MPEJTUCJIOBUE
IJIABA 1. HACJIEJICTBEHHBIE U BPOK/IEHHBIE BOJIE3HU U CHH/IPOMbI

Ornasnexnue

AJIPEHOJIEMKOJIMCTPODUS

AVIKAPII CUHJIPOM
AKPOMETAJINA

AKPOILEDATTOCUH/IAKTIJINSA 1 TUTIA

AKPOLEDAJTIOCUHIAKTWJINA 1T THTIA
AKPOILEDAJIOCUHAAKTUJINA 111 TUTIA

AKPOHE®AJIONOJUCUHAAKTHINS 1T TUTIA

AJTAXXYAHUHA CUH/IPOM

AJIEKCH

AJIBIITEIMEPA BOJIE3HB

AMUOTPO®UA BYJIbBAPHAA ®ATIMO—-JIOH/IE

AMUOTPO®USA HEBPAJITHYECKAS

AMUOTPO®US HEBPAJIbHAS HACJIEJICTBEHHAS
AHTMOMATO3 HEHPOPETHUHAJIBHDIIA

AHTUOMATO3 LIEPEBPO-PETMHO-BUCIIEPAJIBHBIN

AHTMOMATO3 SHIEDAJIOTPUTEMUHAJILHBINA
AHTMOHEBPOTUYECKUI OTEK

AHTU®OCOOJIATIAJIHBIA CUHAPOM

«AIIPAKCHS> TTIA3O/IBUTATEJIbHAS BPOX/IEHHAS

APAXHOWUJIAJIBHBIE KNCTbI BPOX/IEHHBIE

APVMHIHIEDAIAA

ATAKCUM-APE®JIEKCUM CUH/[POM

ATAKCUA BECTUBYJIO-IIEPEBEJIIPHAS TTEPUOJIMYECKAA

ATAKCUA MO3KEYKOBAS BPOX/IEHHASA

ATAKCHUA MO3XKEYKOBAS TTO3/IHSAS

ATAKCHA MO3KEYKOBAS ITIPECEHWJIBHAA

ATAKCHA MO3KEYKOBASA C 9KCTPAIIMPAMUJIHBIMA HAPY IIEHUSAMIA
ATAKCHS CIIACTUYECKAS HACJEACTBEHHAS

ATAKCHS CIIMHOIEPEBEJIJIAPHASA

ATAKCHS CIIMHOMOS3XXEYKOBAS 111 TUITA

ATAKCHSA CIIMHOMO3XEYKOBAS V TUIIA

ATAKCHS CIIMHOMOS3XEUYKOBAS VII TUIIA

ATAKCHUSA-TEJNEAHTUOKTA3NSA

BWJIbIIOBCKOTO—/IOJIJIMHTEPA BOJIE3HD

BUMOH/IA CUH/IPOM

BPAYHA CUH/IPOM

BAAPAEHBYPTA CUH/IPOM

B3OPA ITAPAJTUYA JIATEPAJIbHOTO CO CKOJIMO30M CUH/IPOM
BEHO3HOW MAJIbOOPMAIIMU YEPEIIA U BEPXHEIO BEKA CUH/IPOM

BUBEPA CUH/IPOM

BUJIZIBOHCUJEPA CUHIPOM

GM -TAHIVIMO3W/103 I TUTIA

GM,-TAHIJIMO3U/I03 1T TUTIA
GM,-TAHIJINO3UA03 111 TUTIA

GM,-TAHIVIMO3U/103 1 TUIIA

GM,-TAHIVIMO3U/103 1T TUIIA
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GM,-TAHIJIMO3WM/I03 111 TUITA 66
GM,-TAHIVINO3U/I03 IV TUITA 66
GM,-TAHTJIMO3W/I03 I TUTTA 67
FAPIHEPA-TEPHEPA CUH/IPOM 68
TEMUATPO®UA JIMIIA ITPOTPECCUPYIOIIAA 68
TEPCTMAHHA—CTPAYCCJEPA-IIEHKEPA CUH/IPOM 69
TMTAHTHU3MA HEPEBPAJIBHOTO CUH/IPOM 70
TU/TPAHOHITEDATNA 70
TAIPOIEDAJIA HACJIEACTBEHHAA i
TUNEPOCTO3 TEHEPAJIM30BAHHBI HACJIEICTBEHHBIN C AKPOMETATTVEMN ..o, 73
TTTA3O/IBUTATEIBHBIX HAPYIIEHWI U TEMUIIJIETMY CUH/IPOM 73
TTTA30-YEPEIHO-3YBHOU CUH/IPOM 74
TOJIOBHOTO MO3I'A BPOXJIEHHOE CMEIIEHUE B KAYJIAJIbBHOM HATIPABJIEHUN ...oooovvcc 74
TOMOIUCTUHYPUS 76
I'PEQE—CBEIPEHA (IIIETPEHA) CUH/IPOM 78
JIAYHA BOJIE3HDb 78
JNE BAPCU-MOAHA—-/IIPKA CUH/IPOM 80

JIETEHEPALLAS BJIEJITHOTO IIAPA [TPOTPECCUPYIOIIAS C TATMEHTHOM

JIETEHEPAIIME CETYATKHU
JIETEHEPATINAS INOHIIEDATIBHO-PETUHAJIBHAS
JIETEHEPAIISI KOPTUKO-CTPUOCIIMHAJILHAS
JIETEHEPALIS OKYJIO-AKYCTUKO-1EPEBPAJIbHAS
JIETEHEPALIAS OTITUKO-KOXJIEO-JIEHTAJIBHAS
JIETEHEPAIMS PETUHO-IIEPEBPAJIbHAST
JIEH/IN—YOKEPA CUH/IPOM
JIMBABTOHOMMS CEMEUHAS
JIN30CTO3 KPAHUO-OALIMABHBIN CEMENHBIHN
JIN3IHUEDAINA CINIAHXHOKUCTO3HAS
JILCTIJTABUS KPAHO-METADU3APHAS IEMAHA
JIUCIIJIA3MA KPAHUO-DPOHTO-HA3AJIBHAS
JIUCTIJIA3USA HEMPOJIEPMAJIbHAS OJIMHHA—DIIPIIA
JUACIIJIASUS CEIITOITUYECKAS
JINCITA3USA ®POHTO-MAIINO-HA3AJIBHAS
JINCIIIA3US IIEPEBPO-MAIIMO-TOPAKAJIbHAS
JIICIITA3US SHITEDATIO-ODTAIBMUYECKAS CEMENHAS
JINCTITIA3USA A3BIYHO-JIAIEBAS
JIMCTPODUS TEITATOILEPEBPA/IBHAS
JIUCTPO®IS MBIIIEYHAS OKYJIO®APUHTEAJILHAS
JIUCTPO®US MBIITEYHAS ODTAJIBMOIIIETUYECKAS [TPOTPECCUPYIOIIAS
JIUCTPOD®IS MBIIIEYHAS TICEBOTUITEPTPODUYECKAS TPOTPECCUPYIOIIAY ...
JIMCTPODUS MBIITEYHAS JTMILE-JIOITATOYHO-TIJIEYEBAS
JIUCTPODUA MBIIIEYHAS BPOXKJEHHAS 11 TUIIA
3PUTEJIbHOI'O HEPBA ATPO®US BEPA
3PUTEJLHOTO HEPBA ATPO®USI JIEBEPA
3PUTEIBHOTO HEPBA ATPO®UST HACJIEJICTBEHHASI CO CIIACTUUECKOIT

ITAPAIIJIETMENA 106
NINOTUU AMABPOTHYECKOI CEMENHOI ®dOPMA 106
NINOTUA AMABPOTUYECKAS TIO3/1HSIA 107
KAPIMKOBOCTB AMCTEPIAMCKAS 107
KATAPAKTBI-OJINTO®PEHUM-KAPTTMKOBOCTU-MO3KEUKOBOJ

ATAKCUM CUHJIPOM 109
KEPHCA—IIM CUHPOM 110
KOPBI TOJIOBHOTO MO3TA ATPO®UU CUH/[POM 110
KPAHIODAPUHTHOMA 111
KPOCCA—MAK-KBIOCUKA—BPUHA CUH/[POM 113
KCAHTOMATO3 HEPEBPO-CYXOXUJIBHbBI 113

KYPY 114
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JEUKOAUCTPO®US [TIOBOUJIHO-KJIETOYHAS 115
JIEHKOAMCTPODUS KOHABIH-BAH BOTAPTA—BEPTPAHA 117
JERKOAMCTPODUS METAXPOMATUYECKASI 118
JIEUKOJIMCTPO®ISA METAXPOMATUYECKAS AYCTUHA 120
JENKOAMCTPODUS CYTAHODUIBHAS 121
JINTTO®YCIIMHO3 HEMPOHAJIBHBIH IIEPOUAHBIN MHOAHTH/IbHbIN 122
JIATTO®YCHMHO3 HEMPOHAJIBHBIH IIEPOM/IHBIA MHOAHTHABHBIN TO3AHUAN oo 123
JINTTO®YCIMHO3 HENPOHAJIBHBIN IEPOMIHBIN IOBEHUJIbHBIA 124
JINCCAOHIEDAINS 125
JINILO «COUHKCA» 126
MAPJIEHA—YOJIKEPA CUH/IPOM 126
MAPIIAJIZIA—~CMUTA CUHJ[POM 127
MELAS CUH/IPOM 127
MEHBEPA BOJIE3HD 129
MEBHUYCA CUHIPOM (1) 130
MUACTEHWS ITCEB/IOTIAPAJINTUYECKAS 3/I0KAYECTBEHHAS 130
MUTPEHD BA3UJISIPHAS 132
MUTPEHD [TIA3HAS 133
MUTPEHDB O®TAIBMOIIJIETUYECKAS 135
MUTPEHb PETUHAJIbHASI 136
MWTPEHB CEMENHAS TEMUIIIETUYECKAS C IETEHEPALIMEN CETYATKU ... 136
MWJITEPA—/IMKEPA CUH/IPOM 137
MUOKJIOHYC-2ITUJIENICHS 137
MUKPOILEDAINS 139
MUOIIATHS BPOKIEHHAS C ODTAJIbMOIIETUEN 140
MUOTIATHS BPOK/IEHHAS C ITOPAJKEHMEM IJIA3 1 MO3TA 141
MUOIATHS MUOCKJIEPOTUYECKAS 141
MUOIATUSA ODTAJIBMOTIIETUYECKAS 142
MUOTIATHSA C KATAPAKTOH, OJTUTOD®PEHUEN 1 QHIOKPUHHBIMHI

HAPYIIEHUSAMU 143
MUOTIATUS IIEHTPOHY KJIEAPHASI 143
MUOIATHUSA IOHOIIECKAS 145
MUOTOHUS BPOXKJAEHHAS 146
MHUOTOHUS JUCTPODUYECKAS 148
MUOTOHUS XOH/IPOJMCTPODUYECKAS 150
MO3TA KAJTIBIIMOUKALMSI HEATEPOCKJIEPOTUYECKAS 151
MO3KEUYKA ATPODUI BPOKAEHHOIN CUH/IPOM 152
MOPTAHBU—CTIOAPTA—-MOPEJISI CUH/IPOM 153
MYKOJIMITUA03 I TUTIA 155
MYKOJIAIIU03 11 TUTIA 156
MYKOJIAITU03 111 TUTIA 157
MYKOJIATIMAO3 IV TUTIA ' 158
MYKOTIOJIMCAXAPUJI03 I-H TUIIA 158
MYKOITOJIMCAXAPUJIO3 11 TUIIA 160
MYKOTIOJIMCAXAPUI03 111 TUITA 161
MYKOIIOJIMCAXAPUJIO3 IV TUIIA 161
MYKOIIOJIMCAXAPUI03 I-S TUIIA 162
MYKOIIOJIMCAXAPHI03 VI TUIIA 163
MYKOTIOJTMCAXAPH]I03 VII TUIIA 164
MYKOITOJIMCAXAPWUJI03 IICEB/IOPEBMATUYECKUI 165
HAHU3M I'MIIODU3APHBIN 165
HAHU3M C MUKPOIIEDAJIMEN U KAXEKCUE 168
HEBPUHOMBI C/TYXOBBIX HEPBOB JIBYCTOPOHHEN CUH/IPOM 169
HEBPUT BEPXHUX KOHEYHOCTEN AMUJIOU/IHBIN 169
HEBPUT BEPXHUX U HUKHUX KOHEYHOCTEN AMUJIOU/THDBI 170
HEBPUT HUYKHUX KOHEYHOCTEN AMUJIOW/IHBIN 171

HEBPOTIATUA JIMIIEBOTO HEPBA PELW/IMBUPYIOIIAA 1
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HEUPODUBPOMATO3 173
HEYYBCTBUTEJIBHOCTD K BOJIM BPOK/IEHHAS 176
HUCTATM HACJIEJICTBEHHbII 176
OKYJIO-KPAHIO-COMATUYECKH T CUHPOM 177
OKYJIO-IIEPEBPO-OTO-PEHAJIBHBIN CUH/IPOM 179
OKYJIODAPUHTEAJIBHBIN CUH/IPOM 179
OKVJIO-IIEPEBPAJIBHBIN BPOKJIEHHBIN CUH/POM 179
OKYJO-IIEPEBPO-PEHAJIbHBIN CUHIPOM 180
OPTOCTATUYECKHUI ITMITOTEH3UBHO-IMCKUHETUYECKUI CUH/IPOM 181
ITAJIBITEBPO-MAHJIMBYJISIPHAS CHHKMHE3MS 183
TTAPAJINY [VIA3O/IBUTATE/IBHOTO HEPBA BPOXKAEHHDBIN IIAKITNYECKUI oot 184
TTAPAJINY JIETCKW IIEPEBPAJIBHBII 184
MTAPAJINY JIPOKATEJIBHBIN 187
TTAPAJTY OKYJIO-MALIMAJIBHBIA BPOKJIEHHBIN 190
[TAPAJIY [TPOTPECCUBHBIV MHOAHTUJIbHBIA 191
[TAPAJINY LIEPEBPAJIbHBIN CIIACTUYECKUI 191
ITAPAMMOTOHUS SUJTEHBYPTA BPOYK/IEHHAS 192
[TACCOBA CUH/IPOM 193
IJIERPOTIIETAS 193
[MOJIMHEBPUT UHTEPCTUIIMAJIBHBIN TUITEPTPO®UYECKUI TPOTPECCUPYIOULAM .o 193
MTOPOUPHSA OCTPAS MIHTEPMUTTUPYIOIIIAS 195
MCEB/IOTABEC ITYITMJIJIOTOHUYECKU I 196
IITO3 HACJIEJICTBEHHBI 198
PETHMHO-KOXJIEAPHBIM CUH/IPOM 198
CEMBUHA—®EIBJAMAHA CUH/IPOM 199
CEMENHAS IPOTPECCHPYIOLIASI PUTUAHOCTD 200
CUHJIPOM CUHOCTO3A HIEMHBIX [I03BOHKOB 201
CUPUHTOMMEJINS 202
CKJIEPO3 TYBEPO3HBII 205
«CYACTIIMBOM KYKJIbI» CUHIPOM 207
CBETPEHA (IIETPEHA)—JIAPCCOHA CUH/POM 207
®UBPO3 9KCTPAOKYJIPHBIX MBILIILL Bpomﬂmﬂbm 208
XOPESI TEHTUHITOHA (XAHTUHITOHA) 209
LIEPEBPO-OKYJIO-DAIIMO-CKEJETHBI CUH/IPOM 212
HEDAJTOTTONUCUHIAKTUIMN CUHAPOM 212
YEPEIA B ®OPME TPUJIMCTHUKA CUHIPOM 213
YEPEITHO-MO3TOBbIE I'PBIKI 213
HN39HIEDATNSA 214
AJIPUJIKA—BEPITMHA—MAK-KbIOCUKA CUH/IPOM 215
DHIEDAJIUT BPOXKJIEHHDBIN MHTEPCTUIIMAIBHBII 216
SHILEDAJIOMUEJIOTIATAS HEKPOTU3UPYIOILAS TIO/IOCTPAS 217
IHIEDAJIONEIE BA3AILHbII 218
SMUJIENICUM JIOBHOM C HOYHBIMU IIAPOKCU3MAMU CUHPOM 218
STMUJIENICHAY TOBPOKAYECTBEHHO ITAPILTMAJILHOM C 3ATBIIOYHBIMK
MMAPOKCU3MAMU CUH/IPOM 219
[JIABA 2. CHMIITOMBI, PEAKI[UH, PEDJIEKCHI, DEHOMEHbBI, DOM®EKThI 221
ABJIYKIIMOHHBIN ®EHOMEH 221
AKCEH®EJ/IB/IA DEHOMEH 221
AMHE3US ONITUYECKAS 221
ACTAXOBA CUMIITOM 221
ACTBAIIATYPOBA HA30JIABUAJIbHBIN PEDJIEKC 222
ATAHACCHO CUMIITOM 222
AYBEPTA ®EHOMEH 222
BAVIEPA CUMIITOM 222
BAJIMHCKOTO CUMIITOM 222

BAJIJIE CUMIITOM 223
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BAPPE CUMIITOM (1)

BAPPE CUMIITOM (2)

BEJIJIA CAHKUHETUYECKU I ®EHOMEH

BEPA CUMIITOM

BEPTEPA CUMIITOM

BAJILIHIOBCKOTO M. CUMITTOM

BOTOJIEIIOBA JIUCTAHC-OKVJISIPHBIN PEDJIEKC

BOTOJIEITOBA CUMITTOM I'MITOTOHUN BEK

BOP/IbE— ®PEHKEJISI CUMIITOM

BPUKHEPA CUMIITOM

BYJIbBO-DAIMAJIBHBI CUMIITOM

BYMKE CUMIITOM

BATHEP-S1YPEITA CUMIITOM

BAPTEHBEPTA BUBPAIIMW BEK CUMIITOM

BAPTEHBEPTA CUMIITOM KAYAH M

BEICCA CUMIITOM

BEPKOBMYA CUMIITOM

BEPOKASl CUMIITOM

BEPTUKAJIbHO CPEAMHHOW JIMHUM KAMITUMETPUYECKUI CUMIITOM

B3IJIA/IA ®OBEMKU CUMIITOM

B3OP 10 TUITY TMHT-TIOHTA

B30OPA AITPAKCHsA

B30OPA CKPBITOTO ITAPE3A CUMIITOM

BUJIBBPAH/ITA CUMIITOM

TEMUAHOTICUY HIKHEN CUMIITOM

TETYUHCOHA CUMIITOM

THAEHA (TU/UIEHA) PEDJIEKC HA3OIAJIBITEBPAJIBHBII

TAIIYC

[JIA3 U A3bIKA CUMIITOM ®GUJIATOBA

[TASA EHOTA CUMIITOM

TJTOHTH CUMIITOM

TOBEHA CUMIITOM

T'OPHEPA CUMIITOM

IPEVICEPA CUMIITOM

I'PEDE CUMIITOM (1)

PEDE CUMIITOM (2)

['VAJAEHA CUMIITOM
[VJIBAA CUMIITOM

[TYHHA CUMIITOM 3PAYKOBBIN

['VPEBUYA CUMIITOM

['VPEBUYA-MAHHA CUMIITOM

TOME CUHKMHE3UA

JIABUJAEHKOBA CUMIITOM

JAJIBPUMILIA CUMIITOM

JIEPMOTPA®U3MA YTACAHUSA CUMIITOM

JOMION-TIOTAHA—CECTAHA CUMIITOM

EJINTMHEKA CUMIITOM

KODDPYA CUMIITOM

3AH/I-3WJIBBEPJIACT CUMIITOM (1)
3AH/I-3WJIBBEPJIACT CUMIITOM (2)

3ACBITAHUSA ®EHOMEH HITOKEPTA

3EJIbIEPA PEOJIEKC KOPHEO-MAH/INBYJISIPHBIN

3PAYKA IIAPAZJOKCAJIBHOM PEAKITMN HA CBET CUMITTOM

3PAYKA PACITUPEHUA IBYCTOPOHHETO CUMIITOM

3PAYKA PACIIMPEHUA OTHOCTOPOHHEITO CUMITTOM

3PAYKA CITACTUYECKASA MUJIPUATUYECKAS HEITOZIBUKHOCTD

3PAYKA CYKEHMS JIBYCTOPOHHEI'O CUMIITOM

223
223
223
223
223
224
224
224
224
224
225
225
225
225
226
226
226
226
226
226
227
227
227
227
228
228
228
228
228
229
229
229
229
229
230
230
230
230
230
231
231
231
231
231
232
232
232
232
232
233
233
233
233
234
234
235
235
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3PAYKA CYKEHUS OJJTHOCTOPOHHETO CUMIITOM 235
3PAYKOB AMABPOTUYECKAS HEIIOJIBUKHOCTD 236
3PAYKOB TEMUAHOIIMYECKAS PEAKIIUS 236
3PAYKOB ITPBITAIOIINX ®EHOMEH 236
UIJTOHA CUMIITOM 237
NO3—CTEPJIMHIA CUMIITOM 237
KAJIbBAYMA CUMIITOM TAJIUTIOIAHATLMAN 237
KATIIIN/I3E CUMIITOM 237
KATADOPYS 237
KEHHE/I—-YOPTUCA CUMIITOM 237
KJIENHA CUMITTOM 238
KHAIIIIA CUMITTOM 238
KOJIJIE CUMIITOM 238
KOIHUOIINY ®EHOMEH 238
KOXAHOBCKOI'O CUMIITOM 238
KPOKO/IMJIOBBIX CJIE3 CUMIITOM 239
KPOY CUMIITOM 239
KPYTOBO MBIIIIIbI [TIA3A PEDJIEKC 239
KYUMOBA—KEPEPA CUMIITOM 239
KYKOJIBHBIX [JIA3 PEDJIEKC 240
JIACETA CUMIITOM 240
JIEBU BETETATUBHBIV CUMIITOM 240
JIECTHUIIBI CUMIITOM 240
JIMIIMAHHA ®EHOMEH 240
JIYU-BAP CUMIITOM 241
MAPHU ITBEPA CUMIITOM 241
MEMEPA ®EHOMEH 241
MUWHTAIIUHA CUMIITOM 241
HEIPO CUMIITOM 241
HUCTAIM 241
HUCTAIM ABJIYKIIMOHHBIIA 242
HUCTAI'M, BBI3BIBAEMBII TOBOPOTOM B30OPA 242
HUCTATM JIUCCOIMMPOBAHHBIN 242
HUCTATM UCCOIMUPOBAHHBIIN BEPTUKAIBHDBII 242
HUCTATM KOHBEPTEHTHBIN 243
HUCTATM MO3KEYKOBBIN 243
HUCTAIM MOHOKY/JISIPHBIIA 243
HUCTAIM OIITUYECKUIA 243
HUCTAIM OIITOKMHETUYECKUIT 243
HUCTATM NMEPUDEPUYECKUI 244
HUCTATM ITHJIOOBPA3HDBIA 244
HUCTATM TTO3UIIMOHHBIN 244
HUCTATM PETPAKIIMOHHBIA 244
HUCTATM CIIOHTAHHBIN 244
HUCTATM TOHUYECKUA 245
HUCTATM [IEHTPAJIbHBII 245
HUCTATMA KHU3Y CUMIITOM 245
HUCTATMA «IIEHHOTO» ®EHOMEH 245
OKYJIAPHbBIV BOBBUHT 245
OKYJISIPHBIN ANIITAHT 246
OKYJOUEDAJINYECKUI PEDJIEKC 246
OTICOKJIOHYC 246
ODTATBMOTIIETVS MHTEPHY K/JIEAPHASI HETIOJIHAS 247
OYKOB CUMIITOM 247
ITAJIBLIEHOCOBAS ITPOBA 247
TAJIBIIE-TIAJIBIIEBAS IIPOBA 248

ITAJIBIIEY KABATEJIbHASI [TPOBA 248
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[TAPPO CUMIITOM 248
MENUIIEPA TJIABHOW ®EHOMEH 248
MENTIEPA PEDJIEKC 248
[IJTABAIOTIINX TVIA3 CUMIITOM 249
[YJIbO®PUXA CTEPEOIDDMEKT 249
PEBUJIBO (PEBUIT0) CUMITTOM 249
PEJIEPA CUMIITOM 249
PEJIJIMXA CUMITITOM (1) 250
PEJUIMXA CUMIITOM (2) 250
PECHUIL CUMITTOM 250
PO3E—HAMJIEHA CUMIITOM 250
PO3EHBAXA CUMIITOM 250
POMBEPTA CUMIITOM (ITPOBA) 250
PYKKEPA CUMIITOM 251
PYCCH CUMIITOM «CITAPAJIH> 251
CEJIAHA CUMITTOM 251
CECTAHA CUMIITOM 251
CUHKMHE3US BEKO-TIIATU3MAJIbHAS 252
CUHKMHE3MS BEKO-TIOBHO-TYBHAS 252
CUHKMHE3HUS BEKO-VIIIHAA 252
CKBAVIPA CUMIITOM 252
CJE3HOTO NOTEHUSA CUHIPOM 252
COJIHIIA 3AXO/ISIIETO CUMITTOM 252
COMATIY CUMIITOM 253
CTPABM3M KAYATEJIbHDBII 253
CYKEPA CUMIITOM 253
TPUYM®DOBA CUMIITOM 253
YXO-KAIIJIEBO CUMIITOM 254
DEJLOPOBA CUMITTOM 254
GEPCTEPA O. CUMIITOM 254
MEPCTEPA P. CUMIITOM 254
DIIATAY—KYUMOBA CUMITTOM 254
DOTO JPKEKCOHA CUMIITOM 255
DYKCA CUMIITOM 255
XBOCTEKA CUMITTOM 255
XEPTOTA CUMIITOM 255
XEPPEHIIIBAH/IA CUMITTOM 256
XODDA-IINIBIAEPA DEHOMEH 256
IIIAPKO CUMIITOM 256
IAJIBJIEPA CUMIITOM 256
[ITEJJIBBATA CUMIITOM 256
AIIITEAHA CUMIITOM 256
IJIABA 3. IPUOBPETEHHBIE BOJIE3HU U CUH/IPOMbI 257
A, V, X CHHJIPOMBI 257
ABCIIECCA TOJIOBHOTO MO3TA CUH/IPOM 258
ATHO3US 3PUTEJILHAS 260
AKYUIEPCKOTO TTAPAJIMYA PYKU CUH/[POM 261
AMABPO3 262
AMBJIMOITAM TPAH3UTOPHOM CUH/IPOM 262
AHEBPU3M FOJIOBHOTO MO3TA CMHJIPOMbI 263
AHEBPU3Mbl BEHO3HOI OPBUTAJIbHOM CUH/IPOM 267
AHEBPHU3MbI 3A/IHEN COEJIMHUTENLHOM APTEPUI CUH/[POM 267
AITAJUTMYECKUI CUHJIPOM 267
AITATMYECKWI CUHIPOM 268
ANIOIIJIEKCUYECKWI CUH/IPOM 269

ATIOIIEKCHUA ITPOTPECCUPYIOIIAA 269
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APAXHOUIAT

APTAIJITIA (APJUKIJLIIA) POBEPTCOHA CUH/IPOM

APTEPUM BA3UJIIPHON (OCHOBHON) 3AKYIIOPKY CUH/IPOM
APTEPHM BEPXHEN MO3KEYKOBOI CUH/[POM

APTEPUM IJIA3HOM BOJIEBOI CMH/POM
APTEPUM 3AJIHEIT MO3TOBOM CUHIPOM

APTEPHI1 MOCTA MO3TA CUH/IPOM

APTEPUH NEPEJHEN BOPCUHYATOV CUH/IPOM

APTEPUH ITO3BOHOYHOI CUH/[POM

APTEPUI ITPOJIOJITOBATOTO MO3TA CUH/IPOM
APTEPUU BHYTPEHHEIN COHHOW CMH/IPOM

APTEPUI CPEJIHETO MO3I'A CUH/IPOM

APTEPUH CPEJIHEN MO3rOBOY CUH/IPOM

BAPPE JINCTAPMOHUYECKUI CUH/IPOM

BAPPE-PEN3A—MAPIVJIMCA TPHAJIA
BAYMAHHA—JIENNEPU CHUH/[POM

BEJIJIA CUH/IPOM

BEHXAMA CMH/IPOM

BEPHAPA CUHIPOM

BEPHAPA-TOPHEPA CUH/IPOM
BJIEDAPOCITASMA 3CCEHIIMAJIBHOTO CUH/IPOM

BJIOKA/IbI BOJIBIION [IMCTEPHBI CUH/IPOM
BPAXUOIEPBUKAJIbHBI CUH/IPOM

BPENHA CUH/IPOM

BPYHCA CMHJPOM

BYTOPKA TYPEIIKOTI'O CEJIJIA CUHAPOM

BIOPHBE CUH/IPOM
BAKE3A—3CMEWHA CUH/[POM

BAPOJIMEBA MOCTA JIATEPAJIbHBIV CUH/IPOM

BAPOJIMEBA MOCTA MEJAMAJIbHBII CUHJIPOM

BEJIJIMTCA CUH/IPOM

BEHO3HOI'O XPOHMYECKOI'O 3ACTOS B MO3TE CUH/[POM
BEHCAHA—AJIAJKYAHMHA CUH/IPOM

BEPXHEV IVIASHUYHOM IIEJI CUHPOM

BUCOYHO KOCTU BEPXYIIKU TUPAMM/IbI CUHPOM

BEPHIMHBI OPBUTBHI CUH/IPOM

B3OPA ITAPAJTNY
B3OPA ITAPAJINY HAJIDSIJIEPHBIN

B30OPA ITAPAJTUYA IICUXUYECKOT'O CUH/IPOM

B30PA CY/IOPOTA

BU3YAJIbHO-9K30DTAJIBMUYECKO IMCCOLMAILIAN CUH/IPOM

BUCOYHO JI0JIU IJIYBOKUX CTPYKTYP CUH/IPOM
BYJIA CUH/IPOM

BbICOTHASA BOJIE3Hb

TAJUTIIOIIMHATOPHBIN CUH/[POM

TAJITIOUMHO3 MEY HKYJIAPHBI I

FEMATOMMEJINN CUH/IPOM

TEMUACOMATOATHO3WA

TEMUITAPAJINY MSITKOTO HEBA, TOJIOCOBBIX CBA30K

TEMMIIIETUS AJIBTEPHUPYIOIIASA HUKHAA

TEMUCITA3M JIMILEBO

TEMOPPATUM BEHTPUKYJIAPHOV CUH/IPOM

TAIPOLEDAJIAS OTOTEHHAS

TANEPTEH3US BHYTPUYEPEITHAS MINOTIATUYECKAS

TUITOTAJIAMUYECKUI CUH/[POM

TUIOTEH3WUN BHYTPUYEPEITHOV CUH/IPOM
[MPIIA TPUAJZIA
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TMCTAMUHO-TIEQAITUYECKUI CUH/IPOM

TOJIOBHOTO MO3IA JIMCJIOKAIIMOHHBIN CUH/IPOM

TOJIOBOKPYXEHUE SHAEMUYECKOE

T'OTIAJIAHA CUH/IPOM

TOPMETOHMS

[OTBAJIB/IA—XPACTA CUH/IPOM

JIETEHEPALLUM KOPKOBOW CUH/IPOM

JIETEHEPAILMSA LIEPEBPAJIbHAST AJTKOTOJIBHAS

JIEXKAHA CUH/[POM

JIEHHU BPAYHA CMH/IPOM
JIEIEPEBPAIIMOHHON PUTMJIHOCTU CUH/IPOM

JIMADPATMAJIBHO-3PAYKOBbIN CUHIPOM

JKAKO TPUAJIA

JKEJTYJIOYKA 111 CUH/IPOM

JKEJIY/IOYKA IV CUH/IPOM
JKEJTVIOYKA BOKOBOTO CUH/IPOM

3AJIHEN IVIOTOYHOM OBJIACTI CUH/IPOM

3AIIEPTOTO YEJIOBEKA CUH/IPOM

3ATBIJIOYHOTO OTBEPCTHA CUH/IPOM

3ATBIIOYHOM JIOJIN CUH/IPOM

3PEHUA OYHKIIMOHAJIBHOTO PACCTPOVICTBA CUH/IPOM

3PUTEJIBHOT'O BYTPA CUH/IPOM

3PUTEJIBHOTO TPAKTA CUH/IPOM

3PUTEJIBHOW KOPBI CUH/IPOM

3PUTEJBLHOU JIVUUCTOCTU CUHAPOM

3PUTEIbHBIX HEPBOB 3ACTOMHBIE IUCKN OCJIOKHEHHBIE

WHCYJBTA TEMOPPATMYECKOTI'O CUH/IPOM

UHCYJIBTA UITEMUYECKOTO CUH/IPOM

UHCVYJIBTA CIIMHAJIBHOTO CUH/IPOM

KABEPHO3HOTO CUHYCA IEPE/IHUI CUHIPOM

KABEPHO3HOTO CMHYCA CPE/IHIII CUHIPOM

KABEPHO3HOT'O CUHYCA 3A/[HUI CUH/IPOM
KAPINO-BPAXUAJIBHBII CUHJ[POM

KAPOTH/IHOTO CUHYCA CUH/IPOM

KAPOTH/IHO-KABEPHO3HBIX COYCTUI CUH/[POM

KATADOPHSA

KJIMHOBU/IHOM KOCTU BOJIBIIOTO KPBIJIA CUH/POM
KJIMHOBUTHOM KOCTU MAJIOTO KPBLJIA CUH/IPOM

KHAIITIA CUH/IPOM

KOTAHA CUH/IPOM

KOJIEHYATOTI'O TEJIA TATEPAJIBHOTO CUH/IPOM

KOJIEHYATOTO Y 3JIA CUH/[POM
KOJINE-TO®DOMAHHA CUH/IPOM

KOJIJIEPA CUH/IPOM

KOMATO3HBIN CUH/IPOM

KOMMOILMOHHBIN CUHIPOM

KOMITPECCMOHHbBII CUHIPOM
KOHTY3WUOHHbII CUH/IPOM

KPAHMOCITMHAJIBHBIF CHHPOM

KPACHOTO $1/IPA HVKHUI CUH/IPOM

KPOBABOTO [TOTA CHH/IPOM

KPOBOUBJIMSAHUSA B ALIEHOMY THUIIO®U3A CUH/POM
KPOY—®YKA3bI CHH/IPOM

KPBIJIOHEBHOTO Y3JIA HEBPAJITUS

KPBUIOHEBHOM SAIMKW CUH/IPOM

KYKOJIbHBIX IJTIA3 CUH/IPOM

KYJIEHKAMITO®A—TAPHOBA CUH/IPOM
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KYIIMHTA CUH/IPOM (1)
KYIIMHTA CUH/IPOM (2)

JIEMKOSHIEDAJIAT CKJIEPO3UPYIONINT TTOOCTPBII

JIMCCAYIPA CUH/[POM

JIOBHOM JIOJIN HUKHEN ITOBEPXHOCTHU CUH/IPOM

MAKPOTUTEPITIOBYTMHEMUYECKU Y HEPBHO-IICUXWYECKUI CUH/IPOM

MAPBGYPTA [IEHTAJIA

MAPBYPIA TPUAJIA

MAPUH-AMATA CUH/IPOM

MAPKOBA CEKCTAZIA

MAP®AHA-J[EHHU CUH/IPOM
MEKIIOJYITAPHOTO PA3OBIIEHMS CUH/IPOM

MEHWUHIEAJIbHBIN CUH/IPOM

MEPIATEJIBHOY CKOTOMbI CUH/IPOM

MUACTEHUYECKUI CUHIPOM

MUACTEHMS ITTABHAA
MO3IA OTEK

MOSTA ITIPOJIOJITOBATOTO AJIBTEPHUPYIOIINI CUHAPOM
MO3XEYKOBOIO HAMETA CUHJIPOM

MOHAKOBA CUH/POM

MOCTA MO3TI'A AJIESTEPHUPYIOIIUI CUH/POM
MOCTO-MO3XXEYKOBOTI'O YIVIA CUH/IPOM

HEAPOCUDUIIIC

HEPOCITH/L

HEPBA BJIOKOBOT'O CUH/IPOM

HEPBA BJIVX/IAIOIIEIO CUHPOM
HEPBA BUJIMEBA CHH/IPOM

HEPBA IVIA3OJIBUTATEJIbHOTO CUH/IPOM

HEPBA JIMIIEBOTO CUH/IPOM

HEPBA OTBOJAIIIETO CUH/IPOM

HEPBA TIPEJ/IBEPHO-YJIMTKOBOIO (KOXJIEOBECTUBYJIAPHOTO) CUH/IPOM

HEPBA TPOMHUYHOTO HEBPAJITHS

HEPBA TPOMHUYHOTO CUH/IPOM
HEPBA A3BIKOIVIOTOYHOTI'O HEBPAJITHS

HEPBOB PECHUYHBIX JJTMHHBIX CUHAPOM

HEPBOB YEPEINHDBIX « 'EMUILJIET VS »

HHUJBCEHA CUH/IPOM

OBMOPOK

OBOJIOYEYHO-PEIEPKYCCUOHHDII (TOMOJIATEPAJIBHBII) CUH/IPOM

OKVYJIOBEPTEBPAJIBHBIN COCY/IUCTBII CUHIPOM

OKYJIOJETAPTMYECKUI CUH/IPOM

ONTUKO-ITMPAMUHBIVA CUH/IPOM

OINTUKO-PETUHO-HEBPUTA CUH/IPOM

OIITOXUASMAJIbHOIO JIENTOMEHMHTATA MAKVJIAPHBIV CUMIITOM
ODTAJIBMOJIOTUYECKUE ¥ HEBPOJIOTUYECKUE ITPOSABJIEHUS CAXAPHOTO IMABETA
ODTAJIbMO-HEBPAJITMYECKUI OJHOCTOPOHHHUI CUH/[POM

OD®TAJIbBMOIJIETMUA-ATAKCUU-APEDJIEKCUY CUHIPOM

ODTAJIbMOIIJIETUN BOJIEBOV CUH/[POM

ODTATbMOIIIETHSA AJIBSTEPHUPYIOIIAS PEIIMINBUPYIOILAS

ODTAJIBMOIIETUS MEKDA/IEPHAS

ODTAJIbMOTIJIETHSA HA/UBSIIEPHAS ITPOTPECCUPY IOIIAS
[TAPAJIMTUYECKASI TPUAJIA

ITAPAJIAY BOCXO/IATIINI
ITAPAJIY CIIMHAJIBHBIN CUDUITATUYECKII

[TAPAJIMYA AJIBTEPHUPYIOLIETO CUH/IPOM

[TAPACUMIIATUKOTOHUS

ITAPACUMIIATUYECKIIT KPU3
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[TAPATPUTEMUHAJIBHBIN CHH/IPOM

ITAPUHO CMHAPOM

[IE/LY HKYJISPHDIA AJTBTEPHUPYIOIINI CUH/IPOM

HEJUIAIM CUHAPOM
[IEJISI CUH/IPOM

[TEPEJIOMA OCHOBAHMA YEPEIIA CUH/IPOM

HEIEPUCTOIO CUHYCA CBMIILNA

HETIVISE CUHIAPOM

[JIEYEBOTO CIVIETEHHA CUH/IPOM
[OJIMHEBPUT CBMHIIOBbIN

[OJIMHEBPOIIATUS IMDTEPUAHAS [O3/IHAS

[OJINODHIEDATIONATAA TAVE—BEPHUKE

TTOJIUPAZIMKYJIUT OCTPBIA NEPBUYHDBINA UAMOMATUYECKNIA

«I10JIYTOPHBI> CUHIPOM
[IOJIYIHAPHBIM CMH/IPOM PACCTPOMCTBA UYBCTBUTE/IBHOCTH

110JI4 8 CUH/IPOM

110J1s1 BEPHUKE CMH/IPOM

MMOHTUHHBIN AJIBTEPHUPYIONINY CUHIPOM

[PEXO/ISAIINX HAPYIUEHUI MO3rOBOTO KPOBOOBPALIEHNSI CUH/IPOM

[IPO3PAYHON MEPETOPO/IKM CUH/IPOM

[ICEB/IOBYJIbBAPHDII CHUH/POM

IICEBAOMMOTOHMA

[ICEBIOODTAJIbMOIIIEIMA

MICEB/IOTABEC TUIIO®U3APHBII

IITU (ITETUTA) CUH/IPOM

«[IYCTOTO» TYPEILKOI'O CE/IVTA CUH/[POM

PAIMOHA—CECTAHA CUH/IPOM

PAHCEMA—3UMEHA (3EMAHA)—KWHTA CUH/[POM

PACCEJIJIA CUH/IPOM

PACHIMPEHHOT'O ONITUYECKOTO KAPMAHA 111 JKEJIVIOYKA CUHAPOM

PEIIHO (PEHO) BOJIE3Hb
CUJIbBUEBA BOJIOIIPOBOJIA CUH/IPOM

CUMIIATUKOTOHHWHW CHUH/IPOM

CUMITATOAZIPEHAJIOBBIN KPU3

CKJIEPO3 PACCESTHHBIN

CJIEITOTA KOPKOBAS

CITA3M JIMTIEBOI

CIAYKY MEPUOJANYECKON CUH/IPOM

CTPOHA (CTPAXAHA)—CKOTTA CUH/IPOM

CYBKJIABUOKAPOTH/IHBIN CUH/IPOM

TEMEHHO-3ATDBIJIOYHBIN CUHAPOM JIEKEPUHA
TEPCWJISA CUH/[POM

TEPCOHA CMH/IPOM

TPEX «TEMU» CUH/IPOM

TPOMBO3A BEPXHETO CATUTTAJILHOI'O CUHYCA CUH/IPOM

TPOMBO3A 3AJIHEN HUXKHEN MO3KEYKOBOI APTEPUN CUHJIPOM
TPOMBO3A IEIEPUCTOTO CUHYCA CUH/IPOM

TPOMBO3A IMONEPEYHOTO CUHYCA CUH/[POM

TPOMBO3A CUTMOBHUAHOTO CUHYCA CUH/IPOM

TPOMBO®JIEBUTOB BEH MO3TA CUH/[POM

YIJIOBO# M3BUJIVHBI CUH/IPOM
YUITIIA BOJE3HD

GOBUJIA-BUJIBCOHA CUHAPOM

OOCTEPA KEHHE/IM CUHIPOM

@YPHLE CUH/IPOM

XMUA3MAJIbHBI CUHPOM
XOJIMCA CUH/IPOM
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XOPTOHA—-MATATA—-BPAYHA CUH/IPOM
YETBEPOXOJIMUS CUH/IPOM

IITAPKO BOJIBINIAS NCTEPUSA

[ITAPKO TPAAJZIA
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HIWITKOBU/IHOTIO TEJIA OITYXOJIN CUH/IPOM

HITEXEJIUHA—-®PUJUKEPO—JIEBH CUH/[POM

9KOHOMO TPUAZIA

IHIEDAJIAT TEMOPPATMYECKU I OCTPBIIA

DHIEDAJIAT KIAEMEBOM (BECEHHE-JIETHHI)
DHIEDAJIUT KOPEBOM

DHILEDATUT OCTPHINA HEKPOTHYECKUI (TEPITETHYECKIIA)
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SHIEDAJIOMUEJIAT OCTPBIN PACCESHHBIN

IHIEDAJIOITATUN CUH/IPOM

IHIEDAJIONIATHA ATEPOCKIEPOTHUYECKAA

IHUEDAJIONATUA AEMUETVUHU3UPYIOLIASA
DHILEDAJIONATHA TOCTTPABMATUYECKAS ®PUJIMAHA
OHIEDAJIONATHSA ITPECEHWUJIbHASA HEBUHA

APEMHOI'O OTBEPCTUSA CUH/IPOM
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3PUTENIbHOIO HEPBA ATPO®UA NEBEPA
(6one3sHb Jlebepa)

3aboseBanue 0OBIYHO HOCUT CeMEHO-HaCIeCTBeHHbII Xapakxrep. B ocnose na-
CJIeICTBEHHOMI anOd)HI/I 3PpUTEJbHOTO HEPBA .}1666‘[)3 JieKaT MyTaliuu [IpeuMYyIeCTBEH

B HyKJIeonaHbIx nosuusx 11778, 3460 u 14484 xomnnekca I apixarenbroit nenm. He=
Bpomnatusa Jlebepa MOKET BBI3bIBATBCSI TAK/KE TOYKOBBIMU MyTaIllUsIMU B TeHAX KOMIT
sexcoB 111 u IV gpixatenpHol nenu. Bee st MyTanuu BO3EHCTBYIOT Ha CHCTEMY
OKHCTUTENBHOTO (hocOPHUIMPOBAHHS M HAPYIIAIOT TEM CAMbIM SHEPreTHIEeCKHMiT 0OMeH:
B kzetke. IIpu mapymenun gynximn pepmentos, cunresnpyembix MT/IHK, Gonestb
MOJKET MepelaBaThCs HOTOMCTBY 110 HACJIEACTBY 110 MaTepUHCKOI mnHum. Ecin napy=
nrensl Gynkimn hepmentos, cunresupyemsix suepuoii JIHK, 6ozesus Jle6epa nepe
JlaeTCst 110 Ay TOCOMHO-IOMHHAHTHOMY HJIH ay TOCOMHO-perieccusromy Tuity. [Tpezamno-
JlaraeTcs CymiecTBOBaHue W X-CleIJIeHHOro dakTopa, MOANGMUIMPYIOIETO HKCIPEC-
cmio iedpexta mutoxonapuanbhoii JHK. BeposiTHo, a11M 06bsicHsIeTCA ITpeobiaianme
GOMBHBIX MYZKCKOTO T10J1a. B rocieinee Bpems Bce yalle BCTPeYaloTcsl CopanyecKue
caydan HOJIE3HIL.
Myraunu mt/IHK o6napyskusatorcs y 601bHbIX 601e31b10 Jlebepa n uieHoB HX ce
Meii, He COYeTAIOTCS JAPYT € APYTOM M 00YCIOBIMBAIOT 0K0JIO 85% cirydaes 60.1e3Hiu
Jleb6epa B esponeiickoil nomyssitn. OHN ABIAIOTCA MyTallUsAMU BbICOKOTO PHCKA 3a:
GosieBaHIis, 1 BbISIBJICHNE UX 00€CIeYnBaeT BHICOKYIO TOUHOCTD ANATHOCTUKH 60163+
nu Jlebepa, no3BoJIsist OLEHUTD MPOTHO3 3a00/1eBaHKsA U PUCK €ro Mepeadyn B noc/ie-
JYIOTIHE TIOKOJIEHUSL.
Yacrota 3abonesanus B nonysiun He Meree 1 : 50 000. ITomaratot, 4To 0KOIO
20% Bcex carydaes JIBYCTOPOHHUX aTPO(Hii 3pHTEIbHBIX HEPBOB BHI3BAHO MTATOTEHHbI=
mu myTanmavu MT/IHK. Boseior npenmyectBenHo Myskuntbl B Bospacte 2030 met.
Omnucanpl cIyyan Havasa 3a00JIeBaHys B MIAIeHUYECKOM 1 MOKIJIOM BO3pacTe.
I'nasubie cumnTombl. Cpe/ii TIOJHOTO 3/[0POBbSI B TE€UEHNE HECKOJIbKHUX HEH 1

3naunTenpHee. Mnoraa nabmogaercs pa3psiB Bo BpeMenu (/10 6 Mecs1ieB) nopakeHus
OZIHOTO M IpyTOro riasza. [1pu 0bce0BaHuy BBISBISAIOT KJIHMHUYECKYIO KapTHHY Pe-
TpoGyIbGAPHOTO HEBPUTA: HA TJIA3HOM JIHE JIerKash THIepeMusl IMCKOB 3PUTe/bHBIX
HEPBOB ¢ HE3HAYUTEILHOI CTYIIEBAHHOCTDIO TPAHUILL, B 1OJIe 3PEHIs [eHTPaIbHAs
CKOTOMA Pa3Hoii CTENeHN BBIPAKEHHOCTH — OT CKOTOM Ha I[BeTa 10 abCOMIOTHOIT CKO=
TOMBI, TTepudepuyecKoe 3peHre CTpasaeT Peko, TeMHOBas aflalTallus HOpMasibHast,
Hepenko 0OHApyKUBAIOT TeJEAHTHIKTA3HM U PAaCHIMPeHUe COCY/0B CeTYATKH, OTEK
HelpoHaIbHOTO c1os cetdaTky 1 [J3H.

Yepes 1-2 Heziesn rocsie Havana 3a60oeBaHus MOsBsgeTcs 61eHOCTh BUCOUHOM
[OJIOBUHBI ZIMCKA, @ uepes3 3—4 HeJe/li AUArHOCTUPYIOT YACTUYHYIO (BUCOUHYIO) M
noJHyI0 aTpoduio 3puTerbHOro Hepsa. [Ipoiece MoxeT mporpeccupoBaTh U MPUMEP
HO B 7% CJy4yaeB HPUBOAUT K ciiertore. Bo3MOKHO CIIOHTaHHOE y/IydIIeHIe 3PHTeb:
HbIX QYHKIMIT yaiie B Buze HeOOIBIINX OCTPOBKOB YaCTHYHO BOCCTAHOBJIEHHOTO 3PEH S
B IIpe/ie/iax IeHTPANbHOI CKOTOMBI. Pesxe 1enTpanbHoe 3penue yiyudimaercs 10 0,5,
Viyutienne 3peHns MOKeT ObITh U OHOCTOPOHHUM U IBYCTOPOHHNM. CTeneHb yryy-
[IeHUs 3aBHCUT IIaBHBIM 06pa3oM oT Tura narorenHoit myranun MT/IHK. Tak, npn
mytaiuu 11778 Tonbko B 4% ciiydaeB 0OHApPYKUBAIOT CIIOHTAHHOE yJIydllIeHHE 3PE
Hus, npy MyTanuu 3460 — B 22%, a npu myranuu 14484 — B 37% cayuaes. Y ocranb
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HBIX GOJILHBIX IPOIIeCe CTAOUIM3UPYETCS 1 OCTPOTA 3PEHUST COXPAHAETCS B IPeiesiax
0,05-0,1 cexynpr HOpMaJILHBIMHE HePUDEPHICCKUME TPAHUIIAME. 3HAYNTETbHOE Ha-
pylieHne 3puTeTbHbIX (DYHKIMI y MYy»KUHH, 110 TaHHBIM Pa3HbIX aBTOPOB, OTMEYaeT-
cs1 B 20-83%, a y skenmun — B 4—32% caydaes.

Yeranosseno, uto y 6osbubix ¢ myrtartmein MT/IHK B mosunun 14484 npornos B ot-
HOIIeHHH 3peHnst Hanbosee GaronpusTHbIN, a B no3uiun 11778 — nebraronpust-
tprif. [Tosmaranu, uro nanbosee 61aronpPUATHLIN IPOrHO3 OTMEYAETCS IPU panHeM (/10
20 ner) ne6Grore Gonmesnu. OAHAKO MOCTEHIE UCCAEAOBAHUS HE TIOATBEPKAAIOT HTO.

Jlpyrue KIMHUKO-HEBPOJOTHYECKHE NMPOSIBIEHHUS. B opUruHaibHOM OMUCAHUN
Jlebepa (1871) ripu 3a60/1eBaHIN OTMEUEHBI PA3IPAKUTETBHOCTD, HEPBO3HOCTD, TOJIOB-
nas 60J1b, yTOMIISIEMOCTD. B CTPYKTYpe KIMHIYECKHX TPOSABICHNIT BO3MOKHBI TOJI0-
BOKPY/KEeHH, MUTPeHenogo0ubie medanruu, snunpunaaku, ICHXonaToJI0rnieckKue
HapyIIeH s, yMCTBEHHAs OTCTAI0CTh. HacTo HabIIOAAI0TCS TPEMOP, aTaKCHU, CIIACTH-
YeCKHUe Mapesbl, CAMITOMBI IIOJIMHEBPONIATUY ¢ HAPYIIEHNEM TAKTUIbHOI 1 BUOpaii-
OHHOI YyBCTBUTEIBHOCTH, 0COOEHHO B 00JIACTH TOJIEHU U CTOTI, CHUKEHHEM WU OT-
CyTCTBHEM axu/noBbix pediexcos. [Tomarator, 4o 0kos10 60% manuenTos ¢ 601e31b10
Jle6epa nveloT HeBposornyeckie paccrpoiicrsa. Hepenko oTmeuaercs HapymeHue
cepaieuHoil mpoBoaguMocTH. MoryT 6BITh apaxHOAAKTHIINS, CIOHANI02TH(DU3aApHAST
aucniasyus, Knos. TUIHYHBIM KIMHIUECKHUM PU3HAKOM Y GOIBHBIX ¢ 601e3Hb10 Jle-
bepa n myranmeii MT/ITHK B nosummu 3460 sisnsiercs kudockonnos. Hekoropsie as-
TOPBI CYMTAIOT, 4TO Oonesny Jlebepa HyKHO paccMaTpUBaTh Kak MOJMCHCTEMHOE TO-
paKeHHe N3 TPYIIIbI CIIMHOIEPeOe/ISIPHBIX HACIIE/ICTBEHHBIX IeTeHepalluii.

[Ipn nccnenoBanym U30JINPOBAHHBIX MUTOXOHAPUI TPOMOOIMTOB U MBIHICYHbIX
KJIETOK BBISBJIAIOT CHIDKEHIE aKTHBHOCTHA KOMILIEKca I ibIXaTeIbHOM T[eTTH.

B mmarnocruke nomoraet mccnenoBanue natrepa-JPT, BhgBsIONiee 3HAYNTEb-
HOe CHIDKeHne aMrinTyzbl komronenta Ny 9OI o6pruno He usmenena. [Ipu pern-
crparn 3BIT Ha BCIBIIKY OTMEUaeTcst CHUKeHHE aMILTATY/Ibl KOMIOHeHTa P .

Ilamonozoanamomuuecku 0GHAPYKUBAIOT BBIPAKEHHYIO aTPO(DHIO HEPBHBIX BOJIO-
KOH € pacrajioM MsIKOTHBIX BJIarajJuill U pa3pacTaHUeM TJHM Ha BCEM TIPOTSKEHUH
3PUTEIHHOTO HepBa, aTPO(PHIO TAHTIMO3HBIX KJIETOK CETUATKHU, BBIPAKEHHBIE JereHe-
paTUBHbIE U3MEHEHMS B KOJIEHYATBIX Tesax U 1ryuke [pacuosie. XapakTepHbIM sBJIsI-
eTCS MOJTHOE OTCYTCTBHE BOCHATUTENbHBIX H3MEHEHNIA.

Ha ocnoBanuy ricTOXMMHYECKHX M YABTPACTPYKTYPHBIX MCCIEI0BAHMIT BBISICHE-
HO, YTO MpeJlaMIHAPHbIEC HeMHUETMHIU3UPOBAHHBIE aKCOHBI (HEPBHBIE BOJIOKHA CeTYaT-
KIT) 0COOEHHO 3aBHCHMBI OT OKHCAUTENBHOTO TIPOIecca, Tak Kak G6OraThl MUTOXOH/I-
pusAMu U pepmMenTamMu AbIXaTe bHOI Hern. [Ipeiionaraior, 4To OHM TIepBBIMU TTOpa-
xKatorest npu 6oaesnu Jebepa.

[Tpu rceneoBanmny reneTHYECKOTO PUCKa 6onesnu Jlebepa yetanoBieH MAKCHMATb-
HbIi PHCK Pa3BUTHA 3a00/I€BAHNS Y TVIEMSIHHUKOB, IBOIOPOIHBIX GPaTheB M POIHBIX
SpatbeB (42, 40, 34% cOOTBETCTBEHHO).

Muddepennnposats ¢ MOpaKeHUSIMI 3PUTENLHOTO HEPBa TIPH PACCETHHOM CKJIe-
D03€, aMaBPOTHYECKUX MAMOTHUAX, ONTOXMA3MAIBHOM apaXxHOM/UTE, KpanuohapuH-
rHoMe, JIeHKOANCTPO(USAX, CO CIUHOIEPeOeIIPHBIMU IeTeHePaIusI M.

Jleuenue. IPPekTUBHOTO JTEUEHUsT B HACTOSIIIEE BPEMS He CyIIecTByeT. Peko-
veHayoT koansum Q. ATM, BUTAMUHBI U APYTHE CPE/ACTBA, HOPMATUIYIOIIHE TPO-
DuKy sputenbHbIX HepBOB. [IpoBoasaTes nccienoBanus ahGHEKTUBHOCTH IUKIOCIIO-
ouna A. CumTalor, 4To oH o61azaer 3amuTHHIM 3(HEKTOM B OTHOIIEHHU OKCHIATHB-
40T0 KJIEeTOYHOro crpecca. Kareropmyecku He peKOMEHAYIOT KypUTh, YIIOTPeOIATh
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AJIKOTOJIb, MUH/Ia/Ib U HEKOTOpbie ApyTHe opexu. OneparuBHoe gedeHne HONbHBIX
¢ 6onesnvio Jlebepa conpskKeHo ¢ BBICOKUM PHCKOM OCTOXKHEHHI 1 He MOXKeT ObITh pe=
KOMEH/IOBAHO. \

Onmcan B 1871 r. nemenxuii opransmonor T. Leber. Panee ato saGosnesamnue Habmio-
nanock A. Von Graefe (1858).

3PUTENbHOIO HEPBA ATPO®UA HAUIEACTBEHHAA
CO CNACTUMECKOU NAPANJNIETMEN

Tumn Hac/IeI0BAHI Yallle ayTOCOMHO-PEIeCCUBHBII, PejKe PelieCCUBHBIN, ClieTIeH
Hbiii ¢ X-XpoMocoMoii. B 0T/e/IbHBIX cydasx onucaHa ayToCOMHO-I0MUHAHTHAST T1€
pezaya resa. ;

Inaznple cumnrombl. B Bospacte 10—35 sietT octpo pasBuBaercst ampopus 3pu-
menvibix Hepeos muna Jlebepa 060ux rias. 3puTeIbHbie (HYHKIUY 3HAYUTETHHO CHUF
xatores. Caenora 0ObIYHO He HACTyMaeT, BoiBIsIOTCs IeHTPpasbHble abCOMOTHDIE
CKOTOMBI, 100/1e/IHEHIE INCKOB 3PUTENbHBIX HEPBOB, 0COOEHHO € BUCOYHOI CTOPOHBI.
B03MOKHO pa3BuTIe NUTMEHTHOI JIeTeHePalii CeTYaTKHU.

JISIOTCS HEBPOJIOTHYECKUE HADYLIeH s, XaPaKTepU3YIONHIecs HUKHEN cracTuiecKon
naparnierneit. Hepeako HabmogaoTes aTeTon/Hble THIEPKUHE3bl. ITH CUMITTOMI
IIpOrpeccHpyIioT B Tedenue 1—2 jet, B fanbHeiinieM 3abo/ieBanye IPUHIMaeT CTaluos
HapHbIii xapakTep. Y HeKOTOPHIX O0IBHBIX OTMEYAIOTCSI YMCTBEHHAS OTCTaNOCTh, LY
XOTa, JUCTaJbHBIe aMUOTPOMDIH, AN3APTPUs, II0JIask CTOIA». 3

B muarnocruke 3abosesanus 60mbinoe snadenne uMeior IPI u 3puTebHbIE BhE
3BaHHBIE KOPKOBbIE MIOTEHIIUAIbL, TO3BOJISIONINE BBIABIATH CKPbIThIE M3MEHEHUST CET:

JereHepanyeit u ap.
Jleuenne. B KOMILIEKCHOM Jie4eHUN HEOOXOAMMBIM SIBJISETCS TIPUMEHEHNE BUTA:
muHOB rpynnsl B, E, AT®, perabomuia, HOOTponHbix npenapatos. [Tokaszano npume
HEHUe IIPernapaTos, IeHcTBIE KOTOPBIX HATIPABIEHO Ha CHUKEHHE CIIACTHYECKOro
me4yHoro Tonyca (6akaoheH, TH3aHI/IH ), a TAKKe NCIIoJIb30Banue (hpusnoTepanesrs
yeckuX mpoueayp (amekrpodopes ¢ MuopexakcantaMmu, napaduH, 030KepuT, Macca
1 1eueOHON (PUBKYIBTYPHI.
Onucanu Bryn n Went B 1964 .

UANOTUU AMABPOTUYECKOM CEMEWHON ®OPMA
(cuHppom Batrena (2))

OTHOCHTCSI K HAC/IEZICTBEHHBIM 6ose3HsaM obMeHa JIATIU/IOB (JIKIIPIZIO3).

I'nazubie cumnTombl. Pazsusaiorcs paHblile APYyTrux U MpOABJIAIOTCA CHUKE
TEMHOBOM azarnTaiuy, IBeTOONYIeH s, a 3aTeM 3HAYUTEJbHbIM CHUKEHUEM OC
ThI 3pEeHUA. Ha riazuom gne KapTuHa MMUTMEHTHOMN JgereHepanuu CeTYaTKu ¢ ym
HBIM HO6J’IelIH€HI/IeM JMCKa 3pUTEJbHOTO HEPBA.

PEl
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Jlpyrue KIMHHKO-HEBPOJIOrHYECKHE MPOsBAeHUs. Mbiureynas c1abocTs (6e3 ma-
pajnyei), yMCTBEHHASI OTCTAJIOCTD, AOXOSIIAs 10 CTAANY UANOTHIL.

Moponozuueckue uamenenus xapakTepusyioTcs ereHepaiueil raHTIMO3HBIX KJie-
TOK MO3Ta BCJIE/ICTBIE HAKOIJIEHHs B HUX JIMTTH0B. B ceTuaTke oT™MevaeTcs nepsiy-
Hast IeTeHepaIus HeposniTenns 6e3 MopaxKe s APyTux saeMeHToB 1 Ge3 arpodun
spuTesbHOro Hepsa. 3abosieBanne ManupecTHpyeT B Bo3pacte 2 et U yepes 3—4 ro-
/12 3aKAaHYMBAETCS JIETAIbHO.

Kapruna 6onesnu npezcrasiasercs nepexontoii ot 6onesnu Tes— Caxca k cundpo-
sy bammena—IlInuivmeiiepa—Pozma.

Cunzgpowm onncan F U, Batten 8 1903 r.

UANOTUA AMABPOTUYECKAA NO3JHAA
(6onestb Kydca)

Ornocures x GosesHsM HakomieHus TunuaoB. TN HACTeL0BAHMS ayTOCOMHO-
DEIeCCUBHBI.

Bonesnb manndecrupyer B Bospacre 15-20 et u Mezseno nporpeccupyert. Ila-
TOreHes 3a00JIeBaHIS He BIIOTHE SICEH

Inasnbie cummrombr. Hukranonus, cyskenue mosieii 3pernsi, CHUKEHHe OCTPOTHI
3petust, 06ycCIOBIeHHbIE IUTMEHTHON JlereHepateii ceTuaTk, arpodueil 3putesn-
HBIX HEPBOB M MaKyJIONATHEH 110 THIY «ObIYBEro 1a3as.

/lpyrue KIHHHKO-HEBPOIOTHYECKHE NIPOABICHNs. B HauanbHbIX cTamsax 6oes-
HIT OTMEYAIOTCsl yMEeHbIICHHE aKTUBHOCTH U CY’KEHHE KPyra HHTEPEecoB 6OJIBHOTO.
B nanpneiinieM MHTENINIEKT CHUKAETCS, PA3BHBACTCS AEMEHITMS C noTepeit HaBbIKOB
camoobemyxusanus. MiHoraa nabmonaores caydan ¢ raJl/IOIIMHATOPHO-0Pe10BBIMU
1 KaTaTOHUYECKNMU paccTpoiicTBaMu. B mosjieit crazun 3abosiepanys pa3BuBaoTes
Napajinyy, aTakCHst, SMUIENTU(HOPMHDIE TPHTAAKH, TIyXOTa.

B xpoBu obHapykuBaioT xapakTepHbie As 9TOH 6OMIHN BaKyOJM3UPOBAHHbBIE
TUMOOITHUTEL

Y GobHBIX OGBIYHO BHIABISIOT OTI0KEH U HEePOU-TUITO(YCIMHA B IUTMEHTHOM
snurenun; 6oabHble orubaior B revenne 10—15 jet mocse Havana 3a601eBAHMS.

Tamomopgponozuueckue ucciedosanus BEISIBISIIOT OTIOKEHMS HEepOUI-IUIOpyCIHA
B IUTMEHTHOM 9NUTeJINH, (POTOPELeNnTOpax U raHIIMO3HBIX KIETKAX CeTYATKH, KIeT-
kax [IHC u cepaeunoii mpimisl, renatonurax. M36sTounoe obpasoBatue 1epous-
Uno(ycurna 1 HaKOIJIEHHE €ro B TKAHAX TOJOBHOTO MO3Ta, IJ1a3, cep/la, mevyeHn
CBASBIBAIOT € HApYMIEHUEM aKTUBHOCTH Ps/la MEPOKCH/A3, MPOIeccaMu OKUCICHUS
1 HIOCTIe/Ly 10T il ToIuMepusariieil TUmmoB.

Anddepennuposars ¢ 1pyrimu GopMamit aMaBPOTHYECKHX HAMOTHIA

Jleuenue cumnroMaTHYECKOE.

Ommcan B 1924 r. nemenxuii nespornarosnor H. Kufs.

KAPJINKOBOCTb AMCTEPJAMCKAA
(cuuppom [le Jlavre)

Penkoe BPOXKIEHHOEe 3a60J’IeBaHI/I€, NPOABJAIOIIEECS cCOUueTaHueM YMCTBCHHOﬁ oT-
CTAIOCTH CO MHOJKECTBEHHBIMH d)I/ISI/I‘{eCKHMI/I AHOMAJIHSAMMU.
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Bosmorken ayToCOMHO-IOMUHAHTHBII XapakTep HacJaenoBaHust (B GOJBIIUHCTBE
CJIydaeB KakK pe3yJbraT CBesKel MyTallii) 1 ayTOCOMHO-PeIleCCUBHBII C BBICOKOI IIpe-
HaTaJIbHOMU JIETATHHOCTHIO TOMO3UTOTHBIX 11710/10B. [ledexthbrii ren CDL kapTrpoBan
B 0Kyce 3q26.3. Y 10-20% 6osbHBIX 00HAPYKUBAIOT XPOMOCOMHBIE TPAHCIOKAIIUH,
MHBEPCUH, YACTHYHBIE TPUCOMUN B Pa3IHYHBIX XpoMocomax. CUHTAIOT, UTO ceMelHble
cayuan 3ab0JIeBaHUS CBSI3AHBI € cerperaieil B ceMbsix cOaTaHCHPOBAHHON XPOMO-
COMHOI TiepecTpoiiki. Puck /st cubcos onennBaercsi B 2—5%. Hepenku criopazuye-
ckue hopmbl cunzpoMma. IlpuaaioT 3HaueHne poACTBEHHBIM GpakaM U HHMEKITHOHHbIM
3a60J1eBaHISIM MaTePH BO BpeMst GePeMEHHOCTH, BHI3bIBAIOLINM XPOMOCOMHbIE abep-
PAIMH BO BPEMS JIeJIEHUST KIIETOK.

CrpazaioT 0MHAKOBO YaCTO MY’KYMHBI U KeHIUHLL [lomyiasunonnas yacrora
1:12 000.

I'masubie cuMnToMBI. [HIIepTEIOPH3M, MOHTOIOM/IHOE PACIIOIOKEHHE TJia3, CBOe-
06pasHblii CHHEBATBIIT OTTEHOK KOJKH BOKPYT I71a3, TITO3 BEPXHUX BEK, KOCOT/IA3He, HU-
CTarM; MHOIZAa MUOIINS, aCTUIMATH3M, MUKPOKOpPHea, aTpodus uin KoaoboMa 3pu-
TeJILHOTO HepBa.

JIpyrue KIHHUKO-HEBPOJOTHYECKHE MPOSIBAEHUS. Y BCeX OOJIbHBIX OTMEYAIOTCS
OTCTAaBaHKE B POCTE, 3HAUNTEIbHAS 33/lePKKa YMCTBEHHOTO pa3BuTus. VHorma yMm-
CTBEHHAsI OTCTATOCTD COUETAETCS C AyTOArPECCHEN, a B HEKOTOPBIX CIIyyasiX — CO CTePen-
THIUSMH, TO €CTh YCTONUMBBIM GECIIETbHBIM TOBTOPEHUEM JABMKEHMI, CJI0B 1K (pas.
Y Kaxa0ro naToro 60I5HOTO OTMEYAETCST HEMTOCTOSTHHBIN CYI0POKHBIH cuHapoM. Ye-
pell yMeHbIIleH B pasmepax, 6paxuiiedanibHoit hopmbr.

XapakTepHo CBOe0OPa3HOE U0 KAOYHA, TIO3BOJSIONIEE INATHOCTUPOBATH CUHAPOM
C IePBOTO B3IJIs1a: MUKpOOpaxuiedastis, IycTble, CPOCIIUECS Hajl epeHocuiiei 6po-
BU, JUUIHHBIE 3aTHYTbI€ PECHUIIBI, BbIPasKeHHbIE ITYIIKOBbIE BOJIOCHI, 0COOEHHO Ha /6y,
HMIMPOKAsl TIePEeHOCHIId, KOPOTKUI HOC ¢ OTKPBITHIMH KIIepeIn HO3APSIMHU, [JIUHHBIN
(uasTp, MUKpPOTEHUSI, TOHKAsI 3aTHYTasi BHYTPb BEpPXHsisl ryba, nehopMUpoBaHHbIE
VIIHBIE DAKOBHHBI. Y GOJIBHBIX HAOIIO/[AI0TCSI [103/HEee TPOpe3biBaHye 3y00B (1epBbie
3y0bl MosABISAIOTCS B Bo3pacte 18 Mecsiies), Goublime MPOMERyTKI MKy 3yOamu,
MHOT/Ia paciieninHa HéGa. YacTo oTMevaioTest geheKTbl KOHEUHOCTEl: MUKPOMeTraius,
(boxomen s, OMUTOMAKTUIIHS, KIMHOJAKTHIINS V I1aJIbla, OTPAHUYEHHE OABUKHOCTH
JIOKTEBBIX cycTaBoB. HabionaoTces: MOPOKH Pa3BUTHS BHYTPEHHUX OPTAHOB: HOPO-
K Cep/ila, MOJMKUCTO3 M0YeK, THAPoHedPO3, Tpaxeossodarus, MII0POCTEHO3, YABO-
€HUe WM HEeTIOMHBII TOBOPOT KUIIEYHHKA, TaX0Bble U AuadparMaibHbie TPhiKU. Xa-
paKTepHbl CAA0bIIT BBICOKHIA TOI0C, CKIOHHOCTD K IOBTOPHBIM PECIIUPATOPHBIM HH-
exrusim.

Bospable yacTo yMHpaloT B paHHEM IEeTCKOM BO3pacTe, MHOI/A A0KUBAIOT /10 30 JeT.

ITamomopghonoeuueckoe uccredosanue oOGHAPYKUBAET aTPO(GUIO KOPBI TOJOBHOTO
MO3T4, 3a1103/1aJIy 0 MUETNHU3ALINIO, IeTeHePAIII0 MUETIHA, MHOT/IA THITOTLIA3 IO BU-
JIOYKOBOI KeJIe3bl, HA/IIOYeUHHUKOB, IT0JOBBIX JKeJe3.

C 11e71p10 TIPEYTIPEsKTIEHST POKAEHIUS OONBHBIX €TEH IPOBOANTCS TIPeHaTaIbHasT
YJIBTPa3BYKOBast IHarHOCTHKA cuuapoma Ha 20—25-it nenerne Gepemennoctu. OTeyT-
CTBUE B CBIBOPOTKE MaTePH U TKAHX MJIAIEHTHI MareHTapuoro oeaka PAPPA moxer
CBU/IETEJIBCTBOBATD 0 GepeMeHHOCTH II0A0M ¢ cundpomom K. [e Jlanze. Tlpu obuapy-
JKEHUU XPOMOCOMHBIX aHOMAJIUEl y TIpobaHIa PEKOMEHIYIOT HCCIeA0BaHIe KapHOTH-
I1a IJ10/{a [IPU TTOCAEAYIONNX OEPEMEHHOCTSIX.

Muddepennuposars ¢ cunopomom Kogppuna—Cupuca, Pybunwmerina— Teiibu,
3exxena—Bupxosa, Yinvpuxa—Hynan.
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Jleyenne cumnromarueckoe (Teparsi IICHXOPEYEBBIX HAPYITeHU , HerOPMOHAb-
HbIE TIPENapaTsl, CTUMYIMPYIONIKE POCT, obmeyKperuisaomas tepanus ). Heo6xommumet
paHHee BBISIBJICHUE W KOPPEKIINS HOPOKOB PasBUTHUS, MPOMGHUIAKTUKA HHPEKITOHHBIX
3a60J1eBaHMI.

Omnwucan ronmanackum neauarpom C. De Lange B 1933 1.

KATAPAKTbI-OJTUTO®PEHUN-KAPIMKOBOCTU-MO3XKEYKOBOM
ATAKCUU CUHAPOM

(cuHppom MapuHecky—CbérpeHa,
cuHapom Mapunecky—/[lparaHecky—Bacunuy)

3abosieBanHne HOCHT CeMeifHbIIl XapakTep H, T0-BHANMOMY, 06YCIOBIEHO PEAKOIL
ayTOCOMHO-pelleccuBHOi MyTaiuei. Poauresn 60JbHBIX BCEra 3710pPOBbI; OTMEYAET-
cst Boicokuil mponent (60%) KpoBHOTO pojcTBa poaUTeNeit.

ITHOJIOTHA U TIATOTeHe3 /10 KOHIA He usydeHsl. [loyuennble B mocaeiHee BpeMs
JlaHHbIE TIO3BOJIAIOT CYUTATH HTOT CUHAPOM JIM30COMAIbHON GONE3HbI0 HAKOILICHIS
(obHapy:KeHbl BHYTPHKIETOUHbIE HAKOTLIEHHS! JIHITMIOB, KOTOPBIE, BO3MOKHO, 1 BbI-
3BIBAIOT NIATOJIOTHYECKNE UBMEHeHNA B HepBHOH Tkanu). [TosaraoT takxke, uto Hapy-
LIaeTCst OKUCUTeIbHOE (hocopumrpoBanue B MUTOXOH/IPHSIX.

Horysiiponnas yactora cunapoma HenssectHa. Ormcano nemuorum 6omee 100 cry-
4aes 9Toro 3a6oseanns. OHO MPOSBISETCS B PAHHEM BO3PACTE U MELIEHHO TPOTPec-
CHpYET,

I'nasnbie cumnrombr. Hanbosee xapakTepha HEYKJIOHHO TPOTPECCUPYIONIAs BPOK-
JIeHHas IByCTOPOHHSIS 30HYIsipHas KatapakTta. JacTo HabIoAai0TCs SIMKaHTYC, TIpe-
PBIBUCTBIH MasiTHUKOOOPA3HbIiT 1 BpalaTebHbIH HUCTATM, TaPe3bl B30pa, aIbTePHM-
pyloIiee CXOAsIIIeecst Kocorasue, anupuaus. ViHora passuBaercsi arpodust 3puTeib-
HBIX HEPBOB.

Jlpyrue KJIMHHKO-HEBPOJIOTHYECKHE NPOSIBIEHUs. Boipakennas sazepxka du-
3MYECKOTO M IICUXUYECKOTO Pa3BUTH s, KAPJIHKOBOCTS, Z0osmxoiedans, gedopMaiius
II03BOHOYHUKA, aHKMUJIO3bI KOJIEHHBIX U JIOKTEBBIX CYCTABOB, CJ1a00CTh MBIIII KOHEY-
HOCTEll, MbIlIeYHass THIOTOHMA. XapaKTepHbl MO3)KEYKOBasl, NPEHMYIIECTBEHHO
AMHAMUYECKAs aTakCHs, AU3apTpus, TUIIO- Hau apedyieKcus, MUpaMHEIHbIe CHMIITO-
MBI, THIepcanuBaius. Y 60abmmHCTBA GONBHBIX OTMEYAETCS TUTIEPrOHAIOTPOIHBIH
FUTOTOHAIN3M, Y TPOGAH/I0B MY’KCKOTO [0JIa HHOT/IA BHIABJISIOT THIIO- 1 SIHCIIAZIIO.
Hepenko napymaercs poct 3y60B, HOSIBASIOTCS AUCTPODHUIECKIE H3MEHEHUS BOJIOC
1 HorTeil. Bo3aMOKHBI aTmiienTuueckue mpunagkiu.

Auarnocruka. B KpoBu y HeKOTOPBIX GOIBHBIX OIPEAEISIOT TIOBBIIEHIE YPOBHS
MOJIOYHO¥ U CHUKEHHUE YPOBHS THPOBUHOTPAZHON KMCIOTI, TUIOKAIBIMEMITIO. Pent-
FeHOJIOTHYECKUE MCCIIE/IOBAHMs B PsAle CAYYaeB BISBJSIOT 3a/IePHKKY OKOCTEHEHUS
xpsmeit. Ha OMT obnapy:xusaior pubpuiisunonnsie notenmuanst. Ipu KT u MPT-
HCCIeIOBAHUSAX HAXOAAT aTpo(uio KOPhI M YePBsi MO3:KEUKa, CTBOJIA MO3Ta, OTCYT-
CTBHE 3a/iHeil jou runodusa u/mmm yMeHblIeHne TiepeiHei 10711, pasHooOpasHbie
AHOMAJIMH CYTIPATEHTOPHAIBHOTO OT/IesIa MO3ra, cybapaxXHOualbHble KUCTHI.

Hudpdepennnanbuyio AMarHOCTHKY HEOGXOAMMO IIPOBOAUTE C JleiikoxucTpodi-
SIMH, MUOIIATUSIMH, MUTOXOH/IPHAJIbHOI MATOJIOTHEN, BDONCOEHHOU MO3INCCUKOBOLL AMAK -
cueu bammena, 6onesnvio Ilvepa Mapu n npyrumu 3a60/1eBaHIAMHE, COTPOBOK/IAI0-
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IMMUCS ATAKCUEH, a TAKKE C PAa3/IMYHBIMK BUZIAMU BPOJKACHHOM SH/IOKPUHHOM MaTO-
JI0THH ¥ 3a00JIEBAHUSIMIA OTIOPHO-/[BUTATE/IBHOTO ariapara.

Jleuenne CUMIITOMATUYECKOE.

IIpornos nebnaronpusitasii. Yanie GonbHbie TpeOYIOT criennanbHOro yxoaa. B er-
KHX CIy9asix BO3MOKHO obyuenue 60IbHBIX BO BCIIOMOTaTeIbHbIX miKomaX. Heo6xo-
JIMMO Me/IMKO-TeHeTHYeCKOe KOHCY/IbTUPOBanue poauTesieii. [enernueckuii puck /st
cubBCOB BBICOK M COCTABIIsIET 25%.

Onucamn B 1931 1. pymbinckue nespornartonorn G. Marinescu, C. Dregenesku
u pymbiHckuii odramemonor D. Vasiliu, a B 1935 . mBeackuil HeBpoONaTosior 1 ncu-
xuarp T. Sjogren. B smreparype nnorza Bcrpedaercs nozt nassanneM «CUH/IPOM
MAPUHECKY—IIIETPEHA-TAPIEH/IA» (H. Garland — auriniickuii Bpay).

KEPHCA—LUWX CUHAPOM

IIpeanonaraercs, uto cundpom Kepuca—Illu siBnsiercs BapMaHTOM CUHOPOMA
Kepnuca— Ceiipa (0KyI0KPAaHHOCOMATHYECKOTO CHHAPOMA) € MATEPUHCKUM HACJIe/0~
BanueM (nopaxkenue mutoxonapuanbnoii JIHK)

Inasubie cumnToMsl. IIporpeccupyiomas Hapysxuast o TaabMoIerus, o0ycuios=
JIeHHAs1 TIEPBUYHBIM IIOPaKeHUEM I71a30/IBUTaTeIbHBIX MBIIIIL,

JIpyrue KJIMHUKO-HEBPOIOrHYecKue npospaenns. /lucharus, musaprpus, aucdo-
HUSI, IIPOrPECCUPYIONIee NOHMKEHHE CIyXa B COYETAHMMU C IIPOrPECCUPYIONIE AUCTPO=
(ueit MbIIII K1, MeH, IIEYEBOT0 M Ta30BOT0 M0ACA, IPOKCHMAJIbHbBIX IPYIIT MBI
KOHEYHOCTEH. B JIMKBOpE MOBBINIEHO KOJNYECTBO OesIKa.

Tucmonozuuecxue uccredosanus BoisBasiior 1uddysubie guctpoduyeckre u3MeHe-
HUSL MBI, CKOILJICHHE B HUX YBEJIMYEHHBIX B Pa3Mepax MUTOXOH/IPUI], COAEPIKAIIIX
NapaKpUCTaINYecKie BKIIOYEeHU.

Juddepennuposath ¢ oky10dhapuHreasbHOi MbIIEYHOI AUCTPODUeit, Muodu-
cmpogpueii bexxepa, muonamuei Ip6a—Poma, cnuHanbHBIMU aMHOTPO(UAMM, TT1a3-
HOW (POPMOIT MUACTEHHH, DHIOKPUHHOI o TambMonaTuei u ap.

Jleyenne BO MHOTOM CXOJIHO C TeM, KOTOPOE MPOBOAST npu cundpome Keprca—
Ceiipa.

Onucanu B 1958 r. amepuxanckuit opranpmosor T. P. Kearns u amepukanckuit He-
sponarosor G. M. Shy.

KOPbI rONOBHOI0 MO3TA ATPO®UU CUHAPOM
(60ne3Hb LWonbya—bunbwosckoro)

B ocHoBe 3a60/1eBaHKA JIGKHUT CeMeiTHast TIporpeccupytomast arpodus roioBHOrO
MO3ra C TIOPAKEHUEM TJIABHBIM 06Pa3oM KJIETOK TPETHETO CJI0SI KOPbI Moy apuii 60.1b-
[II0r0 MO3ra ¥ FAHTIHO3HBIX KJIETOK ceTuariu. Asnsierca dpopmoit 6onesnu Illoba c mea-
JIEHHO TPOTPECCUPYIONIM TeYEHHEM.

IIposiBasierest y nereit B Bo3pacte 8—11 jer.

Inasupie cuMOToMbl. ATPO(UsT 3PHTENHHBIX HEPBOB CO 3HAYUTEIbHBIM Hapytne-
HHEM 3PEHWs], HEPE/IKO C HCXOJIOM B CJIETIOTY.

JIpyrue KIMHHKO-HEBPOJOTHYECKHE NPOsABIeHHs. /leMeHIs ¢ KOPKOBO# TIIyX0-
TOi, pacCTPORCTBA APTUKYJISIIHHN, HapymeHne GyHKIUN YepPerHbIX HEPBOB, HEHTPA/Ib-
HBIE MAPAJIUYH, CYZIOPOTH, XOPEoaTeTo3.
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Jleyenne cUMITOMATHYECKOE.
Omnucanm B 1925 r. Hemenxuit ncuxonesposor W. Scholz u nemenkuii neiipomop-
dbomor M. Bielschowsky.

KPAHUODAPUHTUOMA

(onyxonb kapmaHa Patke, onyxonb Ipareima,
runogu3apHas afamaHTMHOMA)

Passutue onyxomnu casano ¢ HapymenueM anddepeHupoBKy KIeTOK Kapmana
Pamyxe B smbpronanbHoM nepuoje. Onyxoib sBIsSETCS AU3IMOPHOTEHETHIECKOH
1 06pa3oBaHa U3 MHOTOCTOWHOTO TJI0CKOTO SIUTENNS KOXKHOTO THTIA,

3aboneBaemocts cocrassier 0,5-2,5 caydas Ha 1 mun nacenenus B rog. Yactora
KpaHno(apuHTHOM 110 OTHOMIEHUIO K JIPYTUM OIYXOJISIM FOJOBHOTO MO3Tra Y B3POCIBIX
cocrasiusier 2—4,5%, y nereit — or 7 no 13,4%. Kpanuodapunrnoma sipasiercs caMmoi
9acToli CyNpacesIsPHON OMYXOJIbIO ¥ [eTel ¥ OJIMHAKOBO YaCTO BBISIBJISIETCS Y MAJIb-
YHMKOB U JIEBOYEK.

ITo nanpaBieHnIo pocTa KpaHUOMAPUHTHOMBI MOTY'T OBITH SHAOCEIIAPHBIME (J10-
KaJIM3yIOMMMUCA N0/ AnadparmMoii TYperKoro ceia), CynpacenisspaHbIMH, BBIXO/Is-
UMW 34 TPEIEJIbl TYPEHKOro Cejijla, UHOI/[a OHU TIPOHUKAIOT B KJIMHOBUHYIO U pe-
meTyaTtyio nazyxu. Omyxosb FOpMOHATBHO HEAKTHBHA. B OCHOBE ee KIMHIYEeCKUX HpPo-
ABJIEHUH JIEKUT MeXaHHYECKOe CIaBJieHue OKPYIKAIONMX CTPYKTYP IOJOBHOTO MO3Ta.
Hogoo6pasosanue 06b19HO 100pOKaYECTBEHHOE, MATMTHU3AIHSI €10 HAabMoaeTcs upes-
BLIYAHHO PE/IKO, Pa3BUBACTCS B BUZE OJIMHOYHOTO IUIOTHOTO Y3JIa BEJIMYUHON OT 2 710
5 cm. Hepenko oTMedaioTest KHCTO3HO NMEPEPOKACHHBIE YIACTKH OIYXOJH, COAepKa-
mue ot 10 70 50 mur (pezko 1o 200 MIT) TYCTOM KUAKOCTH HKEITOTO, SHTAPHOTO WJIN
koeiinoro npera. YacTo B cTpOMe OIYXOJIH HIH CTEHKE €€ KUCTBI TOSBJISIOTCS 00bI3-
BECTBJICHHS B BUJIE OT/E/IbHBIX BKPAIIEHHI METKUX MeTPU(hUKATOB.

Buwidensiiom dee knunuxo-namonozuveckue (Gpopmvt Kpanuopapunzuomvt — adaman-
MUHOMAmMO3HY10 u nanuinsapuyo. ITanunaspuyio KpaHHOGhapUHTHOMY BBISIBJSIIOT HC-
KJIIOYHUTETbHO Y B3pocibiX (uamie B Bodpacte 40—45 ser).

I'nasubie cumnromel. Hanbosee xapakrepen Tak Ha3biBaeMbli XHa3MaJibHbIH CHH/(-
pom. Yare kpannohapuHIHOMa BbI3BIBAET IIOPAYKEHNE XUA3MBbI ITYTEM HEMOCPEACTBEH-
Horo nasnennst Ha Hee. IIpumepno y 70% Gosbubix Habmiogaercs: GureMnopaabHas
remuanoncusi. O4eHb 4acTo eif MpeAnIecTByeT BhINajeHue MoJeil 3peHus Ha 1BeTa.
XapakTepHO pa3BUTHE NEPBUYHON aTPOhUN 3PUTENbHBIX HEPBOB. OXHAKO IPH BO3-
HUKHOBEHWH JIMKBOPHOTO 6JI0Ka CHavasia HabMI0AI0TCs 3aCTOMHBIE INCKH 3PUTED-
HBIX HEPBOB, a 3aTeM Pa3BHBaeTCs BTopuyHasi arpodust ux. Vinorna nabmonaercs 3na-
4UTENbHAs PA3HUIA B 3PUTENbHBIX (DYHKIMSIX TIPABOTO M JIEBOTO Tiia3a. Bosmoxna
1 TOMOHMMHAs TeMUAHOIICUS] — OHA OTMEYAeTCsT IPU OTHOCTOPOHHEM NOPAXKEHHH OITY -
XOJIbIO 3PUTEJIBHOTO TPAKTA. BO3MOXKHBI TIOpaXKeHHsI TIIa30IBUTATENHHOTO AlapaTa,
JMITLIONHS, AHU30KOPHs €3 PacCTPORCTBA 3pauKOBBIX peakiuii. Xapakrep 9THX H3-
MEHEHMH 3aBHCUT OT HallPaBJIEHUSI U TEMIIA pocTa oryxon. [Ipu paspsiBax omyxose-
BBIX KMCT IIPOUCXO/IUT PE3KOe MajieHne OCTPOTHI 3peHHs (MHOT/IA HA KAKOe-TO BPEMst
710 CJIETIOTHI ), OTMEYAETCSI JKeJNTYIIHOe OKPAIMBAHUE CKIIEp.

B nexoropeix ciayyasix passuBaercss CHHIPOM JIAHEPCOHA—KAHTOHE,
KOTOPBIH TipezicTaBsieT coboil couetanne 9k30¢TaIbMa, KOCOTIa3usi, NT03a U MHU-
7pMasa ¢ AAEPHBIMU NapaJTuyaMy SKCTPAOKYJISIPHBIX MBI, WHHEPBUPYEMBIX [JIa30-
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JIBHTATEBHBIM HEPBOM, M [ape30M MBI, HHHEPBUPYEMBIX 0JOKOBBIM U OTBO/IA-
UM HEPBAMIL.

Jlpyrue KIHHAKO-HEBPOJIOTHYECKUE NPOsiBIeHHs. XapaKTepusyioTcst 00bIMHO CO-
deTaHHeM CHMIITOMOB BHYTPHYEPEIHOii ruIiepTeH3u (ro10BHas 60.1b, TOIMHOTA, PBO-
Ta, Cy/IOPOTH U IP.) U HAOKPUHHO-0OMEHHOTO CHHAPOMA (3a/iepKKa 0I0BOro 1 (-
3UYECKOr0 PA3BUTHUs C aJNIIO30TEHUTATIbHBIM CHHIPOMOM, THIO(pHU3aPHbIIT HAHU3M,
TUMONATYHTAPU3M, HapylleHne jKUPOBOro, BOAHOTO i yIeBoAHoro oomena). [lpu yen-
JTUBAIONIEMCS IAaBJICHIM PacTyIIeil OIyxoun Ha AustiiedasbHble OTAEbl TOJIOBHOIO
MO3Ta U TPeTUii Kerya04eK yeyryOIsioTcs BereTaTuBHbIe, 9MOIMOHAIBHO-MOTHBALIA~
OHHBIE PACCTPOICTBA, HAPYIIAIOTCS TEPMOPETY AL, COH, MOABIAETCS APTePUATBHAT
TUIIep- WK THIOTEH3Hst, 001as ajinHaMus, TOJMANIICHS, Moan(aris.

[Ipu cynpacesisipHoM pocTe KpanHo(apuHIHOMbI BOSHHKAIOT U3MEHEHUST, THITH=
HBIE JUUIS a/IeHOMBI THno(u3a ¢ XHazMalbHbIM CUHAPOMOM, BIIMAHHEM OITyX0JI1 Ha TH-
NoTaJaMUIecKyio 00JacTh U JKeITYA0YKOBYIO cuctemy. IIpu perpocesisipioM pocre
ManudecTupyeT raaBHbM 00pa3oM HazanbHas CUMITOMATHKA CO CTBOJIOBBIME Hapy-
IIeHUSMU U yrHeTeHneM (yHKIHii M0AKOPKOBIX 0bpasosanuii. B ciyuasx pocra Kie-
pel OT XHa3Mbl OTMeUaeTCst porpeccupyiomas noreps obousuus. [pu pasppiax
OIYXOJIEBBIX KHCT HaO/IIOIAI0TCS OCTPO BO3HHUKAIONIAsA Pe3Kast roIoBHas 60Jib, MHOTO-
KpaTHas PBOTA, TIOBBIIIEHUE TeMiepaTypsi Texa 10 40-41°, xsurarenbuoe Gecrokoii-
CTBO, PACCTPONCTBO CEPAEYHO-COCYAUCTON AEATENbHOCTH, HAPYUTEHIEe CO3HAHNS, He~
PEIKO AIMJIENTHYECKHE IPUITA/IKH, KOMATO3HOE COCTOSTHUE.

Kuannnaeckoe Teuenne KpaHno(hapuHrnoMbl BOTHOOOPa3HOe: KOPOTKHE MJIH /ITH=
TeIbHBIE PEMUCCHM CMEHSIIOTCsI PE3KHM 0060CTPeHHeM 1 IIPOrPeccupoBaHiieM MpoLecca.
ITponomKHTEBHOCTL 3a601eBaHs KOIeO/IeTCs OT HeCKOJIbKIX Mecsres 10 10-15 et

B iMarHoCTHKE OITyX0JIU PEIIAIOTIYIO POJIb UTPAIOT HeilpOpanoI0rnyeCKine MeTO/IbL
nccenosanus: KT, MPT, MPA, auruorpadus, pentrenorpadus dyepena u npuieibHbie
CHUMKH TYPEIKOTO ce/ia (paciimpenne u AeCTPYKIMH TYPEIKOTo Ce/la, Halniue Ie-
TpudUKATOB Hal HUM); BO3MOXKeH Ae(UIIHT TPOIHEIX TOPMOHOB runodusa. ¥ nerei
MOTYT OBITh HCIOJIb30BAHBI YJIBTPA3BYKOBBIE METO/II HCC/IEI0BAHNS — TPAHCKPAHHAIb-
Has yabrpaconorpadust, 9xo-D9I. Baxknyio KOCBEeHHYI0 HHMOPMALMIO 0 IOKAIN3ALNH
OTIYXOJIH, HATIPaBJIeHUI e POCTa AaeT HeiipoodTaibmMosiornyeckoe obeieoBanme.

Juddepennnanbuyio AHATHOCTHKY IIPOBO/AT C IPYTUMHU OIYXOJISIMI XHa3MaJTh-
HO-CEJIIAPHOMN JIOKAIU3AIMHY, THIIOTAIAMAYECKMM CHHAPOMOM (PasBUBIIEMCST TTOCIIE
YMT, neiipoundexiuii u Ap.), BTOPHYHBIMEA 9HA0KPUHHO-0OMEHHBIMU HapyLIEHUS-
MH, CBSI3AHHBIMHU C TIEPBUUHBIM MOPaKeHUEM 9HAOKPUHHBIX JKeJes, cunopomom Ma-
punecky—Covézpena B HAYAIBHOI CTaAUN 3a00€BAHNAL

Jleuenne xupypruyeckoe, HHOTA B KOMOMHAIIMY € IPOTOHOTEpanueii u cTepeo-
TAKCUYECKUM BBEJECHHEM B OIYXO0Jb PAAMOM30TONOB. BRIAEIAIOT cleyionue THIIbL
OTePATHBHOTO BMEIATEIbeTBA: 1) TIOIHOE HUIN YacTHYHOE y/IaJleH e OIyXO0JIH; 2) BCKPbI=
THe WM IyHKIUA OIyX0JEeBOil KUCTB; 3) MalJlMaTUBHbIE OIEPalMU 110 TOBO/Y OK-
KJIO3MOHHOM ruziporiedannu; 4) nekomnpeccus. [Ipu passusuieMcs THITONUATY UTAPU3-
Me IOKa3aHa [0KI3HeHHAst 3aMeCTUTEIbHas Tepalus.

IIporHoa /15 JKU3HH BCET/ia CePhe3Hblil, Tak Kak XUpypPrudeckoe JeueHne He ycTpa-
Hs1eT 0OMEHHO-9HIOKPUHHBIX paccTpoiicTB. KpoMe Toro, cCauTaioT, YTo OMmyX0Jib pazme-
poM Gosiee 5 M HEBO3MOKHO YAAIUTh PAAMKAIBHO, 2 O0JIBIIMHCTBO Pa/IMKAIbHO He-
yAa/IeHHBIX OIyX0J1eil PeUIMBUPYIOT B TeYeHHe HepBbiX Tpex jet. TpyaocmocobHocTh
OOJNBHBIX OCTAETCS OTPAHUYECHHOM.

Briepsbie zetanbio omucan B 1904 r. aserpuiicknii matosor J. Erdheim.
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KPOCCA—MAK-KbIOCUKA—BPUHA CUHAPOM

HekoTopbie nccieg0BaTe/n OTHOCAT 3a00eBaHue K THPO3MHIIONO0KUTEIbHOMY
ANbOUHI3MY.

Hacuieyercst o ayTOCOMHO-PEIeCCUBHOMY THITLY.

Inasubie cumnTomsl. MukpodraibM, 9HOPTAIbM, MUKPOKOPHEa, aMaBp0O3, MHOTIa
AHUPUHSL.

Jlpyrue KIMHHKO-HEBPOJIOTHYECKHE nposiBienus. OOuIas runonurMenTaus, Bbi-
paskeHHas 3a/lePKKa ICHXOMOTOPHOTO U YMCTBEHHOTO Pa3BUTHsL, TPOrPecCHpyonias
criacTUYecKasl JAMILIErnsl, TOHUKO-KJIOHUYeCKue CyA0POrH, aTeTo3, XOPeoaTeTos, Top-
3noHHbIH cnasm. Hepeako nosnast gerepe6paliionHas pUrHAHOCTb.

Ommcasn B 1967 r. amepukanckuii spad H. E. Cross, aMmeprKkanCKuii TeHETHK U Kap-
nmosor V. A. McKusick, avepukanckuit Bpau W. Breen.

KCAHTOMATO3 LLEEPEGPO-CYXOXUNbHbINA
(cuHppom BaH borapra—llepepa—3nwreiiHa)

SBasiercs onHoil u3 popM Hapymenns aunuaroro oomena. Hacaenyerces no ayro-
coMHO-pelieccuBHOMY Tutty. [Ipeinonaraior, 4To B €ro 0CHOBE JeKHUT (hepMeHTHasT He-
10CTATOYHOCTD MEYeHN M HAKOTUIEHHE TPOAYKTOB X0JIeCTEPHHOBOIO oOMeHa (X0-
7TecTano/1a) B MUE/IMHE HeHTPaIbHOI 1 rieprdeprueckoil HepBHOI CUCTEMBI 1 APYTHUX
TKAHSIX.

[nasubie cuMnToMbl. Ha panueit cragun 601e3H1 ceTdaTka B 001aCTH JKeJITOro 1A=
Ha MyTHas, OTeUHast, HHOT/1a HabJI0AI0TCST KPOBOMBIIHAHMS. 3peHne yXyAmaeTcs. ITn
CHMIITOMBI PA3BHBAIOTCS 38 HECKOJIBKO HEJIEIb WM MECSIIEB /[0 BO3HUKHOBEHUSA 06-
HMX TIposBAeHMit 3aboneBanns. B naipHeiimem MakysisipHas obacth npuodperaer
Bl OKPYIJIOTO JIEMTUTMEHTHPOBAHHOTO IISITHA C IMTMEHTHBIME OTJIOKEHUSIME BOKPYT
nero. Yacro B Bospacte 20—30 seT pa3BUBAIOTCS KCAHTENA3Mbl BEK U IBYCTOPOHHSAA
30HyJISIpHAst WM KOPOHAPHAs KatapaKkTa. Bo3aMOKHBI FeMUaHOIICHH, TapajInyy I71a30-
JBUTATENBHBIX MbIIIIL, 3PUTEIbHbIE arHO3MH. B TepMUHANIBHOI CTaZiny pasBUBAIOTCS
shIpakenbie 3acroiinble [I3H BeaencTBre MOBBINIEHNST BHY TPUUEPEIIHOTO JaBIEHMSL.

JlpyrHe KIMHHKO-HEBPOJIOTHYECKHe nposBiennus. OcHoprble u3 HuX: 1) Heilpo-
[CHXIYeCKII CHHIPOM; 2) CyXOKUIbHBII KCAHTOMATO3; 3) panHuii arepocknepos. Heii-
poncuxuueckuil cunopom MaHndecTUpyeT B IeTCTBE U BHIPAKAETCsI B 3a1ePKKe MHTEJ-
JIeKTYaJIbHOTO Pa3BUTHSI, PACCTPOICTBE IOBEIeHYeCKHX peakiuii. B nepioz mososoro
CO3peBaHMs TPOMCXOAIT IPOTPECCUPOBAHNE KOTHUTUBHBIX HAPY IEH UL, MOSBIIAIOTCSA
MHOKJIOHMYECKUE CyA0POTH, MTUPAMU/IHAS HELOCTATOYHOCTh, MO3KEUKOBAST ATAKCHS.
B no3aueil cTaaun — pazBepHyTas KIMHIKA CTBOJOBBIX PACCTPOUCTB ¢ HAPYIEHHEM
rI0TaHKs, AU3apTPUEi, HapajinioM MUMHYECKOIl MyCKYJTaTy pbl, BETeTATHBHO-BUCIIE-
paNbHBIME KpU3aMu. CYX0NCUIbHLIL KCAHMOMAMO3 TPOSBIISETCS B MOJIO/I0M BO3pacTe
0OBEMHBIMHE, O0IE3HEHHBIMI 00PA30BAHUSME B 00JIACTH aXHIJLI0BA CYXOKIIINA, JTOK-
TEBBIX M KOJIEHHBIX cycTaBoB. OHI HapymaloT QYHKIMU CyCTaBOB U MOTYT COUETATLC
¢ KOKHBIMH KcaHTOMaMu. PaHHUIT aTepOCKIepo3 MPOSABIAETCA B PAHHEM CTapeHnu
H0bHBIX. XapaKTepHbl CyXast, MOPIMHUCTASL, CEPOBATOTO IBETa KOKa, AMCTPODIs BO-
J10¢, peskieBpeMeHHoe Bhiliajienne 3y6os, runorenntanusm. Yacro nabmonaorces Ko-
poHapHbIe 3a00IeBAHIS, HAIIOYEYHIKOBAsA U TUPEOU/IHAsl HEOCTATOUHOCTD, OCTE0~
10PO3 € MaTOJOTUYECKUMH TI€PeIOMaMH KOCTel, IoJias CTOoTa.
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Wspeaka BeTpedatoTest caydan 3aboseBanust 6e3 JeMeHIMN U HeBPOJOTHYECKHUX
NPOSIBICHUI.

3abosieBanue MPOTEKAET AMTUTENbHO, MHOTAA fAecaTuaeTusami. CMepTh HacTyTIaeT
IIPU SIBJIEHUSIX CEPAEYHO-COCYIUCTOH HE0CTaTOUHOCTH.

B amarHocrike y4uThIBAIOT AHAMHECTUYECKIE, KIMHUYeCKIe IaHHbIe, De3yIbTaThl
aHaM3a reHeagsornueckux tTabuir, [1pu 1abopaTopHbIX HCCIE0BAHUSIX B IL/IA3Me KO-
BU, KeJIUH, MOUE OIpezessieTcs: O0JbIIoe KOTHMIeCTBO JKeJTIHbIX CIIUPTOB, HOBBIIEH~
HbI# YPOBEHD TJIA3MEHHOTO 1 TKAHEBOTO X0JIeCTaH0/1a (YPOBEHb X0JIeCTepUHa B I11a3-
Me yaiie CHUKeH), HapylleH CUHTe3 KeMUHBIX Kucaot. llpu penmzenonozuueckom
uccnedosanuu BHISIBISIIOT OCTEONIOPO3, KhoCckoo3 6e3 rpyObixX AecTPYKTUBHBIX H3-
menenuil. lannbie neiiposusyanusaipan (KT, MPT) ykasbiBaior Ha siBjieHns aTpouu
1 OYarOBON JeMHUETMHUIAINH CTPYKTYP FOJIOBHOTO U CIIMHHOTO MO3Ta.

[pu zucmonozuveckom uccredosanuu BuisBistior auddysubiii otek kietok ITyp-
KUHbE ¥ HAKOIJIEHHE X0JIEeCTAHO/Ia B MO3KeUKe U HEKOTOPBIX APYTUX OT/eIaX FOJI0B-
HOTO U CIITHHOTO MO3Ta.

Jnddepenuuposath cieyeT ¢ KCaHTOMATo30M, cundpomamu Ppudpeiixa, lTvepa
Mapu.

Jleuenune cumrnromarndeckoe. Hampasieno Ha coxpanenue (pyHKIUI ceTyaTKH
¥ 3pUTEILHOTO HepBa, cMsrdyenne OyibbapHeIX paccrpoiicTs. Boamoskna sxcTpakims
KaTapaKThl.

Onwucanu B 1937 1. 6envruiickuii Hesporatosnor L. Van Bogaert, ero corpyannk
H. J. Scherer u aerpuiickmii 6noxumux E. Epstein.

KYPY

3aboseBaHue OTHOCHTCS K TPYIITe IIPUOHOBbIX H0/1€3HeN — CIIOHTHO(GOPMHBIM DH=
nedanonaTsiM, IPOTEKAIOIIM ¢ HeiipojiereHepaTHBHBIME (haTaTbHBIMU MTPOSABICHM-
amu. Bosesnb pacipocTpanena To1bKo cpeau abopurenos octposos Ilamya — Hopoik
I'sunen. Bosuukaer npu yrnorpebieHuit B IUILY MO3ra O0JIbHBIX JT0/Iei BO BpeMst Ph-
TyanbHOro Kanunbanama. JKeHmmHbl 601€10T B TPH pasa yaile, 4eM MYyKUYNHBI, TaK
KaK NPenMyIecTBEHHO OHM 3aHUMAIOTCS TTorpebanbHpiMu obpsaaamu. Mukybanmon-
HBII TIEPUOJT MOJKET MPOOJIKATHCS B TeueHne MHOTHX JieT. Panee u3 35 000 yenosek
MecTHOTO Hacenenus eskerogno ymupanu 200 uenosex. B mocsiennee Bpems B CBA3H
¢ NpeKpamneHeM PUTYaTbHOr0 KaHHHOAIM3MA 3HAUYATENIbHO YMEHBIIHIOCh YHCTIO
6omnpabIX. Cumraercs, uto uHdUIpoBanue TpuoHaMu (MHGEKITMOHHBIMU areHTAMH,
COCTOSAIIMMHY TOJIHKO M3 M3MEHEHHBIX OeTKOBBIX MOJIEKY/I XO35HHA) BO3MOXKHO CJIe-
ayomum obpasom: 1) mpu nepeudnoil myranun B rene PrP; 2) nacnencrsennoii me-
pefave MyTHPOBABIIETO T€HA MO ayTOCOMHO-OMHHAHTHOMY THUIly; 3) nepeiade uH-
(eKIMOHHOro areHta (MPOTENHA) aTMMEHTapHBIM TyTeM. Takum 06pasoM, TIPUOHO-
BbIe HOJIE3HU ABJISIOTCS OJAHOBPEMEHHO U MH(MDEKIMOHHBIMKM U HACJEICTBEeHHbIMHE
Oone3HAMN.

B nepesoje ¢ sizbika abopurenos Hopoil I'sunen Kypy o3navaer <«apoxanue oT
cTpaxas.

I'nazurpie cumnroMbl. O6YCIOBIEHBI CXOAAINMCS KOCOTIA3HEM.

JIpyrue KJIHHUKO-HEBPOJOTHYECKHE NPOsABIeHHs. XapaKTePHbIMU MPOSIBICHNS -
MU, BBIDQKEHHBIME B Pa3HOIi CTETEHH JUIsl BCEX MPUOHOBBIX 3a00/1eBaHMmif, B TOM 4nC-
JIe W JUIsl Kypy, ABJSIOTCS: HApYIIEHUs B ABUTaTeNbHOI cdepe (aTakcust, MOIKOPKO-
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Bbie HAPYIIEHMS, TTapaiuyun, aTpO(GUM MBIIIIL, B TOM YHCJIE IbIXaTeIbHBIX ); PACCTPOIi-
CTBa YyBCTBUTEIBHON cepsl (MOTeps ¥ U3BpalIeHne YyBCTBUTEIbHOCTH, HapylIeHne
(DYHKIIME OPraHOB YYBCTB); H3MEHEHUS CO CTOPOHbI BHICIINX ICUXUYECKHX hynknnit
¥ 9MOIMOHAIBHOI cepbl (CHUKeHHEe MHTEeNIeKTa, allpakCuu, AerpecCuBHbIe NI
arpeccuBHbBIE COCTOSTHUS), TUCCOMHUT M JIP. Y GONBbHBIX MOABIIAETCS IIATKAS MOX0-
Ka, MblmedHas c1abocTh, CKaHANPOBaHHAs! PeYb, HHTEHIMOHHOE ApoKanue. Broces-
CTBUMU Pa3BUBaeTcst Tpybast aTakcusi, Xopesi, pexe — X0peoaTeTos, MUOKIOHNH. bes no-
CTOPOHHEI TOMOIIM GOJTbHbIE HE MOTYT ePeIBUTaThesl, B TepMUHAIBHOIT CTajuy yCHIn-
BAIOTCST AKCTpanupamMuznbie u OyabOapHble CHHAPOMBI, IPOTPECCUPYET AEMEHIHA.

Bosesns npoosxkaerest 00b19HO He Gosiee rojia M BCeraa MPUBOAUT K JIETAAbHOMY
HCXOJLY.

B amarnocrtuke 3a00Ji€BaHUsT peniaoliee 3Ha4eHre MMeeT IICTOJ0rMIecKoe uc-
clIel0BaHe MO3TOBOI TKaHN, TIe HAXO/AT CIIOHTHO3 ¢ BAaKyoJIu3arueil HelfpoHos, 1po-
Jmepauio aCTPOIMTOB U IIHN 6e3 IIPU3HAKOB BOCTIA/IEHHST 1 ICMHETMHI3AIMH. Komn-
HUYecKue, DHOXUMUYECKHe UCCIeI0BAaHUS KPOBH 1 TUKBOPA HE BBISBIIAIOT KAKHX-JI1-
60 cymecTBeHHBIX U3MEHEHUH, MO3BOAIONIMX YBEPEHHO MOCTABATD AHarHos.

Jleyenne cMMIITOMAaTHYECKOE.

IIpornoa HebraronpusaTHLIA. JleTaabHbIii HCXO/ HACTYIIAET B IEPUOJL OT HECKOJIb-
KX MecsiieB /10 3 et Ha (pore HPOHXOIHEBMOHNIA, TpoJIeskHeil, cencuca u Apyroi co-
MaTHUYeCKH OTATOIEHHON MaTOJOTHNA.

Omnucana B 1957 1. D. C. Gajdusck.

NENKOAUCTPODUA MOBONAHO-KNETOYHAA
(amddy3Hbiit nHdanTunbHbli ckiepo3 Kpabbe, 6onesns Kpab6e—beneke)

B ocnose 3aboneBanus JeKuT Ae(DUINT WIN CHIKeHHe aKTHBHOCTH JIN30COMaJIb-
Horo hepMeHTa — ralakTO3UIIepaMn/Iasbl. B pesybraTe 9TOro HapyaeTest nepexo
rasakTolnepebposuaa B epamMmusl. DTO IPUBOAUT K BHYTPUK/IETOUHOMY HAKOIIEHHIO
rajiakToiepe6pO3NIa, BXO/SAIIEro B COCTAB MUEIIHA, YTO ABJISIETCS OCHOBHOI IPHYN-
HOIT 06pPa30BaHKs MAPOBH/HBIX KJIETOK B FOJIOBHOM U climHHOM Mosre. ITapoBumbie
KAeTKH 06pasyloTCsa U3 MEKPOTJINH IIPH HAKOIIEHUH B HUX (DaronuTHPOBAHHBIX HPO-
JIyKTOB Pacha/a aHOMAJIbHOTO MHEJIMHA W OTIMYAIOTCS «KPYKEBOBUAHOI» PO30BOTO
I[BETA [UTOIIA3MOI TIPH OKPAIIMBAHUM TeMAaTOKCHINH-203uHOM. [anakTonepe6po-
a3usl (raZlaKTO3MIIIIEPAMHU/IBI) MMEIOTCS B TKaHi Moara i B Hopme. Onnako npu 6o-
ne3nu Kpab66e—Benexe B riiobouanbix KieTKax 6€10ro 1 ceporo BEmecTBa MO3ra ra-
JaKTOIEepeOPO3UIBI HAKATINBAIOTCSL B 601bmNX KomuuecTBax. Kpome Toro, Tam xe
HAKATIINBAIOTCS He BCTPedalomuecs B Hopme rokonepebposuint. [Tarorenes nemmesnu-
HU3AIMH, Pa3BUBAIOMEIicA HE TOJBKO B LEHTPATBHOI, HO 1 B nepudepuueckoii Heps-
HOIT cucTeme pu 9ToM 3a60JIeBAaHUN, HE COBCEM SICEH.

B reneTnyeckoM OTHOMeHHU 3a00JeBaHue, M0-BHANMOMY, reteporenno. Bee ero
(opMBI HacTIeYI0TCs ayToCOMHO-pereccnBro. MyranTbiit ren GALC kapTupoBan
B 1okyce 14q24.3-q32.1. Ten koxupyer nenouky us 669 amunokuncaor. Onvcanst cay-
Jau HACJIENOBAHNS 110 PEIECCUBHOMY THUILY, CLEIZIEHHOMY ¢ X-XPOMOCOMOI,

ITomynANMOHHAs YaCTOTa TOYHO He ycTanoBaeHa. Yame 60/1€10T MaTbInKH.

B HacTosiniee BpeMs BBIAEISIOT UHGAHMULLHYIO, NO3OHION UHPDAHMUILHYIO — 106€-
nunvyio opmy 3abonesanus (Wan Gopmy ¢ no3onuMm debromor) w opmy ¢ deGromom
Y B3POCIDLX.
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Inasnbie cummromp /1151 Beex hopm GoIe3Hu paKTHYECKH OHHAKOBbI, PasBiBa-
eTCst aTpOg s 3PUTETILHBIX HEPBOB, YACTO MPHBO/SIIAS K CIETIOTE, peske HAGIIOAAI0T-
Cs HapymeHust pyHKIMIl T1a301BUraTeIbHBIX MBIIILL, HUCTATM, AHH30KOPHSL.

/Ipyrue KIMHHKO-HEBPOJIOTHYECKHE NPOsBAeHus. /Lns unpanmunvnoi Gopmul
60oJ1e3HI XapaKTePHbI IIPOrPECCUPYIONIAsi MBIIEYHAs PUTHAHOCTD, 0COOEHHO B HUK-
HUX KOHEYHOCTSX, B COYETAHUHU € OOIIMM JIBUIaTeIbHBIM GECTIOKOHCTBOM, SITM301aM1
IIPOH3MTEIBHOIO KPUKA, [PUCTYIIAMH TOHMYECKUX CYAOPOT M HOTEepeil CO3HAHHSL.
PagsnBaercs cniactuueckuii TeTparapes ¢ npeobiazaHneM TOHyca B pasribaTebHbIX
rpymiax Mpiuiil. HosBiasores HeoObacHIMbIe TIEPHOANYECKUE TTOIbeMbI TEMIIEPATY-
poi 10 41 °C. Bo3MOKXHbI BereTaTUBHbIE HAPYIIEHUS B BUJE HNOHKHIIOTEPMUH: CHHIKE-
HKE TeMIIepaTypbl TeJia PU CHUKEHUM TeMIepaTypsl OKpyskaiomeii cpesbr. Turmmy-
HBIM CUMITOMOM SIBJIETCS yMEHbIIEHHE ¢ BO3PACTOM (MexKAy 2 1 3 Mecsamn) pas-
MEpOB roJI0BbI (Ha 2—3 CTAHAAPTHBIX OTKJIOHEHHS ), TO €CTh PA3BUBAETCA BTOPHYHAS
mukpouedanust. [letn niakcuBbl, pasapaxkuTe bHbL, yTPAYHBAIOT MOTYYEHHBIE PAHEE
ABUTaTeIbHbIE HABBIKM U He NPHOOPeTaloT HOBBIX. PazBuBaeTcs AeMeHIus, KOTopast
MOKeT I0X0AuTh 20 uanotun. Ha nosanmx crajusx Gosie3Hu ucue3aT CyXoxKH/Ib-
Hble pehIIeKChl, PA3BHBAIOTCA KaXeKCHs, AeliepeGpainonHas pUrHAHOCTb 1 CJETIOTA.

Bonesnp naunnaercs B Bospacre 4—6 mecsues, penko mossxe. JleTaabHbIil MCXO
HacTyrnaeT oObIYHO 10 2-JIeTHEr0 Bo3pacTa. [IprunHoii ero sBstioTes PeLUANBUPYIO-
e GPOHXOMHEBMOHIH, ACIIUPAIMOHHAS ITHEBMOHSL.

Hosonsas ungpanmunvnas — roeenunvias gopma 60ne3un ManndecTHpyeT yame
B Bopacte 2—5 ziet. [losiBiAtoTes aTakeus, ClacTHYeCKHil reMUTIapes, a 3aTeM TeTpa-
napes, BO3MOKHbI B/IeHus Gy 1p6apHOTO apainya, pasBUTHS CYA0POKHOTO CHH/PO-
Ma. IIpuMepHO y MOIOBUHBI ZIeTell ¢ eHTPATbHBIM TeTPAIlaPe30M Pa3BHBACTCST [TOJIH-
HeBponatus. boabmmHCcTBO GONBHBIX Yepe3 2—5 JieT moc/e Havyajda GOJE3HH CTAHO-
BSATCSL YMCTBEHHO oTcTaibiMu. Y 20% OOJIbHBIX MEPBBIM MPOSBIEHHEM OO0JE3HH
ABJIACTCSA CHIKEHHE HeHTPATbHOTO 3peHHst. [Ipoo/KHTeIbHOCTD JKUBHI HEPEIKO CO-
crasister 10-20 ner.

Dopma ¢ 0ebromom y 63pOCIbIX XAPAKTEPU3YETCs TIPOTPECCHPYIONAM CIIACTHYE-
CKHMM TeTpalape3omM, JleMHeTnHU3UpYIolleii nonnnesponatueil. ViHoraa passupaior-
cs1 iu3apTpus, Aucdarus, aTakcus. Y mM0J0BUHBI OOJbHBIX HHTEIEKT CHUKEH.,

B anarnocruke 3ab607eBaHNs YUNTBIBAIOT KJINHUYECKUE TaHHbIE, PE3YIIBTAThI Me-
JINKO-T€HeAJIOrNYECKOT0 UCCeI0BaHNs, Ta00PATOPHBIX AHATM30B (TOBBIMICHIE B JIHK-
Bope ypoBHsi Oenka 10 15 /71, riaBHbIM 06pa3oM 3a cueT anbOyMiHa 1 0L,-T100y M1 Ha,
nosbimenue B 6-10 pas akTHBHOCTH B-III0KYPOHU/A3HI IMKBOPA, UTO He HAGII0/1aeT-
CA IIPU APYTUX NIPOTPECCUPYIOMUX AereHepanuax mMosra). Ha 9HMI onpenensiercs
CHMKEHME CKOPOCTHU IIPOBEJIEHNsI UMITYJIbca 110 epugepuyeckum Hepsam. Ilpu MPT
BBISIBJISIIOTCSI TIPU3HAKHU IeMUeTMHU3aiK 6eJ10ro BelecTsa ¢ IepBOHAYaIbHON JT0Ka-
JM3alueil B HeHTPAIbHBIX 001aCTAX M MOCIEAYIONMM PACTIPOCTPAHEHHEM B PYTHE
obnactu ronosroro Mosra. KT-uccienoBanust 06HapyKHBaIOT IOBBIMIEHNE TLIOTHOCTH
BelllecTBa B 06;1aCTH Tanamyca, 3a/iHeil HOXKH BHYTPEHHEH KarCy Ibl, TapaBeHTPHKY-
JspHOTO GesIoro BeiecTsa. [[uarnos MOKeT OATBEePKIATHCS SH3MMATHIECKIM METOIIOM
(BBIsIBJIEHIE HEOCTATOYHOCTH (hepMeHTa B-ralakTO3M/Aasbl B IIKONTAX HIIH KYJIBTH-
BUpPYyeMbIX (hubpobdracTax Koxn).

Bosmooxna npenamanvras duaznocmuxa 6onesnu. Ona ocHOBaHa HA OTIPe/EIEHIH
B KYJIBTYP€ XOPUOHMYECKNX BOPCUHOK WM aMHUOTHYECKOI KUIKOCTH AKTUBHOCTH
bepmeHTa rasakToO3uIIepAMUA3HI.
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HNudpepennuposats ¢ apyrumu hopmamMu JeKoaucTpoduii 1 gerenepaTuBHbIX
3a60/1eBaHIIl HEPBHOIT CHCTEMBL.

Jleyenne. DhdexkTnBHbIE METO/IBI JleueHust He pa3pabortanbl. [IpoBozwTest mocum-
poMHast M cuMIToMaTideckasi teparis. Heo6xonaumo mpeaynpesxienne aciupari-
OHHOU MHEBMOHUU ¥ CY0POT. Y GOJbHBIX ¢ MO3AHUM Ae6i0ToM G0JIe3H: 1 1e6ITOM
y B3pOCIbIX a(hPeKTUBHA TPAHCIIIAHTAIMS KOCTHOTO MO3Ta.

Buepsbie onucan B 1916 r. garckuii nesponatonor K. H. Krabbe na ocnosanumu pe-
3YJIBTATOB CBOMX HAOJIOICHIIT 32 IATHIO CIyIasMu OOJIE3HH B TISITH CeMbsiX. Bourbioe
BHUMaHUE TTATOMOP(OIOTHIECKIM U3MEHEHUSIM TIPU ATOi O0TIE3HN YAeINT HeMell-
kuii marosior R. Beneke.

NENKOANCTPO®UA KIHIBIH—BAH BOTAPTA—BEPTPAHA
(CNOHrMo3Has aereHepaLus LEHTPanbHOM HEPBHOW CUCTEMBI)

BoJsie3ib OTHOCUTCS K HAC/IEICTBEHHBIM 00JIe3HIM 0OMeHa JIUIMTH/IOB, TPYIIIIE Jeii-
KOAMUCTPOGUIT C IPOTPEIMEHTHBIM XapakTepoM Tedenust. [laTonorus o6ycoBiena jie-
thexrom rera ASPA, 0TBETCTBEHHOTO 3a CHHTE3 (hepMeHTa acIiapToaIjIassl. IToT (ep-
MEHT paciierniseT MoJaeKy bl N-aleTuaacapraTa B TKaHH ToJI0BHOTro Mo3sra. CHinke-
HI1€ aKTHBHOCTH aCTIapTOAIINIIA3bl HAPYIIAET ITPOoTiece paciierienust N-aleTuiacnaprara
¢ HakorteHneM N-areTu/aacnaTpuKoBOii KHCJIOTHI, KOTOPAst TOKCHYHA /17151 OJTUTOIeH -
POTJIATIbHBIX KJIETOK, UTO TIPUBONT K IeMUETMHI3AINN O€JI0T0 BermecTBa Mo3ra. Ha-
CJIEAYETCs TI0 ayTOCOMHO-pelteccuBroMy Tuity. len ASPA xapTupoBaH Ha KOPOTKOM
mede 17-it xpomocomsl (J1okyc 17pter-p13).

HawuboJiee uacto BeTpevaercs y eBpeeB-alikeHasu. Puck poskaenus pebexka ¢ 60-
ne3uvio Kansean—ean Bozapma—Bepmpana cpenn nux cocrasiser 1 : 5000-
1: 6400. Cumnrombl 60J1€3HI OOBIYHO TTOSIBAAIOTCS Y A€TEil B EPBBIE MECSIIBI JKI3-
Hu. bospmuHCTBO feTelt ymupaior, He focturHyB 10-1etHero Bospacra.

BbISIBASIOT HEOHAMANLHYIO, PAHHION UHDAHMULLHYIO T NO30OHION UHDAHMUTLHYIO
dhopmbl Ooste3HN.

I'nasubie cumnroMer. OOBIYHO K 6 MECSIIAM CHIKAETCSI OCTPOTA 3PEHUS, HEPEIKO
BO3HHKAIOT CXOsIIIleecs KOCorasue n Huctarm. B jaznbueiiniem (uepes HECKOJIbKO Me-
CSIIEB) Pa3BUBAETCS ATPOUST 3PUTEIBHBIX HEPBOB, OCTPOTA 3PEHUS CHUKAETCS /10 CJIe-
OThL. [U1a3Hast MATOMOTUS BCTPEYAETCs Y TIOJIOBIHHBI BCEX OOIBHBIX.

JIpyrue KIMHHKO-HEBPOJOTHYECKHE NPposiBlIeHus1. Heonamanvnas popma xapax-
Tepusyercst MaHudecranueil CHMITOMOB GOJIE3HU CPady IMOCE POKIEHUST OBICTPBIM
IporpeccupoBanueM 1 rubesipio pebenka B TedeHie nepBoro Mecsiia skusuu. [1pu pan-
Hell UHGanmuavHoll popme B Bo3pacte 3—4 MecsiLeB MOSIBJISIOTCS CYA0POrH, THIIOTO-
HUST IIEHHBIX MBITII] U MBIIII] KOHEYHOCTEH, yMepeHHast ruporedanus, HanpsKeHne
POAHMYKOB, COHJIMBOCTD. [10 Mepe pasBuTsi 3a001€BaHMsI THIIOTOHNS MBIIIIL CMEHSI-
eTcst UX CIIaCTUKOM, BILIOTH /10 eliepebpatinoHHoi puruanoctit. /st nosoueil ungan-
munoHot hopmot 60I€3HN XapaKTePHO Mo3/Hee Havaro (Ha 6-M TOzy JKU3HH), IIpeBa-
JIUPOBAHNE MO3KEYKOBOI CHMIITOMATHKU M OOJiee MeJJIEHHOE TIPOrPEcCUPOBAHHE.
Boabubie goxupaoT 10 15—-20-1eTHero Bospacra

Juarnocruka. Bezyimee 3HaueHve B AMArHOCTUKE IPUHAIEIKHUT JIAOOPATOPHBIM Me-
TO/AM HCcieoBaHms. B KpoBH M MOue OOHAPYKUBAIOT PE3KOE YBEINUEHHE COAePIKAHHS
areruacrnaprara 1 N-aleTuracnaTpuKoBoi KHCJIOTEL (co/iepkaHue Imoce el yBe-
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mnueno B kposu B 20 pas, B Moue — B 80—200 pas 1o cpaBHeHHIO ¢ HOPMOIT). B Kyib-
TYpe KOKHBIX (GrOPOOIACTOB ONPEIeIIAeTCs CHIKEHIE aKTHBHOCTH N-acrapToalin/iasbl.
BeissisioT nossimenHoe mukBopHoe aasiaenne (10 500 mm Boz. cr.). Helipopamiosio-
TUYECKHUe METObI UCCIEeIOBAHM ONPEIESIOT pacXoxaenne yepensbix mpos, KT
u MPT rososaoro moara — juddysnsie anomanmi 6e0r0 BEnecTBa, paciiipeHne
JKEJIYI0YKOB, aTpodhiio Kopbl Mo3Ta. V13 HHCTPYMEHTAIbHBIX METO/I0B UCC/Ie/IOBAHHS
y jieTeit MoryT ObITb IPHMEHEHB! TPAaHCKpaHHalbHash yiabTpaconorpadus, Ixo-9IL.

Iamomopporozuueckue uccaedosanus yKasbiBaloT HA KUCTO3HYIO TPAHCHOPMALIHIO
6esI0r0 BelecTBa, MPEeUMYIIECTBEHHO ero MOBEPXHOCTHBIX CI0EB, PU COXPAHHOCTH
CeMUOBAJILHOTO HEHTPA M BHYTPEHHEH KaIICyJIbl, AeMUETMHU3AINIO B OEJIOM BEIECTBE
rOJIOBHOTO U CIIMHHOTO Mo3ra. VIHOT/Ia omnpe/ie/isieTcsl akCoHATbHas iereHepalusi me-
pubepuueckux Hepsos. [Ipenamanvias OuazHocmuka OCHOBBIBAETCSI HA OTIPE/IETIeHUH
B KYJIBTYPE XOPHOHHUECKUX BOPCUHOK WJTH KJI€TOK aMHUOTHYECKOM JKUIKOCTH AKTHB-
HocTH (hepmenTa N-acrapToarmniassl.

MuddepennnaabHyio IHATHOCTUKY IIPOBOJSAT € ApyrumMu (hopMaMu JIeHKOAUCTPO-
uit, 06BEMHBIME TIPOIIECCAME TOJIOBHOTO MO3Ta.

Jleyenwue. [IpoBoaurcsa cuMnroMaTyeckas Tepanust. JKCIepUMEHTATbHO OlleHU-
BAIOTCS BO3MOKHOCTH FeHHOM Tepanuu. Ee cyTh 3akiiouaercst B TOM, 4T00bI KJIOHHPO-
BAaTb 3/I0POBBIH IeH ¥ 3aMEHUTh UM CYIIECTBYIONUIT (JeeKTHBII ), KOTOPbIil BBI3bIBA-
et pasButue 6oresnu Kanssan—ean bozapma—bepmpana.

Amepukanckuit Hesponatosor M. M. Canavan B 1931 r. onmucasa cClioHIHO3HYIO
Jiererepainio Gesioro BerecTsa roJoBHOTo Mo3ra, B 1949 r. Genbruiickuii HeBponaro-
sor L. Van Bogart u ¢panirysckuii spau I. G. Bertrand onmcanu pacripoctpanenHblii
IIPOTIECC JeMHUETMHI3AIIY HEPBHBIX BOJIOKOH B TOJIOBHOM MO3Te.

NEAKOANCTPODUA METAXPOMATUYECKAA
(auddy3HbI MO3roBoiA cknepos, neitkoguctpodus Wonsbua—Ipundunga)

B ocHOBe 6osie3HN JEKUT BPOKACHHDIH AeDUIIHT aKTUBHOCTH 9H3MMa 11epedpo-
suzcysbdarassl (apuicyibdaTassl A), yaacTBYIOIel B KaTabogname cyibhaTHIos,
B peayJbraTe 4ero cyabhaTijl He MPeBPAIaeTcs B raTakrornepedbposu (ralakTo3mi-
nepamun). MepmenraTuBHas HEAOCTATOYHOCTD APUICYIbhaTassl MPUBOIUT K OTIO-
JKeHUI0 HaKaTUINBAIONIerocs cyabdaTi/ia B BU/e METAXPOMATHUECKUX TeJIel] B Pa3Iny-
HBIX CTPYKTYPax HeHTPAIbHOI HEPBHOI CHCTEMBI, CeTYaTKe, KAHAIbIIAX MT0YeK, [IeYeHH,
seitkorTax. Tesblia Ha3BaHbl METAXPOMATHYECKMMHI H3-32 CIIOCOOHOCTH CyJIb(haTH-
J1a, COCTABJISIIONIETO ATH TEJbIIA, BECTH cebst KaK XPOMATOTPOIL, TO €CTh OKPAIIHBATHCS
B MHOI 110 CpaBHEHUIO ¢ KpacuTeseM 1BeT. Hakorurenne cyibharnia i, BEPOSITHO, He-
JIOCTATOK 11ePebpO3UI0B NPUBOANT K CHUKEHIIO YHCIIa OJUTOAEHAPOIIUTOB, TIPOU3BO-
JSIIINX MUETHH. Pa3BuBaeTcst porpeccupyonas o0mpHast 1eMueJTInHU3alusl, ClIoH-
ruosnas aucTpodus Tkanu Moara. Hakoruienne cynbhaTiioB B redeHu, moykax 00b4-
HO CYIIECTBEHHO He HAPYIIAIT UX (DYHKITHIO.

Tun nacnenosanmus ayrocomuo-peneccuBubiif. lfen ARSA depmenTa apuscyaboha-
Tasbl A KapTHPOBAH HA KOHIIE JUTMHHOTO IJIeYa XpoMocoMbl 22, B okyce 22q13.31—
gter. CymecTByI0T pa3HOOOpa3Hble MyTAIMI I'€HA U J[ajke Pa3/IMdYHble STHHYECKHE
ocobenHocTi MyTaiui. B pe3ysrare reHeTH4eCKOro noauMopdusMa BOSHUKAIOT pas-
HooOpasubie hopmbl 3aboseBanust. [losaraior, 4T0 TOTANBHBII AeUIUT apuicyabgha-
Tasbl A IETEPMUHUPYET PAaHHEE HAYAM0 1 OBICTPOE TIPOTPECCHPOBAHUE METAXPOMATH-
4ecKoil eitkogucTpod .
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Boinesnstior apodcdennyio, unganmunviyio, o000 uHGanmuivbHyo, 106eHUIbHYIO
1 63pocay1o GopMbl HONEIHL

[Monyasumonnas yactora Bcex (hopM MeTaxpoMaTHYECKOil JIeITKOANCTPOohUn He-
uzBecTHa. Yacrora Hanbosee pacripocrpanernoit (60-70% Bcex ciaydaeB) mO3aHeR
nHdanTibsHoi (hopmer coctasiser 1 : 40 000.

Inasubie cumuromsl. [Ipu Beex hopmax Gosie3nn HAbIIOMAETCS BBIPAKEHHOE CHU-
JKeHMe 3PUTENbHBIX (DYHKINIT, HEPEIKO CJIeToTa BCAeACTBHE aTPOMUN 3PUTEIbHBIX
HepBOB. MHOr/Ia pasBuBaeTcs 0TeK CeTYaTKy B 3a/[HEM HOJIOCE C CUMNMOMOM <BUUL-
HEBOU KOCTNOUKU» B IIEHTPE MaKYJIbl.

Jlpyrue KIMHUKO-HEBPOJIOTHYECKHE NPOSIBAEHHA. Pazinyaorcs B 3aBUCHMOCTH
oT (hopMbi 3a00IEBAHMSL.

Bpoacoennas ¢popma marudecTupyer Ipu posKAEHIH IIU30AAMU AITHO), ITHAHO33,
OparKapnu, a TaKKe CYJA0POKHBIMU [TPUTIA/IKAMI, PE3UCTEHTHBIMI K AHTHKOHBYJIb-
canTHOIl Teparuu. Teuenue ObICTPO TIPOrpeccupyioiiee. Jleru nornbaioT B epBoie IHH
T1OCJIE POKIAEHSI.

Hnpanmunvras gpopma 6onesnn paspupaercs B Bodpacte 6—12 mecsanes. /o ato-
0o JIeTH 00BIYHO PA3BUBAIOTCS BIIOJHE YAOBIETBOPUTEIBHO.

Ho30nss unganmunvnas MetaxpoMatTudecKast JeiKoAucTpodus Mo KIMHHIECKUM
pU3HAKAM M TEUEHHUIO CX0/Ha ¢ MHpaHTIIbHOI., OHa pa3BUBAeTCs yallle B BO3pacTe
12—16 MecsitieB 1 IPOSIBIISIETCST HAPYHIEHHEM [ICMXOMOTOPHOTO PasBUTHA (AeTH nepe-
CTAIOT XO/IUTh, IJIOXO0 CTOSAT, B 2—2,5 T0/1a He MOTYT CAMOCTOSITE/TbHO CHJ/IETH ), MBIITIEY-
HOW I'MIIOTOHMEIH, In3apTpuell, pacCTpONCTBOM IJIOTaHUs, CY/I0pOraMu, yXy/AIeHneM
cayxa. Mnorzaa hopMupyeTcst noiosxkenne aKCTeH30pHOi cacTHuHOCTH. BosibHble ana-
THYHBI, Y HUX HAPYIIAETCS CIIOCOOHOCTH KOHIIEHTPUPOBATH BHUMAHUE, YTPAUNBAETCSI
HHTEpec K OKpysKaoieMy. JleTaabHbIH HCX0/L HACTYIAET 10 S-JIETHETO BO3PACTa.

FOsenunvnas hopma 6osesanu nposBsiercs B Bospacte 4—10 jieT npenmMyniecTBeH-
HO aTaKCHel ¥ HapylUIeHueM TOXOAKN. 3ab0eBaHne HOCUT MeJIEHHO TIPOTPECCUpy-
formuii xapaxkrep. Pojurer aTux Aeteil HepeaKo 00paIaioTes K Bpady ¢ KamobaMu
Ha HU3KYIO yCIeBaeMOCTh pebeHKa B IIIKOJIE N3-3a HOMOIHOHAILHON JTabUIbHOCTH, He-
VCTOWYHBOCTH BHUMAHMS, CHUKEHUST TAMSITH.

Bspocaas hopma GosiesHn pa3BuBaeTcs B Bozpacte crapiie 21 rojia u xapakrepu-
3yeTcst MCUXMYeCKHMU M3MEHEeHUsIMU, HapacTanneM aemenuun. HeBposorndeckas
CUMITTOMATHKA TIPOSIBJISIETCS B BUJE TETPANAPE30B, aTAKCHH, TPEMOPA, HAPYIIEHUIT
3peHus, c/yXa, PacCTPOICTB BBICIINX Hcuxudeckux Gyukuunii. BosbHbie 0061410 /10~
sxusaior 10 40-50 Jer.

[OBennnbHast u B3pocaast GopMbl GONE3HI OTIMYAIOTCS OTHOCUTEIBHO MEIJIeH-
HBIM [1POTPeccupoBaHueM. B TepMUHAIBHON CTa/IMKU OTMEYAIOTCS CJIEIOTa, TIIyX0Ta,
rry0OKasi yMCTBEHHAs! OTCTAIOCTD, BHIPAsKEHHAS! MBIIIEYHAST PUTHIHOCTD, THIIEPTED-
MUST [IEHTPAIBHOTO MTPONCXOKAEHNS, CY/IOPOTH, KAXEKCHSI.

B amarnocruxe 3abonesanus Hanbosee nH(GOPMATUBHEL Ja60OPATOPHBIE METO/IBI
viccsieioBanist (mecm Aycmuna: oGHapyKeHne MeTaXPOMATHUECKIX IPAHY.JI — 30JI0THC-
TO-KOPUYHEBBIX TeJIel] IPU OKPAIIMBAHIHU 0CA/Ka MOYM TOJIYUIUHOBBIM CHHUM; TI0-
BBIIIIEHNE B KPOBH COAEPIKAHNUS CYIb(hATH/IOB, B IMKBOPE — YBEJIMYEHHE KOHI[EHTPa-
1uu GeJka; 9H3UMATHUECKOE MCCAEI0BAHNE BBISIBJISET CHIJKEHIE aKTHBHOCTH apuJl-
cysbdarazbl A B CHBIBOPOTKE KPOBM, MOYe, JIEHKOIMTAX M KyJbType (hubpobiaactos
KOXM); Mopdosornueckuii MeTos (0OHApY/KEHHE METAXPOMATUYECKIX OTIOKEHUIT
B Guonrare n. suralis). Metoust neitposusyamsaru (KT, MPT) BoisBistior npussa-
KU TIporpeccupylonieii arpodun MO3roBoil TKaHH, ee IeMHeTMHU3AIIIO0 CO CHUKeHH-
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em rorHocTu. C nomompbio KT o6Hapy:kuBalOT cHMMeTPUUHBIE OYArH MOHMKEHHOI
IZIOTHOCTH B GeIOM BerecTBe JOOHBIX H TeMEeHHBIX J0Jel. SIBAeHUS AeMuemHI3a-
IIMH € JlereHepariieil IopakeHHbIX BOJIOKOH B OOJIbIIEH CTENeHH ONPeesIsioTes B 06-
JIACTH MOCTA U MPOA0AToBaTOr0 Mosra. O nopaxenun nepudepidaeckoii HepBHOiT CH-
CTEMBI CBU/IETEIBCTBYET CHIKEHIE CKOPOCTH TIPOBEICHUS HEPBHOTO MMITY/IhCA, BBI-
sABJsemMoe ¢ momornsio IHMI,

Huppepennupoars ¢ sercknm nepebpanbubiv napaamdom, Gmi- u Gm2-ran-
rnosnio3amu, cunopomamu Kpaboe—bBenexe, lenuyeyca—Mepybaxepa, paccessHHbIM
CKJIEPO30OM, MOMOPHO-CeHCOPHOU nesponamuu /lexcepuna—Comma w ap.

Bosmoxna npenamanvnas duaznocmuxa 6onesnu. OHa 0CYIECTBISETCS ¢ TOMO-
IBI0 MOJIEKYIAPHO-TEHETHYECKUX METOJI0B M ONpeJe/ieHiist aAKTUBHOCTH (hepMeHTa
apuiicysbaTaspr A B KyJIbTYPe XOPHOHMYECKHX BOPCHHOK WM KJIETOK aMHHOTHYC-
CKOi skuaKocTH. [l1s BRIABIEHIS HOCHTENEIl MaTOMOTHYECKOTO PElecCHBHOTO reHa
Y POACTBEHHIKOB GOJILHBIX ONPEE/ISIOT AKTHBHOCTD (hepMenTa apucyrbdarazsl A
B GHOJIOTMYECKUX XKHUAKOCTSIX, JEHKOIMTAX 1 Ky IbType (hHGpo6IacToB KoK,

Jleuenne. Criernduaeckoii Tepanun HeT, TPOBOAUTCS CHMITOMATHUECKOE Jieue-
Hue. B OTAeIbHBIX CIyuasX 3aMe/UINTh TPOrPecCHpoBaHie 3a6071eBAHMS MOKET TPAHC-
MJIAHTAIMA KOCTHOIO MO3Ta B PAHHUX CTaZMAX OOJE3HN.

Ommucann B 1925 1. W. Scholz u 8 1933 r. anrumiickuit nesponaronor J. G. Greenfield.
Tepmun «meraxpomatiueckast auctpoduss 6u11 npeoxken L. Einarson u A, V. Nell
B 1938 r.

NEWKOAUCTPODUA METAXPOMATUYECKASA AVCTUHA
(MHOXeCTBeHHbIt fednumT cynbdaras, Mykocynbdarugos)

B ocnose narorenesa nexut gedunut cynbbaras: apuncyasdaras A, B, C u ve-
TBIPEX IPYTUX CyMb(haTas, yHacTBYIOMIX B PACHICIUIEHHI MYKOIIOIHCAaXapuzIoB. B pe-
synwTare fedunnra 9THX GEPMEHTOB MPOHCXOANT HAKOIIEHUE CYIb(ATHIOB, MYKO-
NOJUCAXaPU/IOB M XOJIeCTEPIIICY Ib(aTa B rOJIOBHOM MO3Te, IepuepuIecKix HepBax,
YTO IPUBOJUT K TTOBPEKICHUIO MUEINHA.

3aboseBanne HacIeAyeTCs MO ayTOCOMHO-PEIECCHBHOMY tuity. Hacrora B 1mo-
[yJIALIN He YTOYHEHa,

Inagubie cumnTompl. XapakTepHo peskoe CHHKEHUE 3PUTETbHBIX (hyHKIHIT, HHO-
/a2 10 CJAETOTHI, BCJICACTBIE aTPO(UM 3pUTENbHBIX HEPBOB. B HEKOTOPHIX caryuasx
Pa3BUBACTCS MMUITMEHTHAS leTeHepalys ceTyaTku. Menee XapakTtepen cumnmonm «auul-
HeBOU KOCMOUKU ».

Jpyrue KIMHMKO-HEBPOJIOTHYECKHE NPosBIeHus. B Bospacre 12—18 mecsines Ha
Gore ynoBeTBOPUTEILHOrO PazBUTHsI y pebeHKa MOSB/ISIOTCS MBILIEYHAS C1ab0CTh,
HEYCTOIYMBOCTD, HAPYIIAETCS KOOPAMHAINS ABIKEHUH, CHUKAIOTCS MJTH yTPaunBa-
I0TCsA CyXOKU/IbHbIE pedhieken. HacTo HabmoAaI0TCs CyI0poKHbIE TAPOKCH3MbI TOHIKO-
KJIOHMYECKOT0 /I MHOKJIOHNYecKoro XapakTepa. ITo Mepe iporpeccuposanms 6oses-
HH JIETH IePECTalOT CaMOCTOSATENIbHO CHAETh U CTOSITh, PA3BUBAIOTCS CIIACTHYECKIIE
Terpanapesbl. Y JeTeil CHIKAIOTCS KOMMYHHKA0EIbHOCTD, MHTEPEC K OKPYIKAIOIEMY
MUDY, He Pa3BUBAIOTCS peveBbie (PYHKINM, 3HAYMTENBHO CHIKEH CIyX. XapaKTepHO
HOsABJIEHNE CUMIITOMOB, TUIIMYHBIX /JIs MYKOIIO/JIMCAXapPUI030B: IPOTECKHbIE UePTHI
smna (y3Kuil BeICTyTIalonmii 106, sanasiiee nepeHoche, MupoKie OpoBM), MHOKe-




