DOI: 10.33667/2078-5631-2024-33-34-38

bone3Hb lannepsopaeHa — LLinaTua.

KnuHunuyecknn cnyyam

A.B. HoBukoBa, K. M. 3ioAbuie, A. M. AkonsgH

PreOY BO «bALLKMPCKMM TOCYATQPCTBEHHbBIM MEAMLIMHCKMIM YHMBEPCUTET) MMH3APABA Poccun, Ydba, Poccus

PE3IOME

B cTaThe NPEACTABAEHO OMUCAHUE KAMHMYECKOrO CAy4as GOAe3HM [aAepPBOpAEHA — LLUNATLA C ATUIMYHOM MO3AHEH GDOPMOM C AEBIOTOM
HQO YETBEPTOM AECATMAETHM XMU3HM C BbICTPONPOrPECCHPYIOLLMM TEYEHNEM M HEOAQTOMPUITHBIM MPOrHO30M. Hanboree XapaKTePHbIMM
MPM3HAKAMY 30OOAEBAHMS Y AGHHOM MALMEHTKM ObIAM CUHAPOM MAPKMHCOHU3MA, MUPAMMAHBIE 3HAKM, PA3AMYHBIE BUAbI TUMIEPKMHE30B, CHIXKEHUE
KOTHUTMBHbIX COYHKLIMH, AEMPeCcCHs. AMArHO3 MOATBEPXKAEH XAPAKTEPHOM KAMHMYECKOM KAPTUMHOM M TUMMYHBIM MPT-MPU3HAKOM B BUAE CMMMITOMA
«rAQ3Q TUrPQY. B CBS3U C OTCYTCTBUEM B HACTOSLLIEE BPEMS IGPPEKTUBHBIX METOAOB A€YEHMS BOABHAS MOAYYOAQ CMMITOMATUYECKOE AeYEHHE.

KAKO4YEBBIE CAOBA: 60Ae3Hb [aarepBopAEeHa — LLINATLA, OTAOXKEHME XEAE3Q, CUMMTOM (TAQ3Q TUrPA), NAPKUMHCOHU3M, HEHMPOAErEHePALMS.

KOHPAUKT UHTEPECOB. ABTOPDbLI 3Q5BASIOT OB OTCYTCTBUM KOHOPAMKTA MHTEPECOB.
PUHAHCHPOBAHHE. VICCAEAOBAHME BbIMOAHEHO 6€3 COMHAHCOBOM MOAAEPXKKH.

Hallerworden - Spatz DISEASE. Clinical case
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SUMMARY

The article presents a description of a clinical case of a rare hereditary Hallervorden — Spatz disease with an atypical late form with onset in the
fourth decade of life with a rapidly progressive course and unfavorable prognosis. The most characteristic signs of the disease in this patient were
parkinsonism syndrome, pyramidal signs, various types of hyperkinesis, decreased cognitive functions, depression. The diagnosis was confirmed
by a clinical and a typical MRI signs in the form of the “eye of the figer” symptom. Due to the lack of effective freatment methods at present,

the patient received symptomatic treatment.
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CokpaueHus: b'LL - 6oae3Hb FTarrepsopaeHa — LUnaTua; NKAH - nOHTOTEHATKMHA3A-ACCOLMMPOBAHHAA HenpoaererHepaums; NBIA—Neurodegeneration
with Brain Iron Accumulation (HerpoaereHepaLms C HOKOMAEHUEM XEAE3A B TOAOBHOM MO3re).

CI/IHZ[I)OMI)I HellpoiereHepaliy ¢ HAKOIIEHUEM JKeJe3a
B rosioBHOM Mo3re (Neurodegeneration with Brain Iron
Accumulation [NBIA]) npencrasisror coboii Helipoerene-
paruBHEIE 3200J1€BaHHs, OCHOBHOM 0COOCHHOCTBIO KOTOPBIX
ABJIIETCS AHOMAJIbHOE HAKOIUIEHHE XKeJe3a, IPEUMYILECTBEHHO
B OnietHoM 1m1ape [1]. Kopa, cTBOJI roJI0BHOTO MO3ra ¥ MO3XKe-
YOK MOTYT OBITh TaK)Ke IMOPAKEHBI IIPH TSHKEIBIX ITOATHITAX
NBIA [2]. st Bcex popm NBIA pacnpocTpaHeHHOCTH CO-
crapiseT 0,1-0,3 Ha 100000 3aperucTpupoBaHHbIX ciydaes [1].
CornacHo Huang Yunpeng u coaBT., BeAyILIUMH KIMHUYECKUMU
CHHJIPOMaMU NPOrPECCUPOBAHUS HEHPOJETeHEPATUBHBIX
3a00JIeBaHUIl SIBIISIOTCS IBUTATENIbHBIC PACCTPONUCTBA H Jie-
meHIwus [3].

Hawubonee pacnpocrpanenHoit popmoii NBIA sBnstercs
6onesnb ['amnepsopnena — lInarna (BI'L), Ha koTopyto npu-
xomutest 50-70% cityuaes [1, 4]. DTo penkoe HacaeICTBEHHOE
JiereHepaTHBHOE 3a00JIeBaHIE HEPBHOM CHCTEMBI, CBSI3aHHOE
C HaKOIUICHUEM KeJle3a B 0a3aIbHBIX TaHIJIUSIX, BIIEPBHIC
onucanHoe B 1922 rony FOmuycom I'annepBopaeHom u Xsroro
[marnewm [5]. BI'TL Obina mepernMeHOBaHA B ITAHTOTCHATKU-
Haza-accolMUpoBaHHYI0 HeWpoaerenepanuio (PKAN) nim
HEWpoJereHepaltio ¢ HaKOIUICHUEM XKeNe3a B TOJIOBHOM MO3re
B cBA3U ¢ OTKphITHEM B 2001 rogy reHa NaHTOTEHATKHHA3bI

(PANK?2?) [6]. IIKAH — 310 penkoe ayToOCOMHO-PELIECCHBHOE
3aboJieBaHNE, CBI3aHHOE C MyTallliel B TeHe MaHTOTCHATKH-
Hazbl (PANK?2), xoTopblii kogupyer nepBblid pepMeHT O6no-
cuHTe3a KopepmenTa A (KoA) 13 NaHTOTEHOBOH KHCIIOTHI
(BuTamuHa B5), nopaxaroriee npenMyImecTBeHHO aeTei
1 MOJIOJBIX Jrofiei [7, 8]. B HacTodiiee BpeMs MOATBEPKICHO
okono 120 myranuii B rene PANK2, B Tom uncine okono 80
MHCCEHC- U HOHCEeHC-MyTanwii [9]. 3aboneBaeMocTh BO BceM
mupe coctasisier 1-2 k 1000 000 [10, 11] u, cornacHo naH-
HbIM Daniel Brezavar u Penelope E. Bonnen, Bapsupyer ot 1:
396006 y eBpormeiiies, 1: 1526 982 y appukannes, 1: 480826
y JIaTUHOaMepHKaHIeB, 1: 523551 y xuteneit Bocrounoit Asun
u 1: 531118 y xureneit FOxnoit Azuu [12]. Berpeuatorest
Kak cropajuyecKkue, Tak U CEMEHHbIE cllydaH; Kilaccude-
CKMH U aTUIIMYHBIE BAPUAHTHL. B 3aBUCMMOCTU OT BpeMeHU
Je0r0Ta BBLICIAIOT TPU (OPMBI 3200JIEBaHHS: PAHHIO J1ET-
CKYyI0 (KJ1accH4ecKylo) ¢ 1e0rToM B 4—10 JieT, MofpoCTKOBYIO
(1oBEeHMITbHYI0) ¢ HayastoM B 10—18 jieT 1 mo31HIO0 B3pOCITyIO
(arummmunHyto) ¢ Havasiom rocine 18-20 ner [13, 14].
Krnaccuueckuit paHauii THI 3a001€BaHNS XapaKTepHU3y-
eTcs IPOrpeccupyoniel SKCTpanupaMuIHON quchyHKIMEH,
XapaKTepHBIMU YEPTaMU KOTOPOIl SABISIFOTCS AUCTOHUS, U3~
MEHEHHE TTOXOJIKH, TICEBI00YIE0apHBIN CHHAPOM (TIOpakeHUE
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KOPTHKOCIHHAJIBHOTO U KOPTUKOHYKJIEapHOTO IIyTeit), runep-
pedurekcus, ciactuaHoCTh. Yepes 10—15 ner mocne Havyana
3a00eBaHust OOJILHBIE TEPSIIOT CIOCOOHOCTD K TIEPEIBIKEHHIO
[15, 16]. OpomanauOyssipHast TUCTOHUS 00YCIOBINBAET 3a-
TpYIHEHHUE pedn u 1u3apTputo. Habmonarores moBeneHueckue,
a(deKTHBHBIC ¥ MHECTHYECKUE HApYLIEHN, aTpO(Hs 3pUTEIIb-
HBIX HEPBOB, SIMJIENTHUECKUE NPUCTYIIBL. YacTo oTMeuaeTcst
JiereHepalus CeTYaTKy 10 TUITy MIUTMEHTHON PEeTUHONATHH,
KOTOpasi MOXKET IPUBECTH K KaTapakTe U akaHToruTo3y [15, 17].

JIIst aTUMUYHBIX CIy4YaeB XapakTepHO Oojee Mmo3aHee
Hauajo (nociue 18 5et) u pa3HOOOPaA3HBIN CIIEKTP CHMIITO-
MOB [16]. PeueBble TpyaHOCTH (MaMMIAIUS WIN AU3APTPUSL),
IICUXUYECKHUE PacCTPOICTBA, IOBEIEHUECKUE HAapyIeHUS,
J100HO-BHCOYHAsI IEMEHIIVSI HA PAaHHUX CTaausX 3a0oieBa-
HHUS SIBISIIOTCS. PACIPOCTPAHEHHBIMHU IPU3HAKaMU B CPaB-
HEHUH ¢ Kiaccmdeckoi opmoit [16]. CHUKEHUE KOTHUTHB-
HBIX ()YHKIHH, 00CECCHBHO-KOMITYJILCHBHOE PACCTPOMCTBO,
arpecCUBHOCTD U aCOIMAaIbHOE MOBEACHHE, IENPECCHs U MIU-
30()peHONOJOOHBIH IICHX03 HAOIIONAIOTCS MIPU BeeX Gopmax
3a0oneBanus [15]. CpenHee BpeMs OT IOSIBICHHUS MTEPBBIX
KIMHUYECKHX CUMIITOMOB JIO MOCTaHOBKH JIarHO3a BapbUPYET
ot 2,5 no 5,5 ner [11].

Muorue roast BI'II BBISBISIIN TOIBKO MOCMEPTHO [14].
B Hacrosiee Bpemst JUarHOCTUKA OCHOBaHA HAa KIMHUKO-
HEHUPOBU3YyaIU3allMOHHOM U TEHETUYECKOM HCCIICAOBaHUSIX.
Xots renerndeckue myranuu B reae PANK2 moryT Bnusith
HAa BCE KJIETOUHBIE CTPYKTYPhI TOJJOBHOTO MO3Ta, OJHAKO Ipe-
MMYIIIECTBEHHO IOPAKaIOTCsl HEMpOoHbI OneHoro mapa. Kpome
TOrOo, y HeKoTophIx nanuenTos ¢ [IKAH Hakoruienue xenesa
B OJIEZIHOM IIape U B MEHBIIEH CTENIEHU B YEPHOI CyOCcTaHINH
MIPUBOJUT K IOSIBJICHUIO TATOTHOMOHUYHOM KapTHHBI «IJ1a3a
turpa» Ha MPT roioBHoro mosra B T2-B3BemeHHBIX H300pa-
KEHHUX (CHMMETpUYHasl TUIIEPUHTEHCUBHAS 30Ha B 00J1aCTH
GienHOTO 1Iapa BHYTpH Oosiee OOIIMPHON THITONHTEHCUBHON
30HbI) [7, 18-20]. [To naHHBIM JTUTEpATy I, BHISIBICHUE «IV1a3a
turpa» Ha MPT ronoBHoro mosra onepexxaer KIMHUYECKHE
TIPOSIBIIEHHS OOJIE3HU, @ CPOKH MOSIBIICHUS JaHHOTO (peHOMEeHa
BapuabenbHbI [21]. OTiokeHue xerne3a B 0a3aIbHBIX TAaHIIIHSIX
3aBHCHT OT BO3pacTa, He OOHAPYKUBAETCS IIPHU POXKICHUH
U HE UMEET CYLECTBEHHON KOPPEISLUU C HEBPOJIOTHUECKOI
CHUMIITOMATHKOM, YTO SIBJISIETCS PeLIaonmM (Gakropom st
muddepenunansHoi quarnoctuky [18, 22].

B pa6ote Hayflick S.J. u coaBr. uccnenoBanm Koppes-
o Mexay usMeHeHussmu Ha MPT B pexume T2, Hanuunem
reHeTu4eckux Myranuil y 49 nauuentos ¢ NBIA, u3 kotopbix
29 nauuenToB umenu mytauuto PANK?2 [23]. Beina nokaszana
KOPPpEJSIMS MEXTy (JEHOMEHOM «IJ1a3a TUTPay» U HATMUYUEM
mytauuu rena PANK2, Tak kak y Bcex NalueHTOB ¢ MyTalus-
MH ObUT crienM(UUYecKnii MaTTepH «Iviasa TUrpay. ITOT HPU3HAK
He HaOIIo/1aIcsl HU B OIHOM HcclieoBaHuy y 20 manueHToB
0e3 MyTaluii, a onpeAesIach TOIBKO THITOMHTEHCUBHOCTh
CHUrHajIa OT CTPYKTyp OJieTHOTo Imapa.

Tepanesruueckue BosmoxkHocty nipu B BecbMma orpanu-
yensl [13, 14, 20]. Texywuii crangapT MEIULIMHCKON TOMOLIH
HaIlpaBJieH Ha CUMIITOMaTHYeCcKOe JIeYeHHE — arOHUCTHI 10(a-
MHHOBBIX PELIENITOPOB WM aMAaHTaAUH, aHTUXOIUHACTEPa3HbIe
npenaparsl, 6eH30A1a3eHbI, MHOPEJIAKCaHThI, 00TYJIOTOK-
cuH [24]. TlepcnekTUBHBIM HanpaBieHueM B siedueHuu BT

SIBJISICTCS UCTIONB30BaHUE IIAHTOTEHOBOI KUCIIOTHI (BUTAMUHA
BS), uTo npensTcTBYeT HAKOIUIEHHIO JKejle3a B TOJIOBHOM MO3Te
[14,21]. B HacTosiiee BpeMsl aKTUBHO UCCIIELYIOTCS HECKOIBKO
MHOTO00ETIAOIINX METOJIOB JICYEHHSI, KOTOPHIE MO>KHO CTPYII-
MUPOBATh 110 YETBIPEM OCHOBHBIM TOAXOAaM: XEIUPOBAHUE
JKelesa JJIs JIeYeHUs! OTIIOKEHUH JKeJle3a B TOIOBHOM MO3Tre
(nedepokcamuH, nedepunpoH u nedepasupokc), Jo0aBIeHIE
MetabosnmnToB (PZ-2891 — B cTaguu vccinenoBanus) st BOC-
cTaHOBJIEeHUs MeTabonnueckoro neduimra KoA, akruamus
PANK3 nmns BoccranoBinenus KoA u pochonanroreHoBoit
KHCIIOTHI M TeHHas Tepanus JUisl BBeACHHUS (yHKINOHAIBHON
kxonuu reHa PANK?2 [7, 25, 26].

Hnst neuenus [TKAH ucnonb3yroTcst Xupypruueckue mMe-
TOZIBI, TAKUE KaK ITyOOKasi CTUMYJISILIMSI MO3Ta, Jaromast Obl-
CTpbIN 3Q(EKT, HO MporpeccupyIoNMii Xapakrep 3a00eBaHus
yepes OIpeie]ICeHHOE BPeMsl CII0COOCTBYET BO3BPAIICHUIO
cumnToMoB [12, 27, 28]. [TomuMo TiryOOKOH CTUMYISITUI
MO3ra MOTYT UCHOJIb30BaThCs IPYrHe XUpyprudeckue mpo-
Leyphl — aOJIIUOHHAS TAJUTUI0TOMUS HIIM TalaMOTOMMS,
XOTsl OHU B HACTOAIIEE BPEMsI HCIOIB3YIOTCS pexe. Y manu-
entoB npu [IKAH c tsxenoil nucToHnen, CIaCTUYHOCTBIO
1 0OJIBI0 MOKET MCIOIB30BaThCs HHTPATEeKalIbHAs TOMITa
¢ 6aknodenom [14, 15].

Knuanueckuii ciryyaii. [TaumenTka X., 57 ner, Obina 10-
CTaBJIeHA U3 ITAHCHOHATA JJIsl IPECTaPEIIBIX JIFOJEH 110 JINHUU
CKOpOM MEAMIMHCKON MOMOIIIM C MOJ03PEHUEM Ha OCTPOE
HapyIleHHe MO3r0BOr0 KpoBooOpameHus B Oecco3HaTeIbHOM
COCTOSIHMM ¥ TOCHUTAIU3UPOBaHa B OTJEIEHUE Helpope-
aHUManuu [ ocynapcTBEHHOTO OIOKETHOTO yUPEXKICHUS
3npaBooxpanenus PecriyOmiku bamkoprocran «Kinnanaeckast
0OoJIbHMIIA CKOPOH MEIUIIMHCKOM ToMOoIm» T. Y Bl

W3 aHamMHe3a U3BECTHO, UTO B Bo3pacTe 46 J1eT craa
O0TMeuaTh HEJIOBKOCTh U CKOBAHHOCTbH CHA4ajia B JIEBO Hore,
mo3xe B JIeBoH pyke. Habmonanace y HeBposiora o Mecty
JKHUTENbCTBA 10 NoBoy Oone3nu [lapkuncona. [Ipunumana
HakoM 250/25 mr o 1 Tabnetke 4 pas3a B ICHb ¥ IPOHOPaH
50 mr no 1 Tabnerke 4 pasa B ieHb, C KIIMHUYECKN 3HAYUMBIM
TTOJIOKHUTENBHBIM 3¢ dexToM. B Bo3pacTe 54 neT B cBs3n
C yXy/IIICHUEM COCTOSHHS OblIa TOCIUTAaIN3UPOBaHa B HEBPO-
JIOTHYECKOE OT/EJICHNE PECITyOINKaHCKON KIMHNYECKOM
6onpaunel uM. I.T. KyBaTtoBa 1. Vs ¢ xanobamu Ha cKo-
BaHHOCTb B SI3bIKE, MBIIIIAX IIEH, )KUBOTA, SMU30JUIECKOTO
MONEPXUBAHUS BO BPEMsI €1bl, HEJEpKAaHUE MOYH, 3aOPHI.
Ha ocHoBaHuy xajt00 O0NBHOM, JaHHBIX HEBPOJIOTHYECKOTO
HCCJICIOBAaHMS — IU3aPTPHsL, TUPOHUS, CHMITOMBI HACHIIb-
CTBEHHOI'0O CMe€Xa U I1a4a, CIIFOHOTEUEHUE, JUCTOHHUS S3bIKa
(Henmpou3BOJIEHBIC HACHIILCTBEHHBIE BEICOBBIBaHM), O1eda-
pocnasM, KaMIITOKOPMHSI, OpaluKHHE3Ms, aXeHPOKHUHE3, 1aH-
HBIX HEWPOBU3YyaIN3aLlUOHHOTO U HEHPOICUXOJIOTHUECKOTO
uccienoanus (MoHpeanbCcKasi IKajla OLEHKH KOTHUTHBHBIX
¢ynkmit — 20 6ayutoB) OBLT HOCTABJICH TUAarHO3: HElposere-
Hepalys C HaKOIJICHUEM >KeJle3a B TOJIOBHOM Mo3re. bonesns
lannepBopaena — Illnarna ¢ BeIpaKeHHBIMU SKCTpanupa-
MUIHBIMU ¥ TUPAMHUIHBIMHU HapyIIEHUSIMH, TOCTYpaIbHON
HEYCTOMYMBOCTbHIO, TICEBI00YIEOapHBIM CHHIIPOMOM, CTaTO-
JIOKOMOTOPHOW NChYHKIMEH, HapylIeHueM (YHKIMH Ta30-
BBIX OPTaHOB, YMEPEHHBIMH KOTHUTHBHBIMU PacCTPOHCTBA-
MH, JICNIPECCUBHBIMH BKIIIOUEHUSIMH, COIIMAJILHO-OBITOBOM
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PrcyHok. MPT rOAOBHOIO MO3ra: a m 6 — CUMNTOM «TAC3a mrpan, 6uns-— CITpOCbl/I"IeCKVIe M3IMEHEHUA BELLLECTBA TOAOBHOIO MO3ra

nesagantanueil. [IpoBoannack cuMnToMaTHUeCKasi TEpamusi:
OoTynuHOTEpanus s Koppekunn onedapocmnasma 1 Kam-
NITOKOPMHH IpenaparoM 0otynorokcuH tuna A ([ucropt)
500 EJl, nporuBomnapkuHcoHn4YecKkue npenaparsl. Ha gpone
MIPOBOAUMOTO JIEUEHHs] OTMEeYanach HE3HAUUTENbHas 110-
JIOXKUTENbHAs JUHAMUKA B BUJI€ YMEHbBILIEHUS THIIEPTOHYyCA
MBIIII] JKUBOTA U KPyTrOBOM MBIIIIEI IM1a3. bbuto pexomenno-
BAaHO MEIMKO-T€HETUYECKOE KOHCYJIBTHPOBaHUE. B Teuenue
JIBYyX JIET COCTOSIHUE OOJIBHOI MPOJ0IIKaI0 yXyAIaThCs,
HapacTaJl HeBpoJorndeckuit neguunt. bonbHas nepecrana
CaMOCTOSTEIbHO XOJUTb.

U3 nepeHeceHHBIX 3a00JIEBaHNIA: AIIIEHAIKTOMHS B MOJIOZ0-
CTH, YEPEITHO-MO3Tr0Bas TPaBMa, IIEYENIONaTOUHbIH IEpHapTPo3
cneBa. memunyeckast 6one3Hs cepana. CTeHOKapaus Hampsi-
JKeHHs. XpoHHUecKas cepJedHast HenocTtarouHocTs [. dynkim-
oHanbHbIN Ki1ace II. HacnencTBeHHbI aHAMHES HE OTSTOILEH.
PasBenena, nmeer 1ous. OOpasoBaHue cpeHee CIEHUAIBHOE,
paborana nqupektopoM Kiyba. MuBanmz I rpymmsr.

OOBEKTHBHO: COCTOSTHUE TIPH MOCTYIUICHUH TSDKEJIoe. Ypo-
BEHb CO3HAHMS 110 IKajie Kombl [I1asro 9 6amioB — comnop.
Ha Bonpockl He oTBeuaeT, KOMaHAbI HE BhINONHAET. Macca
tena 38 xr, poct 147 cM. ledumT Maccsl Tena (MHIEKC Macchl
tena 17,6). AcTeHMYHOTO TenociokeHus. KoyKHbIe TTOKpOBbI
GnenHbIe, cyxue. J{pIxaHue Yepe3 eCTeCTBEHHbIC JIbIXaTeIbHbIC
myTH. [eMoquHaMuka crabuibHast. ApTepHaIbHOE JIaBJICHUE
95/60 MM pT. CT., iynbe 75 ymapoB B MuH. CepJcUHBIC TOHEI
PUTMHYHBIE, IPUDITYIIEHBI. AYCKYJIBTaTHBHO C 00EHX CTOPOH
JbIXaHHe ocIabiIeHHOE B HIDKHUX OT/eax. ModencnyckaHne
1o karerepy. OKCUreHOTepamus yepe3 HocoBble KaHwoau. Hy-
TPUTUBHAS NTOJAEPIKKA.

Hesponornueckuii craryc: 3padku paBHbIE, (OTOPEAKIIHS
»uBasi. OTMEYar0TCs TOTBITKY OTKPBIBAHMSA IJ1a3 HA O0JIeBOe
pazapaxkeHue. 3a MOJIOTOYKOM He cieut. B3op He dukcupyer.
Bnedapocnasm. Pediiexchr opansHoro aBromarusma. Imorod-
HBII peduiekc okuBieH. JINIo cMMMETpHYHOE, THITOMUAMHSL.
Juddy3Hoe MOoBBINIEHNE MBIIIEYHOTO TOHYCa 0 KCTPAIH-
paMuIHOMY THITY, CHMIITOM «3yOuaroro xonecay». [yOokue
pedurexcel oxkuBiensl, D<S, OproniHele peduieKchl HU3KHE.
[MTaronornueckux pediekcoB HeT. YacTH4Has KOHTPaKTypa

JIEBOTO IIJIEYEBOTO CycTaBa. UyBCTBUTEIILHOCTh OLICHUTH HE y/a-
eTcst BBUAY TsDKecTH cocTosiHus. He koHTponmpyeT QyHKInu
Ta30BBIX OPraHOB. MeHUHT €JIbHbIE 3HAKH OTPULIATEIIBHBIC.

PesynbraTsl 1260paTOpHO-MHCTPYMEHTAIBHBIX HCCIIe-
JIOBAaHWM: 00N, OMOXMMHUYECKHUI aHaIN3bl KPOBH U MOYH
B IIpeJiesiaX HOPMBI.

Koarynorpamma — npusHaky runepkoaryisinns (GudpuHo-
reH 4,4 1/, pacTBopuMble GHOPUHMOHOMEPHBIE KOMILIEKCHI 4,5).

AHanu3 TuKBOpa: 6eCUBETHBIN, IPO3PAYHBIM, IUTO3 1
ki1 B 1 Mk, 6enok 0,16 1/, iroko3a 3,88 MMOIIB/JT, JaKTaT
2,29 Mmonb/1, peakiys [lanan oTpunarenasbHas.

Onekrpokapauorpadus: curycoBbiid put™ ¢ UHCC 85 B MuH.,
KpYITHOOYaroBble U3MEHEHMsI HIKHEH crenku. Hapynienne
MPOLIECCOB PENOIAPU3ALUU NEPEIHE-IEPETOPOTOIHO-BEP-
XyIIEYHOH CTEHKH (110 TUITY MIIEMHH).

Oxokapauorpadus: yIjIoTHEHHE aOpThI, pa3Mephl Kamep
cep/ua B Ipejenax HOpMbl, COKpaTHTENbHAsI CIIOCOOHOCTD
MHOKap/ia JIEBOTO JKEJIyl0uKa He HapylleHa, (paKius Bbl-
opoca 61 %.

PenTreHorpadus Jerkux: XpoHUYecKnuii OpoHXHT. Aop-
TOKapAUOCKIIEPO3.

VnbTpa3ByKoBOE IYIUIEKCHOE CKaHUPOBAaHUE MarucTpajb-
HBIX apTepHi TOJIOBBI: HaYaJIbHBIE IPU3HAKN aTepPOCKIEepO3a.

Ha KT ronoBHoro mosra npu3Haky 3aMeCTUTEIbHON T'H-
nponedannu Ha Gone arpodun. KT B anrnorpaduyeckom
1 nepy3MOHHOM HCCIeIOBaHUU Oe3 MaToI0Tuu.

MPT rosioBHOro MO3ra: ape3opOTHBHASI BHYTPECHHSS
ruapouedainus, HeiipoereHepaTuBHbIE IPOLECCH B BUC
(eHomeHa «rmaza turpa» (puc. a, 6) u aTpopuUIECcKue nN3-
MeHenust (puc. 6, 8).

OcMoTp odranpmosora: TUIEpTOHNYECKasi HEHPOOITH-
Komnarusi. AHTHOCKIIEPO3.

Koncynbrarms kapanonora: uiemudeckas 001e3Hb cepia.
[octungapkrHe kKapauockiepos (o DKI'). Xporuueckas
ceplieuHast HeloCTaToYHOCTh . dyHknnoHanbHbId Ki1ace I1.
3acTolHbIE JIETKHE.

VYuuThIBas aHaMHE3, KIMHUKO-HEHPOBHU3YaIH3alIOHHbIE
JlaHHBIE OOJILHOM OBUI ITOCTABJIEH IWAarHO3: HelipoxereHe-
paruBHOE 3a00JIeBaHNE TOJIOBHOTO MO3Ta C HAKOIJICHHEM
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JKeyesa B ToIoBHOM Moare (O6onesns ["annepsopaena — [nar-
11a), aTunu4Has popma, OBICTPO NMPOTpecCUpyIoLIee TeUEHHUE,
TEPMUHAJIBHAS CTAIUS.

3a nepuoy HabIOEeHUsT OOIBHON B OTJEIICHUH HEHpO-
peaHrManuyu OTMedalach OTpULaTenbHast JUHAMUKA B BUIE
yDIyOJIeHUsI HApYLICHHUS CO3HAHUS 10 aTOHMYECKOW KOMBI
111, uTo moTpedoBaIO0 NCKYCCTBEHHON BEHTHIISLIMM JIETKUX
Yyepe3 MHTYyOannoHHY0 TpyOKy. ['eMoauHamuka HecTaOWIb-
Has (moaaepsKKa Ba3onpeccopaMu). ApTepHallbHOE J1aBie-
Hue 60/40 MM pr. cT., mynbe 45 ynapoB B MuH. CepreuHbie
TOHBI apUTMHYHBIE, NiTyxue. Ha 4-e cyTkn npeObIBaHus
B OTJEJICHUH — pe3Koe yxyauienue cocrossausi. Ha gone
MIPOBOJUMOI MHTEHCUBHOM Tepanuy MpoU30ILIa OCTAHOBKA
KpoBooOpaieHus. PeaHnMalioHHbIe MEPOTIPUSTHS B Te-
yenne 30 munyT HeadekruBHbI. KoHcTaTpoBana 6uosno-
rudeckas cMepThb. [laTonoroanaroMudyeckoe UccieqoBaHue
HE POBOJUIOCH.

Odbcy:xnenue

B npencraBieHHOM HaMU Cilydae aTUIUYHONW QOpMBI
¢ no3aanM HavanmoM BI'TII umeno Mecto OBICTPO mporpeccu-
pyroliee TeUeHHUE C JeTaabHbIM UcxonoM. [lepBble mpu3Haku
0oJ1e3HH, IO JaHHBIM aHaMHe3a, TTOSBIJINCH B Bo3pacTe 46 JeT
B BUJIE aMHOCTaTHYECKOTO CHHAPOMA, Ha OCHOBAHHH YeTO ObLI
BBICTaBJICH AUarHo3 «0ose3ns IlapkuHconay. [To3xe nosBu-
JIMCh MTPU3HAKK TUCTOHHH, ICEBIO0YIH0apHBIX pacCTPOMCTB,
HapyIeHne (YyHKIMU Ta30BBIX OPTaHoOB, IPOTPECCHPYONIEeH
MOCTYypaJIbHOM HEyCTOIMYMBOCTH C MajeHusMuU. B Bo3pacre
54 neT B ycIOBUSIX CTallMOHApa HapsiLy C CHHAPOMOM IapKHH-
COHM3MAa, TUPAMUIHOM, CyNpaHyKIeapHOH U BereTaTUBHON
HEI0CTaTOYHOCTH ObUIN BBISBJICHBI KOTHUTHBHBIC HapyIe-
HUS, AETIPECCUBHOE paccTpoiicTBo. I1o TaHHBIM IUTEpaTypBI,
arunnyHas Gopma BI'I ¢ mo3qHIM HavaaoM BCTpedaeTcs
penko (He Oonee 15 % Bcex cimyuyacB O0JIE3HH) U IPOTEKACT
OnmaronpusitHee paHHUX Gopm 3aboseBanus [13—15]. Tem
HE MEHEeE €CTh ALUEHTHI C PAHHUM Ha4ajoM, HO MEVICHHBIM
MIPOrpeCcCUpPOBaHUEM U TIO3JHUM HAYaJIOM C OBICTPBIM IPO-
rpeccupoBaHueM [16].

Juarnoctuka BI'IIl npencrapiseT TpyJHOCTH B CBSI3H C TO-
JTMMOP(HHU3MOM HEBPOJIOTMYECKHX CUMIITOMOB, OCHOBBIBACTCS
HA aHAJIN3€ KIMHUKO-HEHpOBHU3yaln3allUOHHBIX JaHHBIX. TH-
nuuHbMU U1 B SBSIOTCS CUMIITOMBI TPOTPECCUPYIOILETO
MOpaXeHHs 3KCTPaNupaMHUIHON, MUPaMUTHON, BEreTaTUBHON
CUCTEM, XapaKTepHble HEUPOBHU3yaIN3aLlUOHHBIE IPU3HAKH
B BHJIe (peHOMEHA «ri1a3a TUrpay. [Ipu reHeTn4eckoM uccie-
JIOBaHNH paHHUX (opM 3a0oieBaHus AedekT B 1okyce PANK2
HaxOoZAT y MOAABIISIONIETO OOJIBIINHCTBA OOJIBHBIX, B OTJIMYNE
0T (OpM C TIO3HUM HayaJIoM, IIPH KOTOPBIX MYTAIHIO I'eHA
PANK2 umerot 35 % naruentos [14]. B o0meit momynsiuu
TreHeTHYEeCKHe MyTanuu ooHapyxusatotTcs y 1-3: 1000 000
[29]. B Hamem cnydae y HallMeHTKU UMEIUCh XapaKTepHbIE
quig BI'II knuHUKO-HEHpOBU3yaln3alluOHHBIE JaHHBIE C 110-
JTMMOP(HOI HEBPOJIIOTMYECKOH CUMIITOMATHKOM TIPH TIPEuMy-
LIECTBEHHOH 3aUHTEPECOBAHHOCTH IOAKOPKOBBIX FAHIJINEB
u TunUIHBIM MPT-nipr3HakoM B BHE CUMIITOMA «IJ1a3a
turpay. [lozaane cxyuan BI'T TpynHO nuddepennposars
C TaKUMH 3a00J1eBaHMAMY, Kak Oone3Hb [lapknHcoHa, 601e3Hb
¢ tenbuamu JleBu, 6one3Hs AnblreiiMepa U pyrue, marore-

HE3 KOTOPBIX CBSI3aH C HEHPOACTCHEPATUBHBIM IIPOIIECCOM.
MexaHU3MBI HAKOTUICHUS JKeJie3a B CTPYKTYypax TOIOBHOTO
MO3Ta TIPOJIOJDKAIOT U3y4YaThCsl B TCHE3€ HEHpoJIeTeHepallnHy,
YTO, BO3MOXHO, TOBITUSCT HAa Pa3padOTKy HOBBIX TEPAICBTH-
yeckux crparerut [7, 30].

3akioueHue

Oco0eHHOCTHI0 Halero KiInHu4eckoro cirydast BI'II
SBIISITIACH TO3MHSS MaHU(ECTAIIUS CUMIITOMOB 3a00Je-
BaHUA C OBICTPBHIM MPOTPECCHPOBAHUEM MATOJIOTHYIECKO-
ro npouecca. XoTs B HACTOSIIEE BpeMsi HE CYIIECTBYET
cnenududeckux Metonos jedeHus bI'I, HeoOxoqumo
MOBBIIIATH OCBEIOMJIIEHHOCTh HEBPOJIOTOB O HAJIMYMH JIaH-
HOH penKoit popMbl HEHPOIEreHEPATUBHOTO 3a00ICBaHUS
C KJIMHUKOW NapKUHCOHU3MA B CBSA3U C HAJTUYUEM JAPYTUX
HO30JI0THYECKHUX (HOpM MapKUHCOHU3MA-TUTFOC. CBOCB-
pemenHas quarHoctuka BI'TI mo3BoIUT yke Ha paHHUX
CcTaausIX Ha3HAYaTh COOTBETCTBYIONIYI0 MHOTOOOPa3HBIM
MIPOSIBIICHUSIM OOJIE3HU CUMITOMATHYECKYIO TCPAITHIO TS
MOBBINICHHS Ka4eCTBA KU3HU OOJbHBIX U CHUYKEHUS MEIH-
KO-DKOHOMHUYECKHUX 3aTpar.
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PE3IOME

HecmoTps HO MHOrOBEKOBYIO MCTOPMIO AHAAM3A BUTAMMHA D, 3TO BELLECTBO OOAQAQET YHUKAALHBIMM CBOMCTBAMM U B MOCAEAHEE BPEMS MO-
HOBOMY MOKQ3bIBAET CBOM BUOAOTMYECKME GPYHKLIMU. OH HE TOALKO COOPMMUPYET U MOAAEPXKMBAET PEreHePAaLMIO KOCTHOM CMCTEMI, HO M BbINMOAHSET
DSA APYTMX BAXKHBIX 2GDCGPEKTOB B OPIaHM3ME YEAOBEKQ, B YOCTHOCTH, CIOCOBCTBYS QAEKBATHOM PABOTE HEMPOTYMOPAALHOM CUCTEMbI OPTAHM3MA.
D70 MO3BOASET MPEAMNOAOXKMTb, 4TO AECOULIMT BUTAMMHA D BAEYET 30 COBOM MOCAEACTBMS, KOTOPLIE B PIAE CAYYAEB MOTYT CTATh HEOBPATUMBIMM.

KAKO4YEBBIE CAOBA: BuTammH D, AegorLmT, OCAOXKHEHMS, UHC, LLUMTOBMAHQS XXeAe3q, PENPOAYKTUBHAS CUCTEMA.
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