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CemeliHoe HelipojereHepaTuBHoe 3aboneBanue
C CHHAPOMOM NapKUHCOHU3IMA U DOKOBOrO
amuotTpothuyecKoro cknepo3sa

Couemanue 60k06020 amuompoghuueckoeo cknaepoda (BAC) ¢ cundpomom napxunconusma u demenyueii onucano kax Ivam-mun BAC, npu
Komopom 0o 70% nayuenmos umerom noa0HCUMeNbHblil ceMelHblll aHamHes.

Kombunayus napkunconusma ¢ opyeumu Hegpoa0SUHeCKUMU PAcCmpoiicmeamu, MaKkumy KaK 6ecemamugnas HedoCmamoyHoCcmy, 0emMeH-
YUst, MO3JICEUKO8ASL AMAKCUS, 3pUMeNbHble HAPYUEeHUS, NUPAMUOHBLI CUHOPOM, XAPAKMEPHA 0451 HEKOMOPLIX HelipodeceHepamueHbix 3a60-
Ae6aHUll, Hanpumep 045 MYAbMUCUCEMHOI ampoguu, demeHyuu ¢ meavyamu Jlegu, npoepeccupyroujeco Hadss10epHO20 NAPAIUa, KOPKO8o-
obazanvHoll decenepayuu. JlanHble 3a001€6aHUS HACHMO GCMPEUAIOMCS 8 NPAKMUKE Hegpoa02a, umerom nodpobHoe onucanue u yemxue ouae-
HOCmu4ecKue Kpumepuu.

H3zoauposannoe couemanue napkurconusma u bAC (6e3 dpyeux nesponoeuveckux paccmpoiicme) Habarwodaemcs Kpatine pedko u HOCUm Ha-
36anue boaesnu bpaiima—®Pana— Illeapya 6 wecms yuenbvix, nepgwvie cOOOUUBUUX 0 OAHHOM NePEKPEeCMHOM CUHOpOMe.

B aumepamype onucanus cayuaes cemeiinozo Helipodecenepamugroeo 3a601e6anus ¢ napkunconuzmom u BAC namu e obnapyscero. B Ha-
cmosweil cmamoe npedcmasaeHo coocmeennoe Haba0eHue agmopos 08yx cubcos, y 00H020 U3 KOMOPbIX UMENCS NAPKUHCOHUM € CUHOPO-
mom BAC, a 'y dpyeoeo — 6oae3us [lapkumncona.
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The concurrence of amyotrophic lateral sclerosis (ALS) with parkinsonism syndrome and dementia is described as Guam ALS, in which up to
70% of patients have a positive family history.

The concurrence of parkinsonism with other neurological disorders, such as autonomic failure, dementia, cerebellar ataxia, visual distur-
bances, and pyramidal syndrome, is characteristic of some neurodegenerative diseases, for example, multiple system atrophy, dementia with
Lewy bodies, progressive supranuclear palsy, and corticobasal degeneration. These diseases are common in the practice of a neurologist, have
a detailed description and clear diagnostic criteria.

The isolated concurrence of parkinsonism and ALS without other neurological disorders is extremely rare. This disorder is known as
Brait— Fahn—Schwartz disease and is named after the scientists who first described this overlap syndrome.

No cases of familial neurodegenerative disease concurrent with parkinsonism and ALS have been found in the literature. This paper pres-
ents the authors’ own case of two siblings, one of whom is observed to have parkinsonism with ALS syndrome; and the other had Parkinson's
disease.
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MpbI HaOmonanu ABYX POIHBIX cecTep 0e3 OTATOLIEHHOMN
HACJIENICTBEHHOCTH TI0 HepOereHePaTUBHBIM 3a00JIEBAHUSIM.
OpnHako ux 6adyIiKa 1Mo MaTepUHCKOM JTUHUU B TIOKUJIOM BO3-
pacte cTpajajia porpeccupyoLeil c1adoCcTblo HUXKHUX KOHEY-
HOCTel, yMepJa B 76 JIeT, MpuYnHa CMEPTH Hen3BecTHa (puc. 1).

KHAWHUYECHKUE HABNWAEHUA

HUMICHUX KOHeYHOCmell NPOKCUManbHo — 00 3 6aa108, oucmans-
HO — 00 4 6anrnos, noseareHus Opyeux NAmMoA0SUHeCKUX 3HAK08
(lllecpgpepa, Topdora), nocmyparvHo-KuHemu1uecKo2o mpemopa
DYK, yeeauueHus amnaumyosl mpemopa nokos 8 HUMICHUX KOHeH -
Hocmsax (puc. 2).
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Puc. 2. llayuenmrxa M., 62 rem

Puc. 1. Podocrosnas cemvu M. u I. 1:4 — 6abywxa no mamepurckoil AuHulU, peonono-
JcumenvHo cmpaoana HetipodeeeHepamughuvim 3aboneeanuem; 111:8 — nayuenmrxa M.
C CUHOPOMOM NAPKUHCOHU3MA U 60K08bIM amuompoghuueckum ckaepozom (BAC);
111I:10 — nayuenmrka I. ¢ boaezuvio Ilapxuncona

[MpuBoaKMM OMKCaHKE 3TOTO KIMHUYECKOTO CITy4dast.

Iayuenmra M., 62 rem, 6nepgvie NOCMYNUAG 6 HEBPOAOU-
ueckoe omoenenue Pecnybauxanckoii 6oavnuybl Axymuu 6 ageycme
2016 e. ¢ ucanobamu Ha Opoxcanue 0deux Hoe 8 COCMOSHUU NOKO5,
yeunusaroueecs Npu 60AHeHUU, NOcae GU3UUeCKOll Hazpy3KU U Uc-
uezaroujee npu Q8UNCEHUU U 80 CHE; CKOBAHHOCMb 8 KOHEUHOCMSAX,
3aMe0NeHHOCMb 08UMNCEHUIl, WAPKAWYH NOX00KY U NOXyoaHue
Moty pyx u Hoe. B sneape 2016 e. cmana 3ameuams crabocmo 6
DPYKax, 6 anpene moeo ce 200a NPUCOCOUHUACS MPeMOD NOKOS Ae-
60l HOeu, KOmMopblii GbiCMpo pacnpoCMpaHuAcs HA NPOMUEONO-
A0%cHyt0 cmopory. Tlocmenenno npucoedunuaucy CKOBAHHOCMb U
3aMeO0NeHHOCMb NPU 0BUINCCHUSX 8 KOHEHHOCMSX, WAPKAHbe Npu
xodvbe. Tpu Heeponoeu1eckom ocMoOmpe GbiA6ACHbL YMEPEHHO 6bl-
PadCeHHAs 0AU200paduKuHe3Us, MululeuHas pueudHocms (0oavuue
cnpaea), cpeoHepasMaullicmolii mpemop nokos 6 Hoeax (0oavuie
cnpasa); axeipokunes, WapKawwas noxooka, onopa Ha y3koii 6a-
3e, neeKas c020eHHOCHb NO3bl; 0JCUBNCHUE CYXONCUABHBIX U NEPUO-
CMANbHbIX peghaeKcos ¢ aHuzoperexcueil cnpasa, 08yCMopPOHHULL
cumnmom babunckoeo; eunompogus moiuy npednieuvs, Kucmeii ¢
00eux cmopoH (boavlue cresa); cunompoQpus nepoHeasbHol epynnvl
Mbluly; pedKue PacyuKyIsyuy 8 MolUYax CnUHbL.

B cmauyuonape nauamo neuenue aeonucmom 00hamuHoBvix
peuenmopos npamunexcosom (¢ mumpayueii 0osvt). Ha pore me-
Danuu YAyHuUAach NOX00KA, HECKOAbKO CHUZUAACH BbIPANCCHHOCHb
mpemopa. Tlpu evinucke pekomeH006aHa OanbHeluwlas MUmpayus
dosbl npenapama 0o 3 me/cym.

[layuenmrka noemopro ocmompena uepes 1,5 eoda. Yxyouie-
HUSL CAMOYY8CMBUS HA (POHE npuema NPAmMUuneKcola He Oomme4and,
NOAHOCMbBIO ce0s1 00CAYIHCUBANA, NEPedBULANAC CAMOCHIOAMENLHO.

B Heeponoeuueckom cmamyce omme4anroch Hapacmauue
CUMRMOMAMUKY 6 8ude 2unompouu epyOuHO-KAHUYHO-COC-
UeBUOHOI MblUUbL Cle6a, YHaueHUus DacyuKyIsyui 6 Moluyax
CHUHbBL, BePXHe20 NAe4e8020 Nnosica, paszeumus mempanapesa (8
6EPXHUX KOHEUHOCMAX CUAA CHUMICEHA NPOKCUMANbHO 8 OME00s -
WUX U NPUBOOAUUX Mbluyax nieya 00 4 6a1108, 6 MblULAX
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Ipu oyenke KoeHumMuUHO20 cmamy-
ca OmmeueHvl YMepeHHble KOSHUMUBHbIE
paccmpoiicmea no  0u3peeyismopHOMY
muny.

Dnekmponetipomuoepagus nepuge-
puueckux Hepsog be3 namonoeuu. Ilpu ueoavuamoil snexkmpomuo-
epagpuu (DMT) obHapysceHvl npusHaKu deHepeayuu u peuHHepsa-
YUY Ha WeHOM U NOACHUYHO-KDECMU080M YPOBHSIX, KOMOpble YKa-
3bI6AAU HA 806AEYEHUE 68 NAmMOA02UYecKUil npoyecc nepugepuye-
CKUX MOMOHeUponos (puc. 3, a—a).

Tpu mpauHckpanuanbHoil MAeHUMHOU CIMUMYAAUUU Gblsi8Ae-
Hbl NPUSHAKU 808A€HeHUs UEHMPANbHO20 MOMOHEIPOHA 6 gude no-
8blULEHUS NOPO2A MOMOPHO20 OMBEMA U CHUNCEHUS €20 AMNAUNYObL
(puc. 4).

IIpu maenummno-pesonancroit momoepaguu (MPT) eonosno-
20 M032a ¢ NPUUEAbHBIM UCCAe008AHUEM CPEOHe20 M032d 6 pedcume
SWI evisieneno pasmoimue epanuy, 30ubl nigrosome 1, umo céude-
meabcmeyem o nopadiceruu 4epHoi cyocmaryuu (puc. 5).

Taxum obpazom, yuumsieas npoepeccupyloujee meueHue 3a-
bonesanus, Haauvue NAPKUHCOHUYECKO20 CUHOPOMA C HNOAOICU-
MeAbHbIM 0MEemom Ha 00PamMuHepeUeckyo mepanur, NPU3HAK08
nopasiceHuss KaK UeHmpaibHo2o, mak u nepugepuveckKoeo Momo-
HeUpoHo8, omcymemeue 0pyeux KAUHUMECKU 3HAYUMbIX He8poa02U -
YECKUX CUMNIMOMO8 U OeMeHYyUl, Y NAUUeHMKU YCmanogeH duae-
HO3: Hellpode2eHepamueHoe 3a001e6anue ¢ CUHOPOMAMU NAPKUHCO-
Huzma, bAC u ymepenHbiMu KOCHUMUBHBIMU HAPYUWEHUSMU NO OU3-
DecyASMOPHOMY MUNY.

Ilayuenmra I., 61 2o00a, maradwas cecmpa 6Goavhoiu M.,
8nepevle NOCMynuaa 8 Hegpoaoauieckoe omoenerue 6 2016 e. ¢ xca-
100aMU HA BbIPANCEHHYIO CKOBAHHOCMb 8 PYKAX U HO2AX, 3aMe0NeH-
HOCMb 08udICeHUll, Opodicanue 1e6oil pyKu 6 COCMOSHUU NOKOS U
WapKauyro noxooky.

3abonena 6 2011 e., koeda nosuracv CKOBAHHOCMb 8 Je-
8bIX KOHeuHOCmsX, Komopas uepe3 2 2e00a pacnpocmpanuaacs
Ha npagvle KOHEUHOCMU, d 8 Ae60ll PYKe NPUCOCOUHUACS MPEMOP
nokos. Jluaenocmuposana 6oae3nv Ilapkuncona. Hasnauena
neeodona/kapbudona é doze 750/75 me/cym. Ha gpone camo-
CMOSMeNbHOU OMMeHbl NPenapama YCuauAUuch CKOBAHHOCHb U
3aMe0NeHHOCMb 08UMICEHULl, NOABUAUCH 3ACMbIBAHUS NPU Nnepe-
deudcenuu.
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Puc. 3. Cnonmannas akmuenocms 8 uccre008aHHbIX MbIULLAX:
a — m. deltoideus dextra: mHoMCecmeéerHble nNOMeHUUanbl Guo-
puanayuii; 6 — m. extensor digitorum dextra: MHOJCeCMEeHHble
nomeHyuansl pacyuKyaauuil, uopurrauuil; 6 — m. tibialis ante-
Fior Sinistra: MHOJCeCmeeHHble NOMEHUUANbE PACUUKYAAUUILL

AH01b>, QU py3Han moiuleuras pueuoHocmy ((heHomeH «CeUHU0BOL
mpyoKu», 6oavlie c1ea), WapKarnwas, cemeHauas noxooka. Moi-
WeuHas 2unOmMpoghust, NPUHAKY NOPAICEHUS. RUPAMUOHBIX nymell,
Gacuuxyrayuu He onpedensinucs.

IlIpu MPT eo0n06H020 mo3ea 6 pexcume SWI ommeuanucs
NPU3HAKU NOPAdICeHUs YepHOU cyocmanyuu (6oavuie cnpasa) 6 eu-
de pasmuvimus epanuy, 301t nigrosome 1 [1].

[Ipu mpancKkpanuaibHol MAZHUMHOU CIMUMYAAUUU U U2OAb-
uamoii IMT namonoeuu He oOHapy’ceHo.

Ha ¢one mumpauuu 0o3vt 1e600onsl/Kapoudonst u npamu-
NeKCcoNa CHUUAUCH MblUEHHAS PUSUOHOCMY, MPEMOp, YAYHUUAACH
noxodxa.

C yuemom munu4Hoil KapmuHtbl U npoepeccupyroueco meue-
HUsL 3a001€6aHUS YCMAH06AEH 0uaeH03: 0oae3Hb [lapkuncona, cme-
WAaHHAas opma, ¢ NPeuMyuecmeeHHbIM NOPAdNCeHUEM Ne6bIX KO-
neunocmeit, 111 cmadus no Xen—Apy, ymepennuiii mun npoepeccu-
POBAHUS.

Oocyxnenne. B 1973 1. K. Brait, S. Fahn u G. Schwarz [2]
BIIEPBEIEC OMMCATTN TTAIIMEHTOB, Y KOTOPBIX Ha (hoHE TTapKUHCO-
HM3Ma pa3BUIUCh cumnToMbl BAC. B omHOM ciiydyae aBTOpPbI
Habonanu ObICTpOE MpOrpeccupoBaHue 3a00IeBaHMS, 3aBEp-
LIMBIIEeCs yepe3 2 roja JieTaIbHbIM MCXOIOM, B OCTaJbHBIX
NIBYX CJIyyasix 00JIe3Hb MpoTeKasla MeHee arpeCCUBHO, OTMEUEH
TTOJIOXKUTETBHBIN 3P dEKT Tepaluu rmpernaparaMu JIEBOIOTIBI.

B 2015 . A.M. Erol u coaBrt. [3] onmybaukoBain moapoo-
HOE OIucaHue nmalueHTa ¢ 6ose3Hbio bpaiitra—®ana—IlIBapiia,
Y KOTOPOTO TakKXe HaOII0IaICs MOJOXUTEIbHbBIN 3 GEKT Toc-
JIe JICYEHUsI TperiapaTaMu JIEBOJOIIbI; ObLITM TIPENCTAaBICHbI pe-
3yJIBTAThl MAPAKIMHUYECKMX METONOB HccienoBaHus. Tak, Obl-
1 oOHapyxeHbl DOMI -npu3Haku nMopaxeHuss MOTOHEUPOHOB,
a Mpy MarHUTHO-PE30HAHCHOM CTIEKTPOCKOITNY — yBETUYEHME
ypoBHst N-alieTuiacrnapara 1 X0JrnHa, YTO XapaKTePHO ISl Jie-
reHepalyy MUPaMUIHOTO TpakTa. Takke ObLT MPOBEACH TeHe-
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Puc. 5. MPT 2on06H020 mo3ea

Puc. 4. Pezysvmamor mpanckpanuanbHoil MaeHUMHOU CMUMYASYUU, MUUEHb — M.
abductor pollicis brevis dextra: a — kopkoesblii @vi3eanHbLil MomopHblii omeem (BMO), 3a-
peaucmpuposantblii 8 paccaabaennoil moimye (1); BMO npu gacuyurumayuu (Hanpsice-

Huu Moluybl-muuienu; 2); ceemenmaproiii BMO ¢ weiinoeo ypoeHsi, 3ape2ucmpuposaH-
HbLll 6 paccaabnennoil moiuye (3). Obpawaiom Ha ceds BHUMAHUE 3HAUUMENbHOE YMeHb-
wenue BMO 6 paccaabnennoii moiuye (0,076 mB) u 60306H061¢eHUe omeema npu gacyu-

6 pexcume SWI: 6uono pazmvimue epanuy
30HbL nigrosome 1 ueproil cybcmanyuu

Tudeckuii ananmu3 (reust SOD1, Corf72
u UBQLN2), pe3ynbTaThl €ro 0Ka3aanch

aumayuu (3,38 mB). Bpems yenmpanbhoeo MoOmopHo2o npogedeHus y8eauteHo 00
9,18 mc (nopma 7,7x1, 1 mc), kopewkosas 3adepicka ¢ npedenax Hopmovt — 0,8 mc.

OTpULATCIbHBIMU.
MoxHo 11 ¢ COBPEMEHHBIX ITO3U -

Uil paccmatpuBaTh 0oJsie3Hb bpaii-
ta—Pana—ILlIBapira Kak caMOCTOSITEITb-
HYIO HO30JI0THYeCcKYI0 hopmy? Hecom-
HEHHO, OHA OTHOCHUTCS K TpYyTIe Heii-

Amnaumyonwiii kosgguyuenm (amnaumyoa BMO/amniumyda M-omeema) 3nauumens-
Ho cHuxcer — 2,9% (nopma 25—50%); 6 — pezyavmamer pecucmpayuu M-omeema om
m. abductor pollicis brevis dextra ¢ ypoeus 3anscmuoeo kananra: amnaumyoa M-omeema —
2,6 mB (nopma 3,5 mB), pesudyanvras ramenmuocmos — 2,8 mc

B Hesponoeuueckom cmamyce 6bi61eHbl 2UNOMUMUSL, Opadu-
NauUs, 8bIPAdNCEHHAs 0AU00padukure3us (6oavlue cresa), KPYnHo-
DAZMAWUCMbILL MPemMop NOKO0s 1e80ll PYKU N0 MUNY «KAMAHUS NU-
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polereHepaTUBHBIX 3a00JIeBaHUIl ¢ He-
YTOYHEHHBIMU 3TUOJOTHUE M maroreHe3oM. KpaiiHe penxue
ciIyyau ¥ OTCYTCTBUE MOPGOJIOTUIECKHUX TaHHBIX HE TTO3BOJIS-
IOT paclieHUBaTh ee Kak caMocTosTebHyIo dhopmy. Ho B Mex-
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IYHApOTHOW KIMHWUYECKON TPaKTUKe TPUMEHSIETCS TepMUH
«601ne3Hb bpaiita—®ana—IlIBapiia», KOTOPBI MOXXHO CUMTATh
TpUEeMJIEMBIM, TaK KakK MpeACTaBIeHHbIe B TUTepaType onuca-
HUSI 9TOTO 3a00JieBaHUSI UMEIOT XapaKTepHYI0 KIMHUYECKYIO
kapTuHy. KpoMe Toro, y aTUx maumeHTOB OTMevaJIcs JIeBOAOMa-
OT3bIBUMBBII BapUaHT 00JIE3HU, YTO oTinYaeT ee oT bBAC-mtoc
C 9KCTpanvpaMuJIHBIMU CUMIITOMaMU. Takoro ke MHEHUS
npunepxubaroTcst A.M. Erol [3] u C. Manno u coaBr. [4], mpen-
MOJIOXUBILIKE, YTO KoMILIeKe 6one3Hu Ilapkuncona u BAC —
9TO CAMOCTOSITeNIbHAsI HO30JOTHsI, KOTOPYIO CJIEAYeT OTAEISITh
OT 3KCTPaNMUpPaMUIHBIX MPU3HAKOB M CUMITOMOB, XapakKTep-
Hbix 1151 BAC.

B 1996 u 2006 rr. Ha noyoctpoBe Kuu simoHckue yde-
HbIe o0cnenoBanu 37 mauneHToB ¢ BAC B coueTaHMU ¢ KOMII-
JIEKCOM MapKUHCOHU3M — AemMeH1us. [Ipu aTom oHu paznenu-
1 OOJBHBIX MO KJIMHUYECKUM MpU3HAKaM Ha TSITb TPYIIIL:
1) xnaccuueckuii BAC; 2) BAC ¢ pemeHuumeii; 3) KOMILIEKC
MapKUHCOHU3M — JIEMEHIIMsI C TIpeoliafaHueM CUMIITOMOB
MapKUHCOHU3MA; 4) KOMIUIEKC MApKUHCOHU3M — JIEMEHIIUS C
mpeobaafaHueM AeMEeHUIWH; 5) KOMIUIEKC MapKUHCOHW3M —
nemeHuusa ¢ cumnromamu BAC. Kak BumgHO, OOJBHBIX C
BAC-napkMHCOHU3MOM 0Oe3 demeHyuu B 3TOM WUCCIACAOBAHUU
He O0bu10 [5]. JlaHHbIe MCCIeA0BaHUSI TAKXKE MOTYT yKa3biBaTh
Ha 6ose3Hb bpaiita—®ana—LlIBapiia Kak Ha CaMOCTOSITEIbHOE
3a00JeBaHNe C HECKOJIbKO MHBIMUA MeXaHU3MaMM TTaToreHe3a,
KOTOpBIE HE BeAYT K PA3BUTHUIO IEMEHIINH.

BepositHOCTh coueTaHus y maimeHTKA M. 6o1e3Hu [lap-
kuHcoHa U1 BAC kak JBYX caMOCTOSITCIbHBIX HelipoaereHepa-
TUBHBIX 3200JI€BAaHUI MTPENCTABISIETCS] COMHUTEIBHOM, TaK KaK
Uy Hee, M 'y ee MJIajllieil cecTpbl Haboqaiach TUIIMYHAST Kap-
TUHA JIEBOIOTIa-0T3bIBUMBOTO MTAPKUHCOHU3MA, a Y TTAIMEHTKU
M. uMenuch ymMmepeHHbIe KIMHWYecKUe cuMIToMbl BAC 6e3
BBIPAXKEHHOTO MPOTPEIMEeHTHOrO TeueHusl. B mutepatype onu-
CaHbl CIIyyau pa3UuHbIX HeliporereHepaTUBHbBIX 3a00J1eBaHU I
B OIHOIi ceMbe [6]. Ho B mpejicTaBieHHOM HaMU ciiydyae y cTap-
el cecTpbl MpPeBaJMPOBAHUE CUMIITOMOB TAapKWUHCOHU3MaA
HaJ MpU3HAKAMU MOTOHEHPOHAJBLHOTO TOPaKEHUsI CHIDKAeT
BEPOSITHOCTh KOMOPOUTHOTO COCTOSTHUS. DTO MO3BOJISIET MPeJI-
TOJIOKUTh, YTO CECTPhI CTPAalOT OAHUM HelpoaereHepaTuB-
HBIM 3a00JIeBaHUEM, HECMOTPSI Ha pa3inyve B KIMHUYECKON
kapTuHe. Bo3moxHo, B OyaylieM y MiIafllieil cecTpel pa3o-
BBIOTCSI TIPU3HAKU TMOpakeHWs MOTOHelpoHoB. [lpy mmuarHo-
CTHKeE B 000UX CITyJasiX Mbl YIUTHIBAIM KpuTepuu baHka roios-
Horo mosra OomectBa 6one3nu [lapkuHcona BemnkoGpura-
Huu [7] 1 Dnb-DcKopuanbcKue Kputepuu noctopepHoct BAC
[8]. B monb3y HacieacTBeHHOro (pakTopa B OMMCAHHOM HaMU
cilyJae, KpoMe KPOBHOTO POJICTBA XKEHIIWH, CBUIETEILCTBYET U
yrnoMuHaHue o 6a0yIiike, KoTopas cTpanajia 3a00jieBaHUEM HOT
U TiepeIBUTaIach Ha UHBAIMIHOM Koisicke. R.M. Wolf Gilbert u
coasT. [9] cpenu 7 3adukcupoBaHHBIX ciydaeB BAC-mapkuH-
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COHM3Ma OMUCAIU OJMH CEMEIHBIN cilyyaii Kak 0ose3Hb bpaii-
ta—®ana—IlIBapua. CpenHuii BoO3pacT MAlMEHTOB B 3TOi
rpyIine coctaBui 65 jet. B Halllem HaGII0OAeHUKM BO3PACT Haya-
J1a 6071e3HM paBHscsa 62 u 56 romaM. S. Kuzuhara [10] nmpenmo-
JIOXWJI, UTO TI03IHEe BO3HUKHOBeHMe HaclenctBeHHoro BAC ¢
KOMIUTIEKCOM TTapKUHCOHU3M — IEMEHIIUs MOXHO OOBSICHUTH
BO3JICICTBMEM HEKOTOPBIX HEM3BECTHBIX (PAKTOPOB OKPYKAr0-
el cpeabl, MOAYJIMPYIOUINX TPOIECC TeHETUYECKHU 3aIpo-
rpaMMHUPOBAHHOTO 3a00JIeBaHUsI, a pa3inune B KIMHUYECKOM
KapTuHe — (EHOTUIIMYECKU pa3HbIMU mposiBieHusimu [11].
Bo3MOXHO, 3TH TIPEANONIOKEHUsST TPUMEHUMBI M K HallleMy
KJIMHUYECKOMY HAOIIOIEHUIO.

MoxeM JI1 Mbl pacCMaTpUBaTh ONMCAHHBIN HAMU CeMeli-
HBI ciaydait B paMmkax [yam-tnna BAC (BAC ¢ komruiekcoM
MapKMHCOHU3M — JIEMEHIIMsI), 00OHAPY:KEHHOTO B SHIEMUUYHBIX
ouarax Boctouno-TuxookeaHckoro peruona B Hadaie 1960-x rr.
(MapuaHckue octpoBa, mnosnyoctpoB Kuu, Hopast I[Bunes)?
Bounbire Bcero ciyyaeB BAC ¢ KoMIuieKCOM MapKUHCOHU3M —
neMeHuus HaOmonanu Ha 3arane Hosoit [BuHeu, rioe 3aboneBa-
€MOCTb ObLTa 0COOCHHO BBICOKA M cocTaBisiia 147 ciiydaeB Ha
100 ThIC. HaceneHus. B mocaenyromme 40 jer 3a0oeBaeMOCTh
BAC B BocTouHo-TuxookeaHCKOM pernoHe cHusuiach B 5—10 pa3
[12]. C.C. Plato u coasrt. [13], npoBoauBIlIMEe HMCCIEIOBAHUE
9TOi GoJIe3HM Ha ocTpoBe Iyam B TeueHue 60 et (1o 1999 1),
CUYUTAJIM, YTO Pe3KOe CHIKEHME 3a00JIeBAEMOCTH CBSI3aHO HeE C
TeHETUYECKUMU (haKTOpaMHM, a CKOpee CO CTPEMUTETbHOI Bec-
tepHusauueit [yama. Hamo otMeTuTh, 4To cpenu 3a00eBIINX 1
B APYTUX 3HAEMUYHBbIX oyarax BocTtouHo-TuxookeaHCKOro pe-
ruoHa He 6bu10 cityyaeB BAC ¢ CMHIPOMOM MapKUHCOHU3Ma Oe3
demenyuu. YUUTHIBasI JTIOKATHHOCTh 3a00JIEBaHUSI C PE3KUM ee
CITaJlOM B SHAEMUYHBIX OUarax, Bce-Taki HEBO3MOXHO MCKITIO-
YUTb BAUSTHUE (PaKTOPOB OKPYKAIOIIEH Cpe/ibl, KOTOPHIE TOJIK-
HbI OBLITM BBI3BAaTh BBICOKYIO 3200J16BAEMOCTbh C TTOXOKMUMM CUM-
MTOMaMM B PErMOHE MPOXMBaHUs 00eux XeHlH. Ho B aToM
pervuoHe MoJoOHbIX CllydyaeB He OOHapyxXeHo. OTCYTCTBUE ClTy-
yaeB [yam-tuma BAC 6e3 demenyuu B SHIEMUYHBIX OYarax Tak-
Ke He TTO3BOJISICT OTHECTHU TaHHOE HellpoaereHepaTUBHOE 3200~
neanue K [yam-tuny BAC. OmHako MBI He MCKIIIOUYaeM BO3-
MOXHOCTHU Pa3BUTHUS AEMEHLIMU y HAIIMUX TMAllMEHTOK B Oymy-
1IeM, Kak 1 nosiBiieHust cuapoma BAC y miaaiieii cecTphl.

3akmouenne. TakuM oOpa3oM, M3-3a HEKOTOPBIX pa3fiu-
YUl B KIIMHUYECKOUW KapTWHE Y CMOCOB MBI HE MOXEM yTBep-
XKIIaTh, YTO OMMCAHHBIM HAMU CEMEWHBIN CIy4yail MOXHO OTHE-
cti K 6one3nu bpaiita—®ana—I1IBapia, HO CXOXeCTh OCHOB-
HBIX CUMIITOMOB U pa3BUTHE NMapKuHcoHu3Ma U BAC BHyTpu
ONIHOI ceMbU YKa3bIBAIOT HA €IMHCTBO MEXaHU3MOB IaTOJOIU-
yeckoro npouecca. CieayronmM 3TalioM HallluX UCCIeA0BaHUMI
CTaHeT IMPOBeIeHNEe TeHETUIECKOTO MCCIeNOBaHUs (ITOJIHOTe-
HOMHOTO CEKBEHUPOBAHMS) JIJISI BBISBICHUS BO3MOXKHBIX MPH-
YUHHBIX MyTalIUNA.
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