOTKE  KPOBH, H30HpaTEIBHO
3aXBaThIBAETCSA OPraHAMU U SKCKPETUPYETCS C KETUBIO.

B HOpMe sKkckpeuus Meau ¢ Kelublo 2 MI' B CyTKW, mpu Oose3nu Bunbcona-
KonoBanioBa - Tonbko 0.2-0.4 Mr, 4To MPUBOAUT K MOBBILIEHHOMY HAKOILICHHIO
M€Y B OPTaHU3ME.

Bxirouenne meaum B LEpYJIOIJIa3MUH MPOUCXOAUT B amnmaparte ['oiapaxu mpu
y4yacTUM TeHa remarorepeOpanbHoi nuctpoduu. HesHauurtenbHas 4YacTb Meau
HaXOAMUTCS B KPOBU B MOHU3WPOBAHHOU (opMe B BUAE JIAOMIBHOTO KOMILIEKCA C
aMbOYMUHOM U BBIJICTISIETCSL C MOYOH.

[Tpu Gone3nn Bunbcona-KonoBanoBa yBenuueHa abcopOIuss MEAN B KUIIICUHHKE,
CHUKEHA S3KCKpeluusi Meau ¢ Kemuyblo. CHUKEHHE SKCKPEIUU MEIU CBS3aHO C
nedeKToM TeHa TemnarolepeOpanbHOl AUCTPOPUHU, OMPENETSIONIET0 TPAHCIOPT
Meau B anmapar ['onbIKM U TOCIENYIOIIEE BBIICICHUE JTU30COMAMHU B KETYb.
HapymaeTcst nporecc BKIIOYEHUS MEAU B Liepyiomia3MuH. M3-3a HEA0CTaTOUYHOTO
UCIIOJIb30BAHUS MEAM MPOUCXOJIUT €€ NEMOHUPOBAHUE B MEUYEHHU, MO3re, MOYKax,
poroBuiie. JlemoHupoBaHHAsE B NEYEHU MEAb BTOPUYHO HMHTHUOUPYET CHHTE3
epyJionia3MuHa.

VYpoBeHb lLiepyoMIa3MUHa B CHIBOPOTKE KPOBU MMEET JAUATHOCTHYECKOE, HO HE
naToreHeTH4eckoe 3HaueHue. Y 5 % OONBHBIX OIpEAenseTcs HOPMaTbHBIN
ypOBEHb lLiepyiomiasMuHa. [Ipu Ouoncum medeHu y TakuX OOJBHBIX HUMEETCs
M30BITOYHOE KOJMYECTBO MEJH, TAKKE YBEIIMUMUBACTCS COJIEPKAHUE MEU B KPOBU
Y TKAHSX, BbIJICJICHHE €€ C MOYOH.

Menb, ABISISICH TPOOKCUAAHTOM, OKA3bIBAET TOKCUYECKOE JEUCTBUE HA OPraHU3M.
E€ nHakomieHue BeAeT K MOBBIIIEHHONW MPOIYKIHMH CBOOOJHBIX THIPOKCHIBHBIX
panukanoB. Ilpu obGcnenoBanmu OONBHBIX OoJie3Hbl0 Bunbcona-KonoBanmoBa u



KUBOTHBIX C OKCIEPUMEHTAJIIBHOW NEPErpy3Kod Menpl0 B ILIa3ME KPOBHU
ONpENENAECTCS CHWKEHHE YPOBHA BUTaMHMHA E, yBenMdeHHE HHPKYJIUPYIOIIUX
IIPOAYKTOB IIEPEKUCHOTO OKHCIICHUS JIMIIMJIOB, B IIEYEHW CHWKEHBl YPOBHU
BOCCTAaHOBJIEHHOI'O IJTyTaTUOHA M BUTaMuHa E.

MMUTOXOHIpUH TIEYEHH SIBISIOTCS MHUIICHSIMH JEUCTBUS OKCUAAHTOB. Hapyiienue
JBIXaTEJIbHON LIENU ¥ CHUYKEHHE aKTUBHOCTU HUTOXpOM-C-0KCHIa3bl yBETUYUBAET
OPOAYKIUIO CBOOOJHBIX pPaJMKaIOB Onarojaps yTE€YKe OJJIEKTPOHOB U3
NbIXaTeIbHOM 1ICTIN.

CBoOonHast Menb, HaKalJIMBasACh B TKaHsX, Onokupyer SH-rpynmbl ¢hepMeHTOB,
YYacTBYIOIIUX B OKHCIIUTEIbHO-BOCCTAHOBUTEIBHBIX PEAKIUAX. DTO NPUBOIUT K
HHEPreTUYecKOMY roJIoIaHUI0, K KOTopoMy HambOosee yyBctBuTenbHa [THC.

B navasie 3a0osieBanusi, Korja KJIMHAYECKHE MpHU3HAKU OTCYTCTBYIOT (I cranus),
MeJlb HaKaIlJIMBAae€TCs B LMTO30JI€ NMEYEHOYHBIX KIETOK. Menap, cBa3aHHas ¢ SH-
IPYIIIAMU  LUTO30JbHBIX NPOTEUHOB, 3aTPyAHSET CEKPELUMI0 TenaToluTaMu
0esIkoB W TpuriMiepuoB. Hactymaer creaTo3 renaTolMTOB U MOSBICHHUE TENell
Mamnnopu.

Bo II craguun menp nepepacrpenensercs U3 UUTO30J B JIM30COMBI MeaTOLUTOB.
Yacth moctymnaer B KpoBb. B CBsi3M ¢ HHM3KOM crenM(PUUECKON aKTUBHOCTHIO
JAU30COM  OuWMapHas dAKCKpelus MeAM TMOHWXaeTcs. Meab  BBI3BIBACT
[NEPEOKUCIICEHNE JIMIUAOB U TOBPEXKIEHUE JIM30COMAJIBHBIX MeMOpaH ¢
IOCJIEAYIOIIMM  BBIXOJOM  BPEAHBIX  KHUCIBIX THAPOJIa3 B  LUTOILIA3MY.
Habmronatorcss HEKpo3 TIemaTolUTOB, pPa3BUTHE XPOHUYECKOrO TemaTura Hu
TEMOJIMTUYECKON aHEMUH.

B 1II cranum ycmieHHOE HAKOIUIEHME MEIU B MEUEHU MPUBOIUT K (uOpo3y M
uuppo3y. IloBbIIEHHOE HAKOIUIEHWE MEAW B TOJIOBHOM MO3r€, pOTOBHIIE,
JUCTAJbHBIX OTAEJAaX ITOYECYHBIX KAHAJBLIEB NPUBOJMUT K Pa3BEPHYTOW KapTHHE
00s1e3HMU.

Mopddoaorus.

B nmeuenouHodt TkaHM HAOMIOMAIOTCS JKUpPOBask JTUCTPO(US TeMaToIUTOB,
IIEPUIIOPTAJIbHBIN bubpo3, cyOMacCUBHbIE HEKPO3bI rernaToluTOB,
MaKpOHOIYIJIISIPHBINA MUPPo3. B moukax - xupoBas u ruponuueckas TucTpodus ¢
OTJIO)KEHUEM MEJIU B IPOKCHUMAJIbHBIX KaHAJIbLIAX.

Kinvauveckue nposiBjaeHusI.
IleyeHOUYHBIE

K nedeHOYHBIM NPOSIBICHUSIM OTHOCAT LHUPPO3 MEUYEHU, XPOHUUECKHN AKTUBHBIN
renatut, QyJIbMUHAHTHAS IEYEHOYHAs! HEIOCTATOYHOCTb.

Ha navanbHOW cTaguu W3MEHEHHsS B TIE€YEHU HeCHEUU(PUUYECKHE - MEJIKO- U
CpelHEKarnelbHasi KUpoBasg AUCTPO(Us, HEKPO3bl EAMHUYHBIX TEMaTOLMTOB,
nepunopTalibHbiil puodpo3. Jlanee pa3BuUBaeTCs KIMHUKA XPOHHMYECKOTO TrenaTuTa
BBICOKOM CTENEHH aKTUBHOCTH C KEITYXOH, BHICOKMM YPOBHEM aMUHOTpaHcdepas,



runeprammariooynuHemueit. [lpm nporpeccupoBaHuM - LUPPO3 TEUEHU C
[IOPTaJbHOU TMIIEPTEH3UEH U IICYCHOYHOKIETOYHOU HEJOCTATOYHOCTBIO.
@OynpMUHAHTHAs TEYEHOYHAss HEJAOCTAaTOYHOCTh - PEAKOE  IPOSIBICHHE
renaTtouepeopanbHoil qucTpoduu. PazpuBaeTcs y MOAPOCTKOB U MOJIOABIX JIOJEH.
XapakTepHble ~ TNpuU3HaKW,  no3Bojsonme  auddepeHmuporate €€ ¢
(yIbMUHAHTHBIM TEMAaTUTOM BHUPYCHOM OSTHOJIOTMM: HEOOJIbLIOE MOBBIIICHUE
aKTUBHOCTH TpaHcaMuHa3 (c mpeoOiamaHueM mnoBbiieHUss akTUBHOCTH ACT),
HU3KUI ypoBEeHb IIeo4HON (ocdaraspl, KpallHe HU3KUH ypOBEHb albOyMHHA B
CBIBOPOTKE KPOBH, BBICOKHI YpPOBEHb NpPSIMOr0 M HENPAMOro OWiIMpyOHHa
(BHYTPUCOCYJUCTBIM TeMOJIM3), TEeMOITIOOMHYPHS, BBICOKMH YypOBEHb MEIU B
CBIBOPOTKE T€UYeHH M €€ DdKCKpeuuu ¢ Moyod. Yacto compoBoxkaaercs
reMOJIMTUYECKON aHeMUel, CBI3aHHOW C MAaCCHUBHBIM BBICBOOOXKICHHEM MEIU U3
NEYEHH.

CymectByer abnoMmunansHas opma Kepapa - nmopaxenue neyeHu mnpeodiiagaet
HA BCEM TPOTSHKEHMHM OOJNE3HM U PaHO  OCJIOXKHAETCS  MEeYEHOYHOM
HEJ0CTaTOYHOCThI0. B 1e0ioTe — pa3BuUTHE OTEYHO-aCIUTUYECKOTO CHUHApPOMA,
CTENEHb BBIPAKEHHOCTH KOTOPOTO HE COOTBETCTBYET BBIPAXKEHHOCTH IPYTHX
NPU3HAKOB MOPTAJIbHOW rumnepTeH3uu. [locTosHHOEe Hamuyue  OOJBIIOro
KOJIMYECTBA HECBSI3AHHOW MEJIM B CHIBOPOTKE KPOBH M MOBBIIEHHOE OTJIOKEHHE €€
HE TOJIBKO B IIEYEHHW, HO M B JPYIMX OpraHax NPUBOJUT K IOBPEKICHUIO
rOJIOBHOT'O MO3T'a, POTOBUILBI, I0YEK, CKEJIETA, TEMOJIN3Y SPUTPOLIUTOB.

Hespouornueckue

K HeBposornyeckum mposiBICHUSM OTHOCST IKCTpanupaMUIHbIE, IiepeOeUIsipHbIE,
nceB00yIb0apHbIE HAPYIICHUS, CYI0POKHBIC TIPHUTIAIKH.

JIBe ocHOBHBIE (OpMBI 3a00J€BaHUS - PUTHIHO-APUTMOTUIIEPKUHETUYECKAS, WIIN
paHHAs, U APOXKATEIbHAas - 3HAYMUTENBHO Pa3JIMYalOTCS MO CBOMM KIMHUYECKUM
nposiBiieHusM. [lepBast xapaktepusyercs ObICTPBIM pa3BUTHEM OOIICH PUTHIHOCTH
U HAIWYUEM HEPUTMHUYHBIX THUIEPKUHE30B ATETOUIHOIO WM TOPCHUOHHO-
CIACTUYECKOr0 XapakTepa. PUTMAHOCTh pacpOCTpaHSAETCS Ha MBIIIILBI TYJOBHUIIA,
KOHEYHOCTE W Ha MBIIIIbI, YYaCTBYIOUIME B TJOTAHUU U PEUYEBOM aKTE.
Otmevarorcss amumusi, aucdarusi, nu3aptpus. [loxonka CTaHOBUTCS CKOBaHHOM,
MOJINPBITUBAIONICH. PUTHAHOCTH MBI MOXET MPUCTYIMOOOpPA3HO YCHIIMBATHCS,
O0COOEHHO B CBSI3W C TMPOMW3BOJBHBIMHU JBW)KCHHSIMU W TIOJ] BIMSHHEM SMOIUH.
BonpHBIE YacTO 3aCTHIBAIOT B CaMbIX HEYAOOHBIX MO3aX. B AuCTanmbpHBIX OTHENax
KOHEYHOCTEH HEpeaKo 00pa3yroTcsi KOHTpakTypbl. HapacTaromas pUTrHAHOCTD
OBICTPO TPUBOAWT K TIOMHOM 00€3NBMKEHHOCTH. JTa (dopma 3a0o0seBaHUS
HAa4YMHAETCSA B JIETCKOM BO3pacTe - oT 7 1o 15 ner. BucuepanbHbie paccTporcTBa
MOTYT IpPOSIBISITBCS paHbllle - B Bo3pacte 3-5 ser. Kak mpaBuio, BbIpaKeHbI
MPU3HAKU [M€YEHOYHOM NATOJOTHH, KOTOPBIE YacTO MPEAIIECTBYIOT Pa3BUTHIO
HEBPOJIOTUYECKON CUMIITOMATUKH.

DIeKCOPHO-IKCTEH30pHBIA Tpemop. Ero BbeIpakeHHOCTH KoyieOJeTCs OT e/Ba
3aMETHOr0 JpOKaHUSI PYK 0 TPEMOpa BCEro Teia. IpeMop yCHIMBAETCs IpHU
BOJIHEHUU U LIEJICHATIPABICHHBIX IEUCTBUAX. ¥ MEPEHHBIN TpeMOp y psifia OOJbHBIX



MOXET UMETh aKIEHT Ha OJHOW cTopoHe. TpeMop manblEeB BBITSHYTHIX PYK
TUMUYHBIN, «ITOPXAFOLIAN.

MplmieyHasi IUCTOHUS HAOII01aeTCsl y BceX 00bHBIX. [IposiBiIeHUs ApoKaTeIbHO-
puruaHo (HOpMbI  pa3NMYHONW BbIpaXXEHHOCTH. Omnpenensercss TUIOMUMUS,
rUnepcaiuBanus, 3aTpPyJHEHHass MOHOTOHHAasi peuYb, CHIKEHHE WHTEIICKTa.
AKUHETUKO-pUTHHAS (PopMa COMPOBOKAACTCS SPKO BBIPAXKEHHBIM PUTHTHBIM
CHUHJIPOMOM, 3aTParuBalollUM pa3JIMuHbIC TPYMIIbI MBI, B pasBepHyTOi cTaguu
BBISIBJIICTCSl TUIIEPKUHE3 MO0 THUMY «OBIOMIMUXCA KPBUIBEB», K KOTOPOMY MOTYT
OPUCOCAUHATHCS ~ WHTEHIMOHHBIA ~ KOMIIOHEHT,  Au3apTpus,  aucdarus,
MO3)K€UKOBBIE  PAcCTpPOWMCTBA, MHOKJIOHUU. be3 cnenuduueckoit Tepanuu
HapacTaHWE CUMIITOMATUKH TPUBOJUT K  BBIPAKEHHBIM  KOHTPAKTYpam,
00€3IBI’)KEHHOCTH, TPyOOH TEMEHITUH.

VY GOJBHBIX C AKCTpAMUPAMUIHON MATOJOTHEH MOTYT Pa3BUBATHCS MUPAMHUIHBIC
MOHO- M TeMurapesbl. Takue ciydyan OTHOCATCS K DKCTpaupaMHIHO-KOPKOBOMH
dbopme rematorepeOpaIbHON AUCTPOPUU, KOTOpasi OTIAUYAETCS OT APYTUX (Gopm
3HAYMUTENIPHBIM TIOPAXKEHUEM KOPBI OOJIBIIMX mMoJymiapuil. Y OOJBHBIX YacTo
OTMEYAIOTCS AMUJENTUYCCKHUE MPUNAIKA OOIIETO0 M OCOOCHHO JPKEKCOHOBCKOTO
XapakTepa, TSHKEJIoe HapyIICHUE MHTEJUICKTa C TPyOBIMU HApYIICHUSIM JIMUHOCTH.
[lcuxuueckue HapyIIeHNUsS MOTYT UMETh MECTO U Y OOJIBHBIX C APYruMH (hopMaMu
3a0oneBanusi. OHHM XapaKTepU3YIOTCS H3MEHEHHUSMU HSMOLMOHAIHLHO-BOJIEBOM
chepbl, CHIKEHHWEM ICUXMYECKOM aKTUBHOCTH M HMHTeiUiekTa. Hapsiny ¢ atum
HAOJIIOal0TCsT  ciydyau JOOpOKAYeCTBEHHOTO TEUEHHs TremnaTolepeOpanbHON
nucTpoduu, Koraa y O0JIbHBIX B TEUEHHE JIMTEIHLHOTO BPEMEHU HEBPOJIOTHYECKAs
CUMIITOMATHKa OTCYTCTBYET WJIM UMEIOTCS OYEHb JIETKUE€ CUMITOMBI, KOTOPBIE HE
HapyHIaloT UX TpynocrnocoOHocTH. Takue OoNbHBIE, KaK MPABUIIO, BBISBISIOTCS
CIy4yalHO TIpH O0OCJIeIOBAaHUM CeMeW OONBHBIX, C pa3BEPHYTOM KapTHHOM
3a00eBaHusl.

Icuxuampuueckue - HapyllieHUsT B SMOIIMOHAIILHON cepe, Mcuxo3, HaAPYLIECHUS
NOBEJICHUS, I03HABATEIBHOU JIESTEIIbHOCTH.

I'emamonocuueckue - TEMONN3, AHEMUS, TPOMOOIUTONEHUS, HAPYyLICHUS
CBEpTHIBAIONICH crcTeMbl KpOBU. Y 15 % OGONBHBIX MOTYT HAOMIOJATHCS SBICHUS
OCTPOTO BHYTPUCOCYIUCTOTO TeMOojn3a. I eMoan3 0ObIYHO BPEMEHHBIN, TPOXOIUT
CaMOCTOSITEIbHO, MPEAIIECTBYS SPKUM KIMHHUYECKUM MpPHU3HAKAM TOPaXKEHUS
NIEYEHU B TEUCHHE HECKOJIbKUX JieT. THOTIa MOXKET MPOTEKaTh OAHOBPEMEHHO C
OCTpOM TEYEHOUYHOW HEeNOCTATOYHOCThIO. [Ipeamonaraercs BiusHUE OOJBIIUX
KOJIMYECTB CBOOOTHON Me/U B TUTa3Me Ha MEMOPAHBI YPUTPOIIUTOB U TEMOTIOOUH.
lloueunvle - KaHanblEBble HApylIEHUs (YaCTHUYHBIA WM TOJHBIA CUHAPOM
daHKOHM), CHIDKEHUE KITyOOUKOBOH GuinbTpanuu, HepponuTuas.

[TopaxeHre moYeK MPOSBISAETCSA MEepUPEPUISCCKUMU OTEKaMU, MUKPOTEMaTypHeH,
HE3HAUUTENIIbHOM MPOTEUHYpUEH, TNOBBIIIEHUEM KOHIUEHTpPAUM KpeaTHUHUHA
CBIBOPOTKM KpoBU. Kak paHHUN CHMNOTOM MOKET HaOJII0JAaTbCsl Makpo- U
Mukporemarypusi. Haubonee yacto B Moue OOHApy>KUBAlOT TPEOHUH, THUPO3UH,
JIV3WH, BaJIUH, ()eHUIIATaHUH.

Ogpmanemonocuueckue - xonbo Kaiizepa-@ueiiepa, katapakta (coaepKaiiue
MeJlb OTJIOKEHHUS B KarCyJie XpyCTaINKA).



OHOOoKpuHONO2UYECKUe - aMEHOpes, CIIOHTaHHble abOPTHI, 3aJepXKa IOJOBOrO
Pa3BUTHSI, THHEKOMACTHUS, TUPCYTU3M, OKUPEHHUE, TUTIONAPATUPOUIU3M.
Cepoeuno-cocyoucmule - KapIMOMUONIATHUS, APUTMHUSL.

Mbuiweuno-cxenemuule - OCTEOMASIIMS, OCTEONOPO3, APTPONATHUS, APTPAITUH.
Kenyoouno-xuwieunvle - X0JIEIUTHA3, TAHKPEATUT, CIIOHTAHHBIA OaKTepUaIbHBIN
HEPUTOHUT.

Jlepmamonoeuueckue - TonyOble JIYHKH Yy HOTTEBOTO JI0XKA, COCYAMCTasl MypIiypa,
TUIEepIUrMeHTalus KOXKH, acantosis nigricans.

Cam H.B.Konosanos BBIJIEIN IATh bopm: OpromHas dbopma,
PUTHIHOAPUTMOT UTIEPKUHETUYECKAs, WIIK paHHAs (opma, ApOoKaTeIbHO-PUTUIHAS
dopma, npoxkarenbHas Gopma, dKcTpanupaMugHo-KopkoBas (popma. ['JI/] moxer
HA4aTh MPOSBIATHCS B JETCKOM, MOJPOCTKOBOM, IOHOIIIECKOM, 3pEJIOM BO3pacTe U
oueHb peako - B 50-60 net. B 40-50 % cnydaeB 3a0oseBaHre MaHU(DECTUPYET C
nopaxenuss nedenu, B 35-50% - C pa3nIUYHBIX HEBPOJOTUYECKHX W/WIH
NICUXUATPUUYECKUX PACCTPOICTB.

Bbpromnas dopma - xapakrepusyercss manudecranuei 3adoneBanus 10 40 et u
TSOKEJIBIM MOPAKEHUEM TI€YeHM IO THIy XPOHHUYECKOrO TeraTuTa; LHUppo3a
nevyeHu; ObICTponporpeccupyronero (¢pyibMUHATHOTO) renaTUTa.
PuruaHo-apuTMorunepkuHeTuyeckass - JAeOITHPYeT B JETCKOM BO3pacTe.
HauvanpHpiMH cHMITOMaMM MOTYT OBITH TPYAHOCTH MpPHU BBIIOJHEHUM MEJIKHUX
IBW)KCHUH, OTMEYaeTCsl MblIIIeYHas pPUTHIHOCTb, OpaJuKuHE3us, aMuMus,
CMa3aHHOCTb pPEYU, HEPEAKH OIWICNTUYECKUE MPUCTYIbI, ICUXUATPUUECKUE
paccTpoiicTBa M yMEpPEHHOE CHW)XEHHE WHTENJIeKTa; TeueHue 3aboseBaHU
IOporpeccupyomiee, ¢ 3NU30AaMH OOOCTpeHUH M peMuccui. JlpokaTesnbHO-
puruaHas Gopma - ogHa u3 Hambosee yactoix ¢popm ['JI1, ¢ mukom manudecTanuu
B IOBEHWJIbHOM Bo3pacTe. OCHOBHBIMM M BEAYIIMMU CHUMIITOMAMH SIBIISIOTCS
MBILIEYHAs PUTHIHOCT U TPEMOpP, YCHWIMBAIOIIMICS 1OpU  (PU3NUECKOM
HamnpsDKEHUM W HcYe3alouuii Bo cHe. B HEKOTOpBIX cilydasX HaOI0AaroTCs
aTETOM/IHbIE U XOpEU(POPMHBIE TMIIEPKUHE3BI, PACCTPONCTBA TJIOTAHUS U PEUH.
HpoxarenbHast popMma - HAUMHACTCSI HA BTOPOM-TPEThEM JECATHICTHH KU3HU. B
KJIMHUYECKON KapTHHE mpeo0sagaeT TpeMop. YacTbIMUM CHMITOMAMM SIBJISFOTCS
Opaaunanusi, OpaiuKUHE3Us], TSDKEIbIA MCUXO-OPTaHUYECKUN CUHAPOM, HEPEIKH
AIWJIENITHYECKHE MPUCTYIBL. DKCTpanupaMUAHO-KOpKoBas (opma - BcTpedaercs
pexe apyrux ¢hopMm, HauyMHASTCS OOBIYHO KaK OJIHA M3 BBINICONMMCAHHBIX (DOPM.
Tunwunaeie s mgaaHod  Qopmer [JIJ[ sxcTpanmupamuaHble W NHPAMUTHBIC
HapyLIeHUs, SMUICNTHYECKUE MPUCTYNbl W BBIPAKECHHBIM HHTEIEKTYaIbHbIHI

neHITUT.
JAunarnocruka.

[logo3penue Ha Hanuuue Oosie3Hn Buiibcona-KoHoBamoBa AOMKHO BO3HUKHYTH
pu:

e HEYTOYHEHHOW 3THOJIOTUHM XPOHHYECKOIrO TENAaTUTA U UUPPO3a;

o (yJIbMUHAHTHON MMEUYEHOYHON HEJOCTATOUHOCTH;

e HEOOBSICHUMOM IOBBIIIEHUU YPOBHSI aMUHOTpaHc(epas;



HaJIU4uu COOTBETCTBYIOLIHUX HEBPOJIOTHYECKUX U3MEHEHU I
HEYCTAHOBJICHHOM 3THOJIOTUU, U3MEHEHHUH OBEJICHNUS;

MICUXUYECKUX CHMITOMAaxX, COYETAIOIIUMXCS C NpHU3HAKaMH 3a00JIeBaHUs
MEYECHHU;

HEOOBSICHUMON MPUOOPETECHHOMN TeMOJIUTUUECKON aHEMUH;

ceMEeHHOM aHaMHe3e M0 renarouepeOpanbHON JUCTPODHUH.

OcHOBHbIE (CKPUHUHTOBBIE) TECThl JJIsI JAHArHOCTUKU OoJyie3nn BubcoHna-
KonoBasnosa:

oOHapyxeHue koiblia Kaiizepa-dneitiHepa: He oOHapyxkuBaeTcs y 50-62
% OONBHBIX 0€3 HEBPOJIOTUYECKUX CUMIITOMOB; MOXET OTCYTCTBOBATh y 5
% OO0JIBHBIX C HaYaJbHBIMU NpU3HaKamu nopaxeHus: [{HC;

BBISIBIICHUE CHWIKEHUS COJIEp)KaHUs IEpYJIONJIa3MUHA B CHIBOPOTKE KPOBU
no ypoBHa <20 wmr/an (Hopma 25-50 wmr/mnm): ypoBeHb <5 Mr/min -
abCoJI0THOE J10Ka3aTeIbCTBO Oone3nu Buibcona-KonoBanoBa. YMepenHoe
CHIIKEHHUE MOJXKET BCTPEYAThCS Y TETEPO3UTOTHBIX HOCUTENIEH T'eHa, Mpu
UPpO3€ TMEUEHU JPYrol HTUOJOTUM, MPU CHHAPOME MajababcopOIuH,
HepoTuyeckoM cuniapome u ap.; y 10-15 % GonbHBIX ¢ abOMUHAIBHON
dopmoii 3a007eBaHNs YPOBEHb IEPYJIOIJIa3MIUHA MOXKET OBITh B Ipejesiax
HOPMBI;

YBEJIMUEHUE COJICpKAHUS HE CBSA3aHHOM C LEPYyJOIUIa3MUHOM MEIH B
ceIBOpoTKe KpoBH (300 MK/ 11 >);

MOBBILIIEHUE COJACpKAaHUS MeIM B OpraHax, B YacTHOCTHM B OuomnTaTtax
nedeHu (cBbimie 250 MKT/T CyXoi Macchl);

MOBBIIICHUE SKCKpEIuu Meau ¢ Mouol (0osee 200 MKT B CyTKH TP HOPME
<70 MKT B CYTKH);

D-neHunnmuIaMiMHOBBIA TECT - MOBBIIICHUE CYTOYHOM AKCKPEIMH MEIU J10
ypoBHA >1500 MKr, B HOpME 3HAUYUTEIHLHOT'O YBEIUUCHUS SKCKPEIIUU MEHU C
MOYOH He HaOII0dAETCS;

BBICOKHH YPOBEHb BKIIIOUEHUS U30TOMA MEIH B IEPYJIOIIIa3MUH - B HOPME -
OTCYTCTBHE MUKa BKIIIOYEHUS yepe3 48 4acoB; TECT AUArHOCTUUYECKU 3HAUUM
TOJILKO Y OOJIBHBIX C HOPMAJIbHBIM YPOBHEM IIEPYIIOIIIIA3MHHA;
TeHETHYECKHE UCCIIEIOBAHMS: 3HAYUMBI y CHOCOB U JPYTUX YJICHOB CEMbH
npobaHa.

JIisi KOMTMYECTBEHHOTO OIpEACNICHUs MeIW B OHMONTaTax IMEYEHH HCIIONB3YIOT
CHEKTPOPOTOMETPHIO, PEHTTEHOCTPYKTYPHBINA aHATHU3.

Takke I OUAarHOCTHKHA HWCIIONB3YHOT IOTJIONIEHHE NEYEHbIO PaJIHOAKTHUBHOU
menu. COOTHOUIEHWE PAJUOAKTHUBHOCTH I€UeHU uepe3 24 u 2 yaca mocie
BHYTPUBEHHOTO BBEJCHHs PAJUOHYKIWIAa Menu B HOpMme paBHo 1.4-9, a mpm
6one3nn Bunscona-Konosanosa 0.2-0.3. ['eTrepo3urorapie HOCUTENH U OONBHBIC C
IpyruMu 3a00J€BaHUSIMU TI€YEHW UMEIOT COOTHOUIEHUE, PABHOE EIMHMUIIE.
Kunernka pamuoakTUBHOM MeaW mMo3BoJsgeT AudPepeHIpoBaTh 00JIe3Hb
Bunbscona-KonoBanoBa oT rematoiiepeOpaibHOrO CHUHApPOMA TMpU 3a00JIeBaHUSAX
[ICYCHU.



[Tpu KT/MPT ronoBHOro Mo3ra BU3yalIU3UPYIOT aTpo(dHo monxymapuii 60ab1I1oro
MO3ra M MO3KeuKa, 0a3aibHBIX sIep, B HEKOTOPBIX CIydasX - O4aru HEKpO30B B
MPOEKINU CKOPITYTIBI.

Jleuenue.

Tepanus HampaBlieHa Ha BbIBEICHHE U30BITKA MEAUM U3 OpraHu3ma Jist
IPEAYIPEXKACHUS €€ TOKCUYECKOTO BO3ICUCTBHUS.

Haznauaror nuery Ne 5, GoraTyro O€nKOM, ¢ OTpaHUYEHHEM COAEPKALIUX MENb
npoaykToB (OapaHuHa, Kypbl, VyTKH, Kojbacel, pbl0a, pakooOpas3HEIE,
MIAMIIMHBOHBI, Kpecc-cajlaT, IlaBelb, JyK-Topel, penuc, O0OOBBIE, OpexH,
YEepHOCIIMB, KallTaHbl, IIOKOJIAJ, KaKao, Mel, epell u Ap.).

OcHoBa Tepanmuu - WCIOJB30BAHME IMIPEMAPATOB, CBI3BIBAOIIMX MEIb U
BBIBOJIAIIMNX €€ U3 OpraHu3Ma:
o bpumanckuu anmumouzum (2,3-AUMepKanTONpOIaHo) - BBOJIAT

BHYTpUMBIIIEYHO 10 1.25-2.5 Mr/kr 2 pa3a B naeHb B Teuenue 10-20 nued,
nepeppiB Mexay Kypcamu 20 pgHed. Jlpyras MeToauka TPUMEHEHUS:
BBegeHue 200-300 mr 2 pa3za B JIeHb B TE€UEHHUE HECKOJBKHUX MECALEB 10
nonyuenus dddexra. [Ipumenenue mpenapata OrpaHMYeHO M3-3a
OOJIE3HEHHOCTH HMHBEKIUH M TOSBICHUS NPU3HAKOB HHTOKCUKALUU TIPH
JTUTUTENIBHOM JICUCHUH.

o  Vuumuon 5% - mo 5-10 Ma exxemHEBHO WJIM 4Yepe3 JIeHb, Ha Kypc 25-30
BHYTPUMBIIIEYHbIX UHBEKIUI. [I0BTOpHBIE KypChI uepes3 2-3 Mecsna.

o D-nenuyunnamun. YBenuuuBaeT BbIBEIEHWE MeEIU C MOUOil: oOpasyer
KOMIUIEKCHI, KOTOPBIE JIETKO (UIBTPYIOTCS Yepe3 IMOYEeUHbIE KITyOOUKH.
Ho3bl ot 0.3-1.3 10 3-4 rpaMMOB B CYTKH B 3aBUCHMOCTH OT BEJIWYUHBI
AKCKpeluu Meau ¢ Mo4oil. OntumaneHas no3a npenapara 0.9-1.2 rpamma B
CYTKHU.

Jlo3a npenapara JOJKHA YCTaHABIMBATHCS €KErO/IHO, a MPU JUITUTEILHOM JICUEHUU
KaXK7ple 2 TOJ]a HA OCHOBAHWH BBIICNICHUS MEIU C MOYOM, KOHTPOJIBHBIX OUOTICHI
NICYCHH U ONIPENICTICHUS COICPKAHUS METU B OMOIITaTaX MEUYCHH.

Kinnaudeckoe ynydiieHue moj BIUSHHUEM JICUCHUS! BBIPAXKAETCS B CrIaXKUBaHUU
HEBPOJIOTUYECKOW CHUMITOMATUKH, CHW)XEHUU AKTHUBHOCTU BOCIAJIUTEIBHOIO
npoiecca B nedeHu. llpu ycnemHoil Tepanuu D-neHunnimaMUHOM BbIBEAEHUE
MeIY ¢ MOYOU yBennuuBaeTcs B 3-5 pa3. B nepBbie 2-3 Henenn oT Havasa JeYeHUs
MOJKET HaOJIOAaThCS YCUIICHHUE HEBPOJOTHUECKOW CHMIITOMATHUKHA U YXYAIICHHUE
(YHKIIMOHAIBHOTO COCTOSIHHMS TI€UEHHU, KOTOPOE 3aTEM CMEHSIETCSA YIydlICHHEM,
OOBIYHO Yepe3 HECKOJbKO HeAeNb WM MecsueB. EcTh OmucaHus MOJHOTO
MCYE3HOBEHUSI AKTUBHOCTH XPOHUYECKOrO TemaTUTa W LHUpPpO3a MO JTaHHBIM
OWOTICUY TIEYEHU CITYCTS TOJIBI TIOCIIe TPUMEHEHUS TIpermapara.

TpaHCIIJIaHTaIII/IH NNeYCHH.



[Toka3zana npu byIbMUHAHTHOMN MEYEHOYHOU HEAOCTATOYHOCTH,
MPOTPECCUPOBAHUM TICYCHOYHOM HEJAOCTATOYHOCTH Ha (POHE XPOHUUYECKOTO
renaTuTa v HUppo3a rneueHu npu HedPGEeKTUBHOCTH MEAMKAMEHTO3HOM TEpaIuu.

IIporuos.

Teuenue 3abosieBaHUs IpOrpeccUpylolee, Beayllee K nHBanuan3auuu. [Iporuos
yIydllaeTcs IIPU HAa3HAYCHWM aJICKBaTHOM TEpalmuyh Ha PaHHUX CTaaUsaX
3a0oneBanus. Tepanusi Ha MO3AHEN CTalUK CYIIECTBEHHO HE BIMSET HA Pa3BUTHE
OCJI0KHCHUM.

CmepTh HacTynaeTr NMPEeUMMYHIECTBEHHO B MOJOAOM BO3pacTe, Kak MNPaBUIIO, OT
OCJIO)KHEHUM HHUPpO3a TMeueHU (KPOBOTECUEHUsI U3 BAPUKO3HOPACIIMPEHHBIX BEH
MUIIEBOIa, IEYCHOYHAs HEJIOCTATOYHOCTh) WK (YJIbBMUHAHTHOTO T'EMaTUTa, PEXKe
- OT OCJIOKHEHMH, CBsI3aHHBIX ¢ mopaxenueM [THC.

IIpoduiaakruka.

Pannss AUAardHOCTHKa 3a00JIEBaHMUS. HpI/I BBISIBJICHUHA ]Ie(l)CKTHOFO I'cHa B
TOMO3UTOTHOM COCTOAHHUHU JICHCHUC MCABXCIATHPYIOIMUMHU IIPCIIapaTaMU MOKCT
OBITh HAYaTO B PaHHEM OCTCKOM BO3pPacCTC.
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