bonesar BuiabscoHa - KoHoBai1oBa



bone3np BuibcoHa - KOHOBaJIOBA (cuH.: remaronepeOpaibHas
aucTpodusi, renaToJICHTUKYJISIpHAs JereHepanus, 0oiae3ns Bectdana —
Bunbscona — KoHoBasioBa) — reHETHYECKH 00YCIOBIEHHOE 3a00JIEBAHUE C
ayTOCOMHO-PEIIECCHBHBIM TUIIOM HACJIE0BAHUS, B OCHOBE KOTOPOIO
JIEKUT HApyIIEHHE OOMEHa MEAU ¢ N30BITOYHBIM HAKOIIJICHUEM €€
MPEUMYILECTBEHHO B IIEYEHU U LICHTPAIbHON HEPBHOM CUCTEME.

ITHOJOTNS.

HabmromaeTcst ayToCOMHO-PEIISCCUBHBIN THII TIepeaadu, NaTONOrMyeCcknm
reHHabmromaeTcst ayToCOMHO-PEIECCUBHBIN THUII TIEpEIayH,
MATOJIOTUYECKUN I'€H PACIIOJIOKEH B INIMHHOM Ijieye 13 XpOMOCOMBEI.
Bcerpeuaercs B cpennemM B monyisinuu 3:100.000. PacipocTpaHEHHOCTH
BBIIIIE CPEIM HAPOJAHOCTEH IJI€ pacIpOCTPAHEHbI OJU3KOPOICTBEHHBIC
Opaku. Yarie 00J€10T MY>KUMHBI, CpeIHUM Bo3pacT AcoroTa 11-25 net. s
MPOsIBJICHUA 3a00JI€BaHNSI UMEIOT 3HAYEHHUE IK30TC€HHbIC BO3JICHCTBUA,
opakaroliue neyeHb — UHTOKCUKaLunaHabmoaaeTcss ayToCOMHO-
PELIECCUBHBIN THUII IEPEIauM, ITAaTOJIOTMYECKUI T€H PACIIONO0XKEH B
JUIMHHOM Tuteue 13 xpomocomebl. BeTpeuaeTcest B CpeIHEM B MOMYJISALAA
3:100.000. PacipoCTpaHEHHOCTH BBIIIE CPEN HAPOAHOCTEH T




MeTa00113M Me/Id B OPraHu3Me Yea0BeKa.

CoaepxaHue Mead B OOBIYHOM JUETE COCTABIACT 2—5 MTI B JICHb.
K nmponykTraMm ¢ BBICOKHM COJIEP)KAHUEM MEIU OTHOCSATCH:
HeoOpaboTaHHas IIIEHUIIA, 000bI, TOPOX, (acoIb, MOIIIOCKH,
IIIOKOJIad, IICUCHb, IIOYKH.

[ToraB B XKeNyIOYHO-KUILIEYHBIU TPAKT, MEAb AKTUBHO
TPAHCIIOPTUPYETCA B AMUTEIUU MMPOKCUMAIBHON YaCTU TOHKOH
KMIIIKH, TJe ¢ Ooblas 4acTh (10 75%) ocTaeTcs CBI3aHHOMN
C OCJIKOM (METAJNIOTHOHEMHOM) M SKCKPETUPYETCS C
(peKaIMsAMU OPH JI€CKBaMAaIlUK SITUTEIIUS.

OcraBmasics 4acTb a0COPOMPYETCA B CUCTEMY BOPOTHOM BEHHI,
IJI€ MEJIb CBSI3aHHAsI ¢ OCJIKaMy U aMUHOKHUCJIOTAMHU,
TPAHCIIOPTUPYETCA B MI€UEHb, TAM OHA MPAKTUYECCKHU
MOJHOCTBIO M ocTaeTcs (0koi10 90%). JIninbs HEOOMbIIAs YacTh
CBsI3aHOM ¢ anbOyMuHOM Meau (<50 Mkr/24 4), MUHYS IICYCHD,
IOIaJaeT B CUCTEMHBIM KPOBOTOK M SKCKPETUPYETCS [IOUKAMHU.



B remaronure Meap BKIIIOYAETCS B CIIEIU(DUIECKUE
METAJJIOAH3UMBI (CYNIEPOKCUIIUCMYTa3y, IATOXPOMOKCHUIA3Y,
MOHOAMHMHOKCHAA3Y ). DKCIOPT MEAU OCYIIECTBIISIETCS C
MIOMOIIBIO TPAHCIIOPTHOTO OeJika — nepytomiazmuna (LI1I),
OTHOCSIIErocs K (ppakiuu rimo0yJIuHoB. BkiroueHrue Meau B
LI mpoucxomgut B ammapare 1 oJibJKA IIPU y4aCTUU MEIb-
Tpancnoptupyromero ATda3zHoro nporenHa P-trumna, KOTOpbIH,
KaK IPEAINOIaracTcs, TAKKe MIPUHUMAET aKTHBHOE YYaCTHUE B
JIN30COMAJILHOU DKCKPEIIUU MEIH.

C xemubto dKCKpeTupyercs 10 80% BCer NOCTYNHUBIIEH B
e4YeHb Meau. B kenun Menp CBA3aHa ¢ KPYIMTHOMOJIEKYJISIPHBIMUA
OeKaMH, KOTOPBIE MPEIMSITCTBYIOT €€ peadCcopOLMy B TOHKOM
KHUIIKE. DTUM IIPEAOTBPAIIACTCSA SHTEPOrenaTniecKas
MUPKYIALAS MEJN, a €€ TIOCTYIUICHUE U BBIJICIICHUE CTAHOBSATCS
IPAKTUYECKU PABHBIMU.
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Henocrarounas skCkpenust MEU BEAET K €€ HAKOIUIEHUIO B OpTraHax
U CUCTEMAX B ONPEACIIEHHOMN mocienoBareibHOCTH. [1ocie
pOXJIeHUS peOeHKa ¢ JeeKTHBIM reHoM bB mMenp HaunmHaer
HaKalInBaThCs CHadaja B neueHu. [loatomy y nereit bB 00buHO
MaHU(PECTUPYET OAHUM U3 BAPUAHTOB MOPAKECHUS IIEUCHU, KOTOPOE
KJIMHAYECKHU MPOSABIISIETCS B BO3pACTE cTApIIe 4—5 JIET, XOTA
MIPAKTAYECKHU C POKICHUA MOKET OTMEUATHCI YMEPEHHO
MOBBIIICHHBIM YPOBEHb IEYCHOUYHBIX aMUHOTpPaHC(epas.

[Tociie TOro Kak mevyeHb HACHIIIAETCS MEMIBIO, UTO B PAJE CIIyUYacB
MPOUCXOANUT OCCCUMIITOMHO, HAKOILUICHUE MEAX MPOUCXOIUT B
JIPYTUX OpraHax U CUCTEMAaX, IPEKJIE BCETO B LIEHTPAIbHOM
HepBHOM cucteme (LITHC), yTo BeaeT kK HEHPONICUXUYECKUM
MIPOSIBJIEHUSIM, KOTOPBIE YaIll€ BCETO PA3BUBAIOTCSA BO BTOPOM U
TPETHEM JICCATUICTUIX KU3HMU.

Y HEKOTOPBIX MALUEHTOB IMIPOUCXOIUT COUETAHUE NTEUEHOUYHOU C
HEBPOJIOTMYECKOM MJIN TICUXUYeCcKor MaHugecranusiMu bB.



Y 15% 00JbHBIX 3200JIEBAaHUE MPOSIBIISIECTCS
TEMaTOJIOTUYECKUMU CUHIAPOMAMH, IIPEXKIIE BCETO
TEMOJIMTUYECKON aHEMUEM.

OTII0KEHHE MEJIM B A€CLIEMETOBOM MEMOpaHE
POTOBHIIBI HPOSIBISETCS (POPMUPOBAHUEM KOJIEII
Karnzepa—®Dneimepa (KK®). B poroBuiie HakoImieHue
MEIX HACTYIIAET MPAKTUYECKH OJJHOBPEMEHHO C
MOSBJICHUEM HEMPOIICUXUYECKOM CUMIITOMATUKH (TTOCIE
HACBIILICHUS MEIBIO TICYCHN).

IIpu bB B pe3ynbrare HakOIJICHUA MEU TAKKE
MOPAXKAKOTCS JAPYTUE OPraHbl ¥ TKAHU: MMOYKHU, KOXKA,
ceple, KOCTHO-CYCTaBHAasA M SHIOKPUHHAS CUCTEMBI.



Teuenue 00e3Hu Buabscona-KoHoBaJsioBa

Cy1iecTBYIOT ABE (POPMBI TCUCHMS 3a001CBaHUS:
« Octpoe TeueHue 6oae3uu BuiibcoHa-KoHoBaioRa.

bone3ns MaHu(ECTUPYEST B paHHEM JETCKOM BO3pacTe,
IIPOTEKACT MOJTHUEHOCHO. B OONBIIIMHCTBE ClTy4acB
3aKaHYMBACTCS JeTaIbHO, HECMOTPS Ha JICUCHHE.

. XpoHHnYeckoe TeueHue 0one3nu BuiibcoHna-KoHoBanosa.

[IposiBiieHUs OONE3HU PA3BUBAIOTCS MEJICHHO.
3a0oJieBaHHE MAaHU(PECTUPYET C MPU3HAKOB
IopaXeHus reueHu. PazsuBarorcsa UMPPO3 NevYeHu
[IposiBneHUs: 00JIE3HU PA3BUBAIOTCSA MEIJICHHO.
3a0oJieBaHHE MAaHU(PECTUPYET C MPU3HAKOB
opakeHUs Ne4eHU. Pa3BUBarOTCS IUPPO3 MEYEHH
nevyeHouHad HeAOCTAaTOYHOCTD .

IlocTeneHHO HapacTaeT HEBPOJIOTHUECKAS
CUMIITOMATHKA. HAPYIIICHUS MMOXOAKA U KOOPIUHALIUU
NBUKEHUU, IAPKUHCOHU3M. B nanpHeunmem
U3MEHSETCS ICUXUKA: PA3BUBAIOTCS NApPAHOUIAIbHBIC




KianHnueckue IPOABJICHWS

1. IledeHOYHBIE — IUPPO3 IEUEHU, XPOHUYECKUU
AKTWBHBIN renaTtuT, (hyJIbMAHAHTHAS II€YCHOYHAS
HEIOCTAaTOYHOCTh (PEAKOE IIPOSBICHUE
remaronepeopanbHo guctpoduu. PazBuBaercs y
IOJAPOCTKOB Y MOJIOJBIX JIFOACH ).

Ha maganrHOM cTaauu N3MEHEHUS B IICUECHU
HeCHEHU(PUISCKHUE - KUPOBAsT TUCTPOPHUS, HEKPO3bI
€IMHUYHBIX IeNaTOXUTOB, IEPUIIOPTAILHBIN (PHOPO3.
Jlanee pa3BUBaAETCs KIMHAKA XPOHUYECKOIO IelaTruTa
BBICOKOM CTENEHU AKTUBHOCTH C JKEJITYXOMU, C
BBICOKMM YPOBHEM aMUHOTpaHchepas,
ruriepramMmmaniooynuaemueu. [1pu
IMPOTPECCUPOBAHUU - LIUPPO3 TIEYECHHU C OPTAIBLHOU
TUIIEPTEH3UEN U IEYEHOYHOKIIETOUYHOU
HEAOCTATOYHOCTBIO.



2. HeBpoJjornveckue - IKCTpanupamMmuanbie, nepedeuisipHbie,
nceBa00yIb0aApHbIC HAPYUICHUS, CYIOPOKHbIC MPUIIAAKHU
(ycumBaeTcs AM3apTpusi, CaJauBalMA; YCYTYOJIAOTCSH
PACCTPOMCTBA NMOBEACHUA; HAPACTAOT MbIIICYHAS JUCTOHUSA
U aTreT03. MOryT BO3HUKATH dMWJICNTHYCCKUE IPUITATKHU).

JINCTOHMA M aTET03 Y MAllHEHTA ¢
00J1e3Hb10 BujbcoHAa-
KonoBaJjoBa.

3. llcuxuarpuyeckue - HApyeHUs B SMOILIMOHAJIbHO chepe,
MCHUX03, HAPYUIEHUS MOBeAeHUsI, O3HABATEJIbHOMN
NesATeJIbHOCTH.




4. 'emaToJ0ru4ecKue - reMoJin3, aHeMu s, TPOMOOIUTONIEHUS,
HAPYUICHUS CBEPTHIBAKOIIECH CUCTEMbI KpoBU. [ emosin3
00BIYHO BPEeMEHHbIN, IPOXOAUT CAMOCTOATEIbHO,
[peIecTBY SPKUM KINHAYECKUM MPU3HAKAM MOPaAKEHUS
IIEYECHHU B TEUEHHE HECKOJbKHUX JieT. MHOorma MoxeT NpoTeKarb
OTHOBPEMEHHO C OCTPOH NMEYCHOYHOU HEJOCTATOYHOCTHIO.
IIpeamnosaraercs BJaMsiHUE 00JIbIIUX KOJUYECTB CBOOOTHOM
MeAHU B IJIa3Me HA MeMOpPaHbI 3PUTPOLMTOB U IeMOIJIOOUH.

S. Iloye4yHbIe - KAHAJIbIEBbIE HAPYIICHUS (YACTUYHBINA WU
MOJIHBIA CUHAPOM DAHKOHU), CHUKEHHUE KJIYOOUKOBOH
(puiasTpanuu, HepoauTHA3.

IlopaxeHnue moYek MPOABJIACTCH NepudepuIecCKUMHU
OTEKAMHU, MUKpPOreMaTypue, He3HAYUTEeIbHOU
[POTEMHYPUEH, MOBLINICHUECM KOHICHTPAIMU KPeaTUHUHA
CbIBOPOTKH KpoBHU. Kak paHHUN CUMIITOM MOKET
HA0II01aTHCH MAKPO- U MUKpPOTeMaTypHus.




6. Opranbmosioruyeckue - KoJabio Kaizepa-Dienmiepa,
KaTapakra (coaep:xainue Meab OTJI0KEeHHUA B KaICyJle
XPYyCTAJIUKA).

HavanbHasa ctagua goopmMmnpoBaHus KonbLa
Kanzepa-®nenwepa y naumeHta ¢ 60nesHbio
BunbcoHa-KoHOBanoBa: B BEpXHEM MOJSOCe
poroBuLbl HAbMOOAKTCA OTNOXEHNS Meau
(>KenTo-KopM4HeBOro LBETA).

Kombiio Kanzepa-®reniiepa y manueHTa ¢
0ose3Hpi0 Bunbcona-KoHoBasoBa.




7. DHIOKPUHOJIOTUYECKHUE - aMEHOPESI, CIIOHTAaHHBIE A00PTHI,
3aJIEPKKa MOJIOBOIO PAa3BUTHS, THHEKOMACTHS, THPCYTU3M,
OKUPEHUE, TUIIOTIAPATUPOUIU3M.

8. CepIeuHO-COCYANUCTBIEC - KAPAUOMHUONIATUS, APUTMHUS.

9. MBIIIEYHO-CKENETHBIE - OCTEOMAJIAIINS, OCTEOIIOPO3,
apTpOIATHs, ApTPAJITHH.

10. JKeayno4HO-KHUIIIEYHBIE - XOJEIMTHA3, IIAaHKPEATHUT,
CIIOHTAHHBIM OaKTepHUaIbHBIA NEPUTOHUT.

11. JlepmaTosiorn4ecKre - TOIyObI€ TyHKH Y HOTTEBOIO JI0XKa,
COCYIHCTAas Iypnypa, TANECPIUTMEHTALNS KOXKH.



JlabopaTopHbie MeTOABI AMATHOCTUKH

JIaboparopHbie METOAbl IUATHOCTUKH IIPOBOASATCS JIJISI
ompeJelICHUS MoKa3areiae MeTadoan3Ma MEAH, a TaKKe 11
YCTAHOBJICHUS BBIPAXKCHHOCTH HapyIIeHUH (DYHKIIUH IICYCHU
U 1o4yek npu 0oje3nu Bunbcona-KonoBanosa.

O0LLMM aHanm3 KpOBMW.

B o01miem aHann3e KpoBU Y HALIMEHTOB ¢ 00J1€3HbI0 BuiibcoHa-
KoHoBaioBa 1 pa3zBUBIIMMUCA LUMPPO30OM neyeHn B
OOIIIeM aHaI13€ KPOBH y MAlIMEHTOB ¢ 00JIe3HbI0 BuibcoHa-
KoHoOBaj10Ba 1 pa3BUBIIMMHUCS IUPPO30OM IIE€UCHU WITH
ne4yeHOYHOW HeOOCTAaTOYHOCTHH MOKHO BEISBUTH
TPOMOOIIUTOIICHUIO.

[Ipy BOBHUKHOBEHUH HOPTAILHON TUIIEPTEH3UHN Y OOJIBHBIX
MOT'YT OOHAPYKUBAThCS MPU3HAKY THIEPCIJICHU3MA: aHEMMUS,
JIEUKO- U TPOMOOILIMTOIICHHS.

Koarynorpamma.

VY naimedToB 00J1e3HpI0 BuiisrcoHa-KoHoBaioBa n
pa3BUBIIUMCS LIMPPO30M NeyeHun naomomaercs | [TTH.




CyTo4Has SKCKperus MeJIi ¢ MOYOW.
[Ipu 601e3u1 Buinbcona-KoHoBanoBa BaKHBIM
JIMArHOCTUYECKUM KPUTEPUEM SBJISICTCS MOBBIIICHUE YPOBHS
CYTOYHOM 3KCKPEILMU MEY C MOUYOH. B HOpME 3TOT IoKas3areib
cocrabisieT <30-40 MKr/cyT. Y OOJBIIMHCTBA MAIIUEHTOB 3TH
3HaYeHus peBbimarT 100 MKI/cyT, a ipu QyIbMUHAHTHON
MIEYEHOYHOM HEAO0CTATOUYHOCTH cOCTaBIsAr0T 1000 MKr/cyT M
Ooree.
VY marnmeHToB ¢ 0€CCUMIITOMHBIM T€UEHHUEM 3a00JIEBAHUSA
OKCKpEUU MEU C MOYOM COOTBETCTBYET HOPME.
DTOT TECT UH(MOPMATUBEH JJI MOATBEPKIACHUS JUArHO3a U
OIICHKH 3(P(HEKTUBHOCTHU MPOBOAUMOrO JeueHus. B Hayase
JICYECHUS YKCKPEIS MEAX C MOYOH 3HAYUTEIIBHO T U JOCTUTAET
ypoBHs oT 2000 1o 5000 Mkr/cyT. B nanpHeiiem Ha poHE
a7€KBaTHOM TEpauu TOT ITOKA3aTeIb JOIKEH HAXOAUThCS Ha
ypoBHe 200-500 MKT/CyT.




[IeHMIIMIJIAMUHOBBIN TECT.
[Ipu mpoBeIeHNH TECTA C MIEHUIIMITIAMUHOM HEOO0XO0UMO
MCCJIE0BAaTh MOYY, COOpaHHYIO cpa3y rocie npuema S00 mr
npenapara (IeHUIWIIAMAHA) 1 Yepe3 12 JyacoB. Y MalueHToB ¢
0oJie3Hbl0 Bubcona-KoHoBanoBa cyTouHast SKCKpEus MeIH
OyneT noBeimarscs oonee 1500 MKr/mr/cyT.
Y 310pOBBIX JIFOAEH 3HAYUTEIBHOIO YBEIUYCHUS IKCKPELIUU
MEIN C MOYOH HE HAOIIOIAETCH.




bHOXVMHWYECKHM aHAJIN3 KPOBH.
VY HEeKOTOPBIX MarueHToB ¢ 00e3HbI0 Bunbcona-KonoBanoa (¢ 6€cCHMITOMHBIM
TeueHueM) ormeuaeTcs T ypoBHs ANAT, AcAT.
[Tpu 6one3nn Bunbcona-KonoBanosa | coaep:kanne MOYEBOW KMCMOTLI B
CBIBOPOTKE KPOBH.

3MeHeHUs] B OMOXMMUYECKOM aHaIn3€ KPOBU IIPU

IOPAXKCHNUY TIEYECHHU.
B OmoxumMu4ueckoM aHaau3e KPOBH MAIMEHTOB C IIUPPO30M MEUEHU HEOOXOIMMO
onpenaensath nokazarenu: AnAT, : AnAT, AcAT, IIId, ramma-
rytamuntpadcnentmnaasy (I'TTII), OunupyOuH, albO0YMUH, KalIui, HATPUH,
KPCATUHHH.
VY 00abHBIX IUPPO30OM IeUueHU T 0N OMIUpPyOuH, | albOYMUH. AKTUBHOCTD
aMUHOTpaHchepa3 B TEPMUHAIBLHOM CTaJIMM IIUPPO3a IeUYCeHH Beeraa | (HeT
(YHKIIMOHUPYIOIIHUX IeMaTOUTOB U HET (DEPMEHTOB).

3MeHEeHUs B Y OMOXMMHUYECKOM aHaIn3€ KPOBU IIPH
[IOPAKEHUU TOYEK.
Ecnu namuenTa ¢ 0oje3Hbp10 Bunbcona-KonoBanoBa uMeeTcs opakeHUE MOYCK,

TO Y HETO | KOHIIEHTPAIMU MOYEBUHbI KOHIICHTPAIIMA MOYCBHUHBI U KPEATUHUHA
B CBIBOPOTKE KPOBH.




OnpeneneHue coaep)anus LepynoniadMmHa B CHIBOPOTKE
KDOBH.
OnpenesieHue coaepkanus LLepynoniasMmmnHa B CBIBOPOTKE
KPOBH SIBJISIETCS CKPUHUHIOBBIM TECTOM. B HOpME 3TOT
noka3areib cocrapisgeT 2040 mr/a (20 mr/ga; 1,25-2,81
MKMOJIB/JT). Y TAIMEHTOB ¢ 00Je3HbI0 Briibcona-KonoBanosa
OH |.
[loBbllIeHUE copeprkanus LepynonnadmMmmHa MOXKeT
HaOJIFOAATHCS MPHU BhIPAKEHHOM BOCIIAIMTEILHOM IIPOIIECCE B
[IEUYCHHU (CHUHTE3 LEePYI0ILUIa3MUHA YCUIIMBACTCS). Y JKCHIIMH,
NPUHHAMAIOIINX OPaJibHbIC KOHTPALENTUBBI UJIM BO BpEMSI
OEpEMEHHOCTH, COJICPIKAHUE LIEPYJIOIa3MAHA B KPOBU MOKET
OBITH HOPMAJIbHBIM WJIM TTOBBIIICHHBIM. CoiepKaHNE
LEepYIOIJIa3MUHA B KPOBU MOXKET ObITh MOHMKEHHBIM Y 10-20%
reTepO3UTrOTHBIX HOCcUTENen 0oJie3nn Bunbcona-Konoasosa.




OnpeneneHue Coaepkanuss MeAN B ChIBOPOTKE
KPOBH.
ConepkaHrue MEIU B CBIBOPOTKE KPOBHU MpPU OOJIE3HU
Bunscona-KonoBanoBa cHkeHO: (<12 Mkr/mir). B Hopme
ATOT mMoKas3areiib coctaBigeT 80-160 mkr/ .
| eHETHYECKOE TECTUPOBAHUE.
VY nainumeHToB ¢ 0ose3HbI0 Bunbcona-KornoBanoBa MOKHO
BBIAIBUTH MyTalluu reHa ATP7B u moarBepauTh
IIpEAnoaaracMbli 1Maro3. B Hacrosiiee BpemMs
naeHTu@uIpoBano ooiee 200 MmyTamui.
[{eaecooOpa3HO MPOBOAUTH 3TO UCCIEAOBAHUE U
OJIM>KAWIIIAM POJICTBEHHUKAM OOJILHOIO JIJISI BBISIBJICHUS
TETEPO3UTOTHBIX HOCHUTEJIEW MAaTOJIOTMYE€CKOr0 Ir'e€Ha €
OeccUMIITOMHBIM TedeHneM 00Jie3Hn Buincona-
KoHoBanoBa ¢ 11eyibr0 HazHadeHUs 3(h(HEKTUBHOM TEPAMUH.




UHCTpYyMeHTanbHble MeTOAbLI UCCrieA0OBaHUSA
— OnpeneeHre YPOBHS BKIIIOYEHHS W30TONA MEJIU B
LIEPYJIONIa3MUH.
C HNOMOIIBIO ATOr0 UCCIEAOBAHUS MOKHO OLICHUTHh META00I13M
Meau B nedueHu. COop KpoBU Mpou3BoaUTCs yepes 1, 2, 4, 24 u 48
4acoB MOCJIE IEPOPaAILHOTO npreMa u3oromna Meau (64Cu unum
67Cu). Y 310pOBBIX JIFOACH OTMEUYAECTCS BRICOKMKM YPOBEHb M30TOMNA
MEJIM B KPOBHU MOCJIE IIPOXO0KICHHUS YepE3 MEUCHB (B TEUCHUE MTEPBBIX
2 4 noclie npueMa mpermnapara). Kpome Toro, ormMe4aercs BTOpOH MUK
BKJIFOUCHUSI MEIH - Yepe3 48 4aCOB B PE3YJILTATE BKIIOUYCHHUS €T0 BO
BHOBb CHHTE€3UPOBAHHBIN (B IIEUCHHN) LIEPYJIOIIa3MHUH U
MOCTYIUIEHUS B CUCTEMHBIM KPOBOTOK.
Y nanueHTOoB ¢ 00J1€3HBI0 BuinbcoHa-KoHoBaoBa (1axe MMEIOIINX
HOpPMaJIbHBIE TTOKA3aTENN [EPYIOINIa3MHAHA) BTOPOIo MUKa yepe3 48
4acoOB HE HAOJIIOAAETCH.

— 9Ix0 -KT.




— Y3 opranoB OprONIHOW TOJOCTH.

— TpanckpanuanbHoe Y3 roioBHOro Mo3ra.

B xoze 3TOro uccienoBaHus MOXKXHO 0OHAPYIHCUMb HOBLIULEHHYIO
9X02EHHOCMb 001acmU OA3ANIbHBIX 2AH2NIUEB 20708H020 MO32d
Aa)ke y MalMeHTOB C O€CCUMIITOMHBIM TEUCHHUEM OOJIC3HU
Buiiscona-KonoBaiona.

— ORI

— 201

— PEeHTIreHoN0ornyecKrue NCccaeioBaHus

— KT roioBHOIro Mo3ra ¥ OpraHoB OpIOIIHOM MOJOCTH
—[103UTPOHHO-IMUCCUOHHAS TOMOTrpadus TOJIOBHOTO MO3Ta.

C HOMOIIBIO ATOr0 UCCAEAOBAHUS MOXKHO OLICHUTh META00I13M
[JIFOKO3BI B TOJIOBHOM MO3T€ (B 00JIaCTH MO3XKEYKa, I10JI0CATOro
TeJia 0a3ajbHBIX FAHITINEB, KOPHI U Tajnamyca). [lpu 0ose3Hu
BunbcoHna-KoHOBasioBa 3TOT METOI MO3BOMISIET OOHAPYHCUMD |,
AKMUBHOCMU 00NA-0eKapOOKCUIA3bl, KOTOPOE CeUOemeIbCma)en
0 HaAPYUWIeHUSIX 8 HUCPOCMPUAPHOU OONAMUHEPSULECKOU cucmeme.




— MPT ronoBHOro Mo3sra

DTO UcciienoBaHue 0osee MHPOPMAaTUBHO B IUArHOCTUKE 00sie3HU BunbcoHa-
Konosanosa, uem KT rosoBHoro mosra. Ha cHUMKax BU3yanu3upyroTCa O4aru
MOHWKEHHOW MJIOTHOCTH B 00JIACTH 0a3aJIbHBIX TAHIVIMEB (XBOCTATOE SAJIPO,
CKOpJIyTia ¥ OJICAHBIN 1Iap), B TaJaMyce, B 00JaCTH 3y0UaThIX SJIEP U KOPbI
MO3keuka. Ouaru nopaxeHus 0ObIYHO OMIaTepaibHbIe, 3-15 MM B AUaMeTpe.
Kemynouku Mo3ra paCuIupeHsl.

Ha cuumke (A) ronoBHoro mo3ra 11-aetHel 1eBouku ¢ 00j1e3Hb10 BuibcoHa-
KoHoBai0Ba BU3YAIM3UPYIOTCS 04ATH NMOHHMKEHHOM NJIOTHOCTH B 00J1aCTH
0J1e1HOr0 mapa (yKa3aHbl CTPEJIKaMu).

Ha cuumke (B) Toii s)ke 00JIbHOM BHU3yaIu3UpyeTCsl YBeInUYeHUe 00beMa
nopaxeHus (yKa3aHo CTpeJKaMK) HECMOTPSI Ha MPOBOAMMYIO Teparnuto D-
NEHUIIWIJIAMUHOM. Y OOJIbHOM MMEIOTCS TaK)Ke MPU3HAKHU MOPAKEHUS MICYECHU,
aCIIUT.




— MPT opranoB OpIOIIHON IIOJQCTH

MaruuTHOpEe30HaHCHAsS TOMOTrpadus IMO3BOJISICT ITOTYUYUTh H300paKCHHEC
apEHXHMMATO3HbIX OPraHOB OPIOITHOM ITOJIOCTH, KPYITHBIX COCY/IOB,
3a0pIOIIMHHOTO IPOoCcTpaHcTBa. C MOMOIIBIO 3TOI0 METOJA MONCHO
OUAZHOCIMUDPOBAMDb 3A00/1€6AHUA NEUEHU U OPY2UX OP2AHO8; ONPeOeUmb
yposeHb 6:10Ka0bl NOPMANLHO20 KPOBOOOPAUEHUS U CIMENEHb BbIPANCCHHOCMU
KO1amepaibHo20 KPOBOMOKA; COCMOAHUE OMBOOAUUX 6€H NEeUeHU U HAIUUUE

acuuma.

Ha caumMke 9-j1eTHEN 1eBOUKU C OOJIE3HBIO
Bunbscona-KoHoBaoBa BU3yalM3upyroTCs
MHOKE€CTBCHHBIC 0YAIrU MOHUKEHHOH
IUIOTHOCTH B MeYeHH (0 Havaia JeUeHUs).
Crpenkoil ykazaHa ;KMIKOCTb B OPIOIITHON
MOJOCTHU (ACIHT).

Ha canmMmke Tou ke 9-j1eTHel 1EBOYKU ¢ 00JIE3HBIO
Buiiscona-KoHoBaioBa, BEIIIOJTHEHHOM Yepe3 7
MECSIIEB MOCJIEe HAYaJIa JIeYeHUsI BU3YUTU3UPYETCS
YMEHbIIEHHUEe KOJIMYECTBA 04aroB MOHNKEHHOM
MJIOTHOCTH B II€YEHH.




— bHoIICH TICUEHH.

[Ipr MOp(0I0rMUE€CKOM HUCCIEI0BAaHUN OHONITaTa MEYCHU
BBISIBJISIFOTCSI JUCTPO(PUUECKHE U3MEHEHUS KIIETOK,
HEKpPO3bl, clladas BOCIaIUTEIbHAsS HHPUIBTPALIUS U
(bnOpPO3 pa3aIUIHON CTEIICHU BhIPAKEHHOCTH.

— OnpeneneHue coaepkaHus MM B TKAHW NCYCHHU,

B xadecTBe IMarHOCTUYECKOIO METO/Ia MCHOJIb3YETCS
ONPEJICIICHUE KOHIICHTPAIMX MEIU B TKaHU TICUCHHU:
MOBBILICHUE cojiepkanus meau oonee 250 Mkr/t (g0 3000
MKTI/T) CYyXOI0 BEIIeCTBAa TKAHM IIEUCHU MOATBEPKIACT
nuardos o0osie3au Buiscona-KonoBasioBa.

[IoBBIIIIEHHOE COAEP)KAHUE MEAY IIEYCHU HAOIIOaeTCS
TAK)KE MIPU XPOHUUYECKHUX XOJECCTATUUECCKUX 3a00JICBaAHUSIX
TICUCHHU.

— KOoHCyIIbTaIIMs OKYIHCTA.




Kputepuu anarHoctuku donesHu BunscoHa-
KoHoBanoBa
Kputepusamu nuarHoctuku 0oje3nu Bunbcona-KonoBanosa
SABJISIIOTCS:
« OOHapy>keHue Kojblia Kalizepa-daeiiiiepa.
» CHIDKEHME coiep KaHMs Liepyrionsia3sMUHa ChIBOPOTKH
KkpoBHU (MeHee 20 mr/m).
» CHIDKEHME coepKaHusl MU B CBIBOPOTKE KpoBH (MeHee 12
MKT/ ).
e [IoBhILIEHHE PKCKpeUU Meau ¢ Modoil (0ojee 100 MKr/cyT).
* [[oOKHUTENBHBIE PE3YIBTATHI IIEHUIIUIIIAMUHOBOTO TECTA.
e [ToBBIIICHHOE COAEpKAaHUE MEAU B TKaHM IieueHu (0osee 250
MKT/T CyXOI'0 BEIIECTBA).
* OTCYyTCTBHE BKJIIOYCHHUS HU30TONA MEJH B LIEPYIOILIa3MHUH.




JledyeHue.

Llenn nevyeHuns
— YMEHBIICHUE NOCTYIUIEHUS MEAU C MUILEH.
— YMEHBIIICHUE 3aI1aCOB MCIHU B OPIraHHU3MCE.

MeTtoabl nevyeHus
« HemeankamMmeHTOo3Hoe fie4YeHune
HemenmkaMeHTO3HbIE MEPOIIPHUATUS HANPABJICHBI HA
U3MEHEeHHe 00pa3a )KM3HM MAMEHTAa: OTKAa3 OT
AJIKOT0JIs1, COOIIOICHUE IMEThI, OTKA3 OT MMPUMEHEHMS
TEMnaToTOKCUYECKUX IIPENaparoB.
[TammenTsl ¢ 00Jie3HBI0 BuiibcoHa-KoHOBa10Ba JTOIKHBI
MIPUJICP)KUBATHCS JIMETHI, KOTOPasi HAIpPaBJjcHA Ha
YMEHbIICHUE NMOCTYIJICHUSI Ml B OPTaHU3M.




MeaonkameHTO3HOE neyeHue

MennkamMeHTO3HOE JICYEHUE TTPOBOJUTCS HA MPOTSIKEHUM BCEH KU3HU OOJBHOTO
C MOMEHTA YCTAHOBJICHMS IMarHO3a.

HeobocHOBaHHOE MIpEeKpallleHUE JICUEHHUS YPEBATO PA3BUTHEM HEOOPATUMBIX
M3MEHEHUM (B YaCTHOCTH, MMEYEHOYHON HEJOCTATOYHOCTH) U CMEPTHIO OOJIBHOTO.

— D-nennuumauamvun (Kynpenwun). [Ipenapar Beioopa B aeuenun 0one3nu B-K.

Kynpenun - ato xenarop meau. [IpuMenseTcss BHyTpb, HaTtoiak. B3pocibim
Ha3HAYaeTCs C MOCTEIEHHBIM YBEJIMYEHHUEM J103bI ¢ 250 MI/CyT (110 2 T B JICHB).
HauanwHas no3a gag nereut cocrasirsieT 150 Mr, B JajipHeHIIeM noBbIaeTcs 10 750
MT B JIcHb. /l03a nenurtcsa Ha 4 npuema. YBEIMYEHHUE JT03bI MPOU3BOANUTCA Ha 250 Mr
B HEJIEIIIO.

IToBbIIEHUE 103l TPOBOSAT 10 TOCTHKEHHUS YPOBHSI SKCKPEIIUUA MEJX C MOYOM
2000-5000 MKr/cyTKH.

B nanpHenmemM npoBoasT MOAACPKUBAIOIIYO Tepanuto B 1o3¢ 750-1250
MTI/CYTKHU. DKCKPELHUS MEIU ¢ MOYOH JoJbKHA yMEHbITUTHCS 10 S00-1000 mr/cyTkH.

CBs3bIBaCT HOHBI MEJIU, PTYTH, CBUHIIA, JKeJie3a U Kajbius. [Ipu 0one3nu
Bunbcona-KoHoBasioBa npenapar yCUJIMBAET IKCKPEIUIO ¢ MOYOM M30bITKA MEIH,
HOpPMAJIM3Ys €€ cojiepkaHue B TKaHsAX. HeoOXoauM moCTOSHHBI MOHUTOPHHT
(GyHKIIMM TT0YEK U reueHu. B niepBbie 4-6 Henenb 1ocie Havajla cruenu@uyeckon
Tepanuy KOHTPOJIb OCYILIECTBIISICTCS €KEHEICNIbHO, Jajiee B TCUCHUE 6 MECSIIEB -
€KEMECSYHO.

[Ipu anexBaTHOM JieueHUHU uepe3 3-S5 JieT nocie Havaina tepanuu y 80% O00nbHbBIX
MPOMCXOJIUT MOJHOE UCYE3HOBEHUE CUMIITOMOB.




— IInpuaoKCHH.

T.x. D-nieHuIMIIaMuH 1a€T aHTUIHUPUIOKCUHOBBIN A(PhEKT, OATOMY
K TE€paluu HEOOX0AMMO J100aBUTh NMUPUOOKCUH B 03¢ 25-50 Mr/cyTKu
BHYTPb.

— TpueHTHH.

TpueHTuH - 310 Xemarop Mean. MCrob3yeTcs npu HEBO3MOXHOCTH
npuMeHeHus: D-nenunmiamuna. J{o3el: 1-2 r/cytku B 3 npuema
HaTomak. TspkeabiM MOOOYHBIM dPHEKTOM SBISAECTCA CUACPOOIACTHAS
aHEMMU.

— Ilpenaparbl HIMHKA.

[Ipumensiercst UMHKa cynbdar Ilpumensiercs nuHKa cyiabdar (
LInHKTepan ) BayTps nepen eaoit B3pocisiM 0,4-1,2 r/cyt B 3 mpuema.

[{uHK CIIOCOOCTBYET a0COPOLMM MeIN U NEePEBOAUT MeIb B
HETOKCHYeCKYI (popmy. [Ipuem npenaparoB HUHKA OTHOCUTEIIBHO
oe3omaceH. [Tobounbie 3 PEeKThI: MUIIEBAPUTETBHBIE PACCTPONCTBA U
rojiopHasi 60b. [ITuHK peKoMeHIyeTCs Ha3HauyaTh MalleHTaM ¢
0ecCUMIITOMHBIM TeueHueM 0oJie3Hu Bribcona-KonoBanoBa Ha
PAHHUX cTaausAX 3a00aeBaHusa. OTHOBPEMEHHOE HA3HAYCHUE LIMHKA U
D-neHvumnnammia . OmHOBpeMEeHHOE Ha3HaueHHe MuHKa 1 D-
nennnmiamMuaa ( KynpeHus ) He peKoMeHTyeTCsl.




— XUPYPruyeckoe rieyeHmne
[TaruenTaM ¢ pa3BuBIICHCS NOPTANbLHOWN TMNepPTEH3UEN
IIPOBOAUTCS TPAHCIOTYIISIPHOE BHYTPHUIICYCHOUTHOE
ITYHTUPOBAHUE.
JleueHne BapuKO3HBIX BEH IUIIEBOAA, XKETYIKA,
KHUIIICYHUKA U dCLLTA IIPOBOIUTCA KAK
KOHCCPBATUBHBIMHU, TAK U XUPYPIUICCKHUMHU MCTOIAMMU.
TpaHCHJ'IaHTaL[I/I}I TIEYEHN ITOKa3aHa OOJBLHBIM C
pa3BuBIIEiicS (yIMUHAHTHON NE€YEHOYHOW
HEeQOCTaTOMHOCTbLIO MIX HalleHTaM ¢ LLMPPO30OM
NEeYeHW Ha MO3/IHEN CTAIUU, C IIPOTrPECCUPYIOILEM
TEYCHUEM, HECMOTPS HA IMIPOBOJIUMYIO TEPAMHUIO.




Cnacu6o 3a BHUManue!



