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Pedepar. [IpuBeneHo onrcanne KITMHHYECKOTO HAOTFOICHUS U
KIIMHIYECKOTO CITy4Jasi TallMeHTOK ¢ TepBUYHOM (Ooe3Hbio Dapa)
¥ BTOPUYHOU KanbIu(uKanueld 0a3aabHBIX TaHIIHEB. Y 000X
OOJILHBIX UMEJIOCh HApYIIeHUE (YHKLUH IIUTOBHIHON JKeJIe3bl.
INomuepkuBaercs cBoeoOpasye HEBPOIOTHUECKHX HPOSBICHUH
KanpuupUKauuy 0a3ajbHBIX TaHIINEB, HEOOXOIUMOCTh HX
paHHel AMAarHOCTUKH IJIsi CBOEBPEMEHHOIO Hayaja Tepamuy,
YTO SIBJISICTCS OCHOBOIIOJIATAIOIIMM B OTHOIICHHH IPOTHO3A
3a00JIeBaHHSI.

KnroueBsle  cioBa:  Gonesup  Dapa,  kambLuHKALUL
0a3aIbHBIX TAHIVIMEB, TMIOTHPEO3, THUIONApaTUPe03, CHHIPOM
[TapkuHCOHa.
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The description of the clinical observations and clinical
cases of patients with primary (Fahr disease) and secondary
calcification of the basal ganglia (CBG) is given. Both patients
had thyroid dysfunction. It is emphasized the uniqueness of the
neurological manifestations of the CBG, the need for their early
diagnosis for timely initiation of therapy, which is fundamental in
relation to prognosis.
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Kaﬂbun(bHKauHﬂ 6azanpubix ranmmeB (KbID)
WIM  CTPUONAJUIMJIOACHTAHTHBIA  KalbLH-
HO3 — peaKoe HeliponereHepaTuBHON 3a00JieBaHue, C
KOTOPBIM MOTYT CTOJKHYTBHCS BpPaud Pa3HBIX CHEIH-
anpHOCcTell. OCHOBY 3a00JI€BaHHS COCTABJISIET Heare-
POCKJIEpPOTUYECKOE  OOBI3BECTBIICHHE  Oa3albHBIX
TaHIIMEB W 3yO4aThIX AJep MO3XKEUKa, CBSI3aHHOE
C OTJIO)KEHUEM COJIEM KaJbLUA U XKelle3a B CTEHKax
MEJKUX apTepuil U apTepHoi, a TaKkKe B BELIECTBO
roJ0BHOIrO Mo3ra [3, 5, 6, 7]. Kiinanyecku 0one3Hb
KBI" Mmoxer Hu4YeM ceOsl He MPOSBISATb, U SIBUTHCA
CIy4yallHOM HaXxOAKOW IIpU HEUPOBU3yaIH3ALUU.
MoxeT perucTpupoBarbcd CHHAPOM MapKHHCO-
HU3MA, IMPEXOAdlINe WIM CTOHKHE THpaMHIHbIE

3HAKH, JMWICNTHYECKUE MPUNAAKU, JeMEHIus [3,
7]. BoNbHBIM C IOAOOHBIMU CUMIITOMAMHU BBICTABIIS-
IOTCS TUarHO3bl: OoJie3Hb [lapkUHCOHA, cTapuecKkas
nemennus, nocienctsus UMT, weiipoundekuus u
Ip. BeIensioT mepBUYHYI0 M BTOPUYHYIO (HOPMBI
KBI' [5]. [Ipeamonaraercs, 4To HEpBUYHAS (WAUO-
narnueckas) KBI (IIKBI'), wnu OGone3nr @apa,
T€HETUYECKU JETEPMUHHUPOBAHA U aCCOILMMPOBAHA
¢ mopaxenueM 14 q xpomocombl [5]. IlpuunHb
BropuuHoit KbI' (BKBI') MHOrOuncnenssi [1, 5, 6,
8, 11]. Cpenu HUX Ha MEPBOE MECTO CTABUTCA IaTO-
JIOTUSl UIUTOBUIHOM >kene3bl. J[MarHo3 nepBUYHOMN
KBI' (6onesnn/cunapoma dapa) BBICTABISETCSA MPH
Hamnuun aByctopoHHux KBI' (momyckaercs pacmo-
JIOXKEHUE KATBIU(UKATOB U B IPYTUX OTIENIaX TOJIOB-
HOTO MO3ra); MpH MPOrPECCUPYIOUIUX CUMIITOMAX
MOPaYKEHUSI HEPBHOM CUCTEMBI B BUJE PACCTPOMCTB
JIBUDKEHUHM, COYETAIOLIUXCS C HEUPOIICUXUYEC-KUMU
HApYIICHUSMU WK AeO0Te ¢ HUX. TUITMYHO HAYajIo
3a00JICBaHMS. HA YETBEPTOM JIECATKE JKU3HU; TpPHU
oTCcyTCTBMM BO3MOXHBIX NpuuuH KBI'; cemeitHoM
aHaMHe3€ ¢ ayTOCOMHO-JIOMUHAHTHOM (dalle BCEro)
tune nepenay [5, 9]. IddexruBnas repanus [IKBI
OTCYTCTBYET, BMECTE€ C TEM IIPU YCTAHOBIICHUU
npuuuHsl BKBI' u mnpu cBoeBpeMeHHO HadaToM
JICUCHUW BO3MOXKEH WJIM TOJHBIM, WU YaCTUYHBIN
perpecc CUMIITOMOB 3a00JIeBaHUS.

[MpuBoAMM KIMHUYECKOE ONMUCAHHME HAOIIONEHUS
OonpHOW ¢ Oone3npto Papa W ciaydas MAIMEHTKH,
crpanasiieit BropuyHoit KBTI

Bonbhas M. 32 net oOparunach ¢ xanodamu Ha MOBBI-
MEHHYIO YTOMJIAEMOCTb, KOTOpas OecIoKonIIa npeumy-
IIECTBEHHO BO BpeMsi paboThI, TPeOYIOIIEH 3MOIMOHAIh-
HOTO U YMCTBCHHOT'O HAIIPSXKCHUA, OJHAKO KaJIOObI Ha
3H6KOCTI>, BBITIAJICHUE BOJIOC U JAPYTHUC, XapaKTCPHBIC IJIA
TUIOTUPEO3a WM TPOSIBICHUH TUIeprapaTupeo3a He
orMeuanock. B 21-23 roma GonbHas cTpajmana aHOPCK-
cueit (mpu pocre 168 cm Becwna 45 xr). B sToT nepuon
(B Bo3pacTe 23 jeT) MosBUIIMCH BhIpaXkeHHbIE ] dy3HbIe
T'OJIOBHBIC 6OJ'II/I, HWHTCHCHUBHBIC JIOMSIIHUEC oo B 1I€e
M MBIIIIAX TUICYEBOTO Mosica, u3-3a OO0IIeH crabocTH He

57



T.B. MATBEEBA, K.C. OBCSIHHUKOBA

Puc. 1. [Ianuentka M.: PKT ronosaoro mo3ra 2006 roga, cuMMeTpuYHbIe KaJIbIM(UKATHI B IPOEKIMH 0a3aJbHBIX sifiep,
Tajlamyca, B CTBOJIe M MO3KeuKe.

morta cuaetb. Ha PKT, npoBeneHHOI B CBSI3U C TOJOB-
HbIMHA OOJSIMH, OBUIH OOHapY)XKEHBI MHOXCCTBEHHBIC
o4yard OOBI3BECTBIICHHS B MOCTY, TaJamyce, B MPOCKIIUH
0a3alpHBIX s/ep, B TIOOHOM, TeMEHHON U BUCOYHBIX 00JIa-
CTSIX 00OMX MOYIIAPHIA TOJIOBHOTO MO3Ta U 00EUX FeMUC-
(bepax Mmozkeuka (puc. 1).

BriepBrie BBICTaBIICH TUarHo3 «oone3np Dapay. Jleun-
JIACh C TOJIOKUTEIHHBIM 3(h(heKTOM Y BepTeOpOHEBpOIIOTa,
U B TCUYCHHE YETHIPEX JIET YyBCTBOBAJIA CEOS MPAKTHUCCKU
310poBoil. B Bo3pacte 27 neT cTana oTMeuaTh HOCTOSIHHYIO
CJ1ab0CTh, COHITMBOCTS, BSUTOCTh. B 29 net Bo Bpems Oepe-
MEHHOCTH OBLIT JTUATHOCTHPOBAH THUIOTHPEO3: PE3YIIbTaT
aHanu3a Ha TTI mpeBsllan HOPMY B HECKOJBKO pas,
oTMeuanach npubaBka Maccel Tena Ha 30 kxr. HasHauena
3aMeCTUTENbHAs Tepanus (SYTHPOKC 75 MT, €XKEIHEBHO),
Ha (oHe MmpHeMa KOTOPOTO MPUIILTA B HOPMY Macca Tela
u nokazarens TTI, mocTaBieHa Ha AWUCTIAHCEPHBINA Y4eT
Yy SHIOKPHUHOJOTa C JUATHO30M «ayTOMMMYHHBIH THpe-
OWJIUT, TUTIOTHPEO3 CPEIHEH TSHIKECTH B CTAJUH KOMIICH-
caupu (TTI — 1,6 MME/n, N — 0,4-4 MME/nn). B Bo3spacte
31 roma B CBS3M C yCWJIEHHEM TOJIOBHOH 00N, BO300-
HOBJICHHEM OoJieli B Illee W MBIIIIAX IUIEYeBOro Iosca,
CHIDKCHHEM CIIOCOOHOCTH K KOHIICHTpAI[MM BHHMAaHUS,
OCIabJICHHEM TIaMATH W TOBBINICHHONW yTOMIISICMOCTBIO,
Pa3ApaKUTENLHOCTRIO BBIHYKJICHA ObLIa YBOJHUTBCS C
paboThI, CONMPSHKEHHOH C €KCTHEBHBIMH CTPECCOBBIMHU
curyanusamu. [lociae UCKITFOYEHNUS CTPECCOPHBIX HArPy30K,
0e3 TPOBEICHUS JICUCHUS CAaMOYYBCTBHE HOPMAJHM30Ba-
nmock. HaciencTBeHHBI aHaMHE3 HE OTSTOIICH, pocia U
pa3BUBAIACh COOTBETCTBEHHO BO3PACTY.

B HeBpoIOTHYECKOM CTaTyce NaToJOTMU HE BBISIB-
neHo. llepBukanruueckuii, BepTCOPOTCHHBIH CUHIPOMBI
HE BBIPaXXCHBI, MAJIBITAINS MBIIII], KOCTHBIX 00pa30BaHUMN
0e300JIe3HEHHA, TICPEABUTACTCS, BCTACT C MOJOKEHUS Ha
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Tabnuya

JlaGoparopHubie noka3areau kpou Ianuentkn M. (2014r.)

ITokazarenu Pesynsrar | En. usm. Hopwma
OO6uruii 6enox 66,90 r/n 66,00-87,00
Kambipait | 109t | mmoms/m | 1,12-123
HMOHHM3UPOBAHHBII
Kanpumit 2,22 MMOJIB/J 2,20-2,55
dochop 1,35 MMOJIB/J 0,81-1,45
Kanuii 4,74 MMOJIB/JT 3,50-5,1
ITaparropmon 65,8 T/ MJT 16-87
Tnpeotponisiit 2,04 | MkME/ma 0,4-4
TOPMOH
Tiporcui 16,6 mvomb/n | 10,3-24.4
CBOOOTHBIN

KOpPTOYKax CBOOOAHO, CHJIa TI0 BCEM MBIIICYHBIM TPYI-
maM — 5 OaytoB. YMepeHHas MbIIIEYHAs THIIOTOHHUS B
KOHEYHOCTSIX 0e3 pa3HHIEl cTopoH. IIpn ocMoTpe mposiB-
JIeHW# TUmotupeosza He orMedeHo. [lpm wmccienoBanum
COZIEpKaHUSI MUKPOIJIEMEHTOB (OOIINHA KaJbIINi, KJIBIIHH
WOHU3WPOBAHHEIN, ¢ocdop, Kammit) 3aduUKCHPOBAHO
CHIDKEHHE YpOBHS HWOHW3HpoBaHHOTO Kambrusa (1,09
MMOJB/1, Tpu HOpMe 1,12-1,23 mmonb/m). Pesyasrarst
WCCIIE0OBaHNS apaTrOPMOHA, THPEOTPOITHOTO TOPMOHA 1
THPOKCHHA OTKJIOHCHHUH HE BBISBIIHN (CM. TAOJHILY).

B ommcanuu peHTreHorpadgun menHoro oTiena no3Bo-
HOYHHUKA OTCYTCTBYET yKa3aHHE Ha HaJIM4HE OCTEOIO-
po3a. Ynsrpa3BykoBoe uccienoBarne (Y3M) mouek maro-
JOTHH He BBIABIIIO. Y3U mIMTOBHIHON kene3bl: Ha (OHE
M309XOTCHHOW MEJIKO3EPHHUCTOM CTPYKTYPHI IUTOBUIHON
JKEJIe3bl — YYacTOK NMOHM)KEHHOW SXOTEHHOCTH pa3MepoM



IMEPBUYHAS (BOJIE3Hb ®APA) 1 BTOPMYHA A KAJIBIIUOUKATLINA
BA3AJIBHBIX TAHITIMEB (KJIMHUYECKOE HABJIFOAEHUE)

I1 x 5 MM C 4YeTKMMHM KOHTypamMH IO 3aJHEMY Kparo
HIDKHEH TpEeTH NpaBod JOJM M YYaCTKM NOHHKEHHOU
OXOI'CHHOCTH C HCUCTKUMU KOHTYpaMHU B JIEBOH J0JIC (Maﬁ
2014 1).

Brino BBICKa3aHO MPEANONOKEHHE O HAIWYUU Y
narueHTkn M. Oonesnu ®Dapa. B monb3y manHOTO
3a005eBaHMsl  CBHJICTENILCTBOBAIM  3HAYUTENbHBIC
OTJIOKCHUS KaJBITUS BO MHOTHX CTPYKTypaxX roOJIOB-
HOTO MO3ra, OOHapy)XeHHBIE CIy4YailHO y TPaKTH-
YEeCKU 340pOBOM Mosionol >keHiuHbl. He oTpunano
JAHHBIM IMAaTHO3 U OTCYTCTBHE CEMEHHOTO aHAMHE3a.
[pu [IKBI" (6one3nn ®apa) BeposTHHI pa3HbIe MyTH
nepenayu 3a00IeBaHus, BKIIIOYas ayTOCOMHO-I0MH-
HAaHTHBIM, ayTOCOMHO-PEIECCUBHBIN, PENECCUBHBIMN,
CIEIUICHHBIH ¢ X-XpoMocoMmor [5, 9], W3BecTHBI
cnopaandeckue cirydan oonesnu @apa [5]. He 6pu10
00HApPYKEHO TAKXKE XapaKTEPHBIX s Oone3nu Daza
HapyIIeHuH co CTOPOHBI 00MeHa KaJblus U hocdopa
(cm. Tabnwiry).

KBI' Hepeako comyTCTBYET TUIlep- WM THIIOIA-
parupeo3 [3, 5, 6], oOycCIOBIEHHOW HapyIIEHHEM
(bYHKIIMM OKOJIOIIMTOBHUIHBIX JKEJe3, MPHUHUMAIO-
UMK y4aCTHE COBMECTHO Tapad)oUTUKYUISPHBIMU
KJICTKAMH, BbIpa0aTHIBAIOIIUMU KAJBIUTOHUH, B
perymasiuu ooOMeHa kanbliusa U pocdopa. B ¢usumo-
JIOTHYECKUX YCJOBHUSIX CEKpPELUUI0 IapaTropMoHa
CTUMYJIUPYET MOHMKEHUE U MOAABISIET YBEIUUCHUE
KOHIIEHTPALUU B KPOBU MOHU3UPOBAHHOTO KaJbIIUS
[3, 7]. TonoBHble Oomu, joMsmue OOIM B IIIee,
MBIIIIIAX TIEYEBOTO MOsICa Y TAITUEHTKU B 23-TIETHEM
BO3pacTe, OTPaXCHHbIE B aHaMHE3e, W 3aTeM, C
Bo3pacTa 27 JeT, OCTOsIHHASA BSAJIOCTb, COHJIMBOCTh
U Ap. MOIJM CBUJACTEIbCTBOBATh B IOJB3Y THIEp-
naparupeos3a. Jias HayanbHOrO mnepuoja MNepBHY-
HOTO THUIEpHapaTUpeo3a XapaKTepHbl HMEHHO
9TH Xamobpl. OnmHako y OONBHON Ha ITUTEIBHBIN
MIPOMEKYTOK BpeMeHH (7 JIeT) Tmocie TMPOXOKICHUS
Tepanuu y BepTeOpoHeBposiora OOMM B IIEHHOM
OTJeNie IMO3BOHOYHUKA MpeKpaTuiauck. OTCyTCTBO-
BaJld IpyrUe CUMITOMBI, TUIIMYHBIE JJI1 HAYaJIbHOTO
MepruoAa THUIONApaTHPeo3a — MHUOMATONONO00HBIH,
00T B KOCTHBIX CTPYKTypax HIDKHHUX KOHEYHO-
cTelt (pe3yapTarT THIIePHapaTHPEOUTHON OCTEOIH-
cTpoduH), MOUYEBBIE paccTpoicTBa (MONHYpHSA),
CBSI3aHHBIC C HapyIIeHHNEM KaHAJIBHOHW peabcopOuuu
BCIEACTBUE TMOBPEXKICHUS TOYCYHBIX KaHAJIBIICB
MaccHUBHOM Kajbuuypuei. He 3agukcnpoBaHbl Takke
NpU3HAKU PA3BEPHYTOH KIMHUYECKOM KapTHHBI
runepmapariupeosa  (HedpoiauTHas, HePpPOKab-
unHo3, nopaxenue KKT, momxenyqouHoi sxemnessl,
MaHKpeoKanbIMHO3). He ObLI0 pacmiareiBaHus W
BhIMAJIcHUs 3y0OB (CIIEACTBUE OCTEONOpO3a YeIoC-
TEel MpU TUneprnapaTupeose), 0CTeE0Nnopo3a KOCTe.

OpHUM U3 BeoyUIMX CUMIITOMOB IPU 00paIieHUuH
MalMeHTKH ObUT  TNCHXACTEHWYECKHH  CHHAPOM,
KOTOPBIH 3aCcTaBWJI MAllMEHTKY B Bo3pacte 31 roma
YBOJIUTBCSL € PpaboTel. OH BBIpaXKaJicsi B OOLIEH
cnaboCTH, CHW)KEHHM KOHIEHTpAalWUd BHUMAaHUS,
MOBBIIIIEHHON ~ yTOMJIIEMOCTH,  pa3ipakKUTeNb-
HOCTH. M3BECTHO U TO, YTO IICUXOHEBPOJIOTHYECKHE
paccTpoiicTBa y)X€ B HayaJbHOM IIepUOJie THIEp-
naparupeo3a BBICTYNAIOT Ha TEpBBIA IIaH U 0e3
COOTBETCTBYIOLIEH TEpanmuy MpOTrpecCUpyIoT, o0pa-
cTasi Jpyrol CHMIITOMATHKOW — OOJIIMH B KOCTSX,
MBIIIIAX HWKHUX KOHEYHOCTEW, NapecTe3usIMH,
yTpatoi Tiyookux pediekcoB u ap. [3] Y Hamren
MAIMEHTKH, NpPUBEIEHHBIE BHIIIE JKANI0OBI, MOCTe
YBOJIBHEHHS ¢ paboThl perpeccupoBain. OTcyTCcTBHE
KIMHAYECKUX M Ja0OpaTOpHBIX [aHHBIX  IO3BO-
JWIO HaM OTKJIOHUTH JAMarHo3 THIleprapaThpeo’a
B KauecTBe pu4unHb! KBTI

AYTOMMMYHHBIN THPEOWANT, TUIIOTHPEO3 ObUIN
JUarHOCTHPOBAHbI Y MAIMEHTKH CIIyCTd IATh JIET
nocje oOHapy)KeHHsI y Hee B TOJIOBHOM MO3Te Kallb-
mudukatoB. PacnpocTpaHeHHOCTs MX Ha OOJNBINYIO
TUIOIIAb JIeNajio OOOCHOBAaHHBIM IPEAIONIOKEHHE,
4YTO0 OHH c(hOpMHPOBAIHCH 32 MHOTO JIET JI0 MPOBE-
JeHHOTo oOcienoBaHus. 3a0oieBaHNEe MIMTOBUIHOM
JKeJie3bl y MallMeHTKH TPYAHO pacCcMaTpuBaTh B Kaye-
ctBe npuunHbl KbI, mockonbKy OCHOBHBIE KJIMHUYE-
CKHE MPOsIBIICHHS 3a00JIeBaHUS — CIa00CTh, IMOIHO-
HaJbHasg HEYCTOWYMBOCTb W Jp. HOCWIM y Hee
MIPEXOALINI XapaKTep M 3aBUCENH OT HazHavyaeMon
Tepanuu. [IpoBeieHHBII aHAIN3 TO3BOJIMII HAM OCTa-
HOBHUTbcA Ha nuarHose «llepBuuyHas wmanomarude-
ckas KanplupuKkanys 6a3anbHbIX TaHIHEB (00JIe3Hb
®apa), acUMOTOMHOE TeueHHe». AyTOMMMYHHBIN
TUPEOUANT, TUIIOTUPEO3 CpelHEH TKECTH paccMma-
TPHUBaTh B KAUECTBE COMYTCTBYIOLIETO 3a00I€BaHMUS.

Cungpomsr MOH 1 (cuanpom Bepmepa), MOH 11
(cuagpom Cumruia), MOH Il y GonbHO# uckiio-
YaJlCh BCJIEJCTBHE OTCYTCTBHUS y HeEe IpPHU3HAKOB
TUIepnapaTipeo3a U MPU3HAKOB, XapaKTEPHBIX IS
JIAHHOM MaTOJIOTHUH.

ITanmmentka b. 68 ner pgocraBileHa B OTAEIIEHHUE
MaIIMHON CKOPOH IMOMOULIM MOCJE MNPUCTYNa C yTpaTon
CO3HaHU B COCTOAHUN YMEPEHHOTO OITTYIICHHUA. KonTakrt
¢ OONBpHOI OBUT 3aTpyOHEH, aHAMHE3 COOpaH CO CIIOB
cecTphl. 16 meT ToMy Ha3zax MarueHTka nepeHecia cyoTo-
TaJIbHOC YHAJICHUE HIATOBUIHOU MXKEJIE3BI, OCIO0KHEHHOC
TUIIOTUPEO30M, IIpUHHMATIa 3aMECTHUTCIBHYIO TEpaAunio
(L-TupokcuH), ObIIa B JOCTAaTOYHOH CTETIEHH KOMIICHCH-
poBana. Yepe3 10 neT mocie oneparuBHOIO BMeELIAaTEb-
CTBa BIICPBBIC BO3HUK I'€HEPAIM30BAHHBIN SIMHUJICTITUYCC-
KWW TPUIIAZO0K C yTpaTrou CO3HAHHSA, BBIACICHHUCM IIC€HBI
N30 pTa, HEHIPOMU3BOJIBHBIM MOYECHUCITYCKaHUEM. B JaJib-

59



T.B. MATBEEBA, K.C. OBCAHHIUKOBA

Puc. 2. MP-kapTiHa kajabuu$puKaToB 0a32/bHBIX FAHIJIMEB M MIIEeMHUYeCKOIro o4ara y nanueHTku b.

HeHIlleM NPUCTYNBI MOBTOPAINCH, HO C KaKOH 4acTOTOH
cecTpa cka3arb He cMmomia. Ilocie onqHOro U3 MpUCTYIOB
(2012, ¢eBpanp) y MmamuMeHTKH pa3BWiIachk CIabOCTh B
MIPABBIX KOHEYHOCTAX, HAPYIINUIACh PEUb, IBUXKEHUS CTAIIN
HEKOOPAMHUPOBAHHBIMU.  bblla  rocnuranu3upoBaHa.
Juarno3 npu Beinucke — « CHMOTOMaTHYECKas! SMMICHICHS
C BTOPHYHO T'€HEPaIM30BaHHBIMH CYIOPOKHBIMH TIPHIIAI-
KaMU C OJHOKPAaTHBIM Pa3BUTUEM MOCTUKTAIBHOIO IIPABO-
CTOPOHHETO reMumape3a W TEeMHIHIICCTE3HH, OOJIe3Hb
®apa, XM B ¢dopme ABYCTOpPOHHEW MHKpPOOpPTraHHYEC-
KOH CHMIITOMaTHKH, 11epeOpOacTeHHYECKOro CHHIpOMA.
lNunepronnueckas 0oie3Hb 3 cTeneHy, puckK 4, TUCIHUITI-
nemusi. COCTOSIHUE TTOCTIe CyOTOTaILHOM Pe3eKIUU IUTO-
BHJHOH kee3bl». HeBponorndeckuii [eUIUT perpeccu-
poBan 4epes J1Ba yaca Iocie cydopokHoro npucryna. Ha
PKT 6bu10 00Hapy»XeHO CHMMETPHUYHOE OOBI3BECTBIICHHE
YUYaCTKOB BEIECTBA 000MX MOITYIIApUH MOIKEUKA, MEITKUX
COCy10B OOJBIINX TOJTyIIapHid, CAMMETPHYHOE OOBI3BECT-
BICHHE YYAaCTKOB BEILECTBA MO3Ta NEPUBEHTPUKYISPHO
¢ obeux CTOpPOH, pazMepoM g0 10 MM ¥ CHMMETPHYHOE
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00BI3BECTBIICHUE TOIIOBOK 000OMX XBOCTATHIX SJIEP, a TAKXKE
rUAPOQUITBHBIC OYaXKKH B BEIIECTBE OOJIBIIIX IOy IIApUH,
CTBOJIE, MO3KEUKE U NEPUBEHTPUKYISAPHBIN Jeiikoapeos.
IIpy ynbTpa3ByKOBOM  HCCIEIOBAHUU COCYJOB MO3ra
BBIABIISIJICS aTepockKiepo3 OpaxuonedalbHbIX apTepuil co
creno3upoBanueM mpasbix [TIKA 20-30%, BCA 40%, OCA
20%, neBbix BCA 30%, OCA 40%, ITA 70%. Ocenbsto
2013 1. y OONBHON MOSIBHIIOCH APOXKAHUE B MPABOH pyKe,
KOTOpPO€ TOCTENEHHO PaCcHpOCTPAaHMIOCh HAa KHUCTh H
HOpEeAIIeybe, YMEHBINANIOCh NPHU BBHINOJHEHUU LiEJCHAI-
paBneHHbIx aABwxkeHuidl. K nawamy 2014 r. gpoxaHue B
pyke TpHOOpEeNo «pa3MallucThI» Xapakrep. bombHas
CTajla UCTIBITHIBATh 3aTPYJHEHHS IIPU CaMOOOCITyKMBaHUN
M 4TOOBI YMEHBUINTH HENPOM3BOJILHBIE JBMKEHHS CTasa
yIep:KHUBaTh NPaBylo PyKy J1eBoil pykoi. B suBape 2014 .
ponHBIe OOpaTWiii BHMMaHWE Ha OE3MHHIMATHBHOCTH
OOJIbHOH, CHIDKCHHE JIBUTaTeJIbHON aKTUBHOCTH, 3aMell-
JICHHOCTb JBM>KEHU. JIMIIO MOTEPSIO BBIPA3UTEIBHOCTD,
pedb crana MOHOTOHHOW. OpHako OoibHast 00XomuiIach
0e3 MOCTOpPOHHEH ITOMOIIM, Xomuia 0e3 IOIJIEPIKKH.



MEPBMYHASA (BOJIE3Hb ®APA) 1 BTOPMYHA KAJIBIINOUKALINA
BA3AJIBHBIX TAHITIMEB (KJIMHWYECKOE HABJIIOJAEHUE)

14 deBpains pa3Buics SMIENTHYSCKUH punaaok. [ocmm-
tTanu3upoBaHa. JlmarnHo3 mnpu BbInHcke: «CocTosHHE
Iocjie TeHEePATM30BAHHOTO SIWJICHTHYECKOTO IPHCTyIA.
Cumntomarnyeckass smwiencus B (opme BTOpPHUYHO-
TeHEPAIM30BAHHBIX TOHHUKO-KJIIOHHYECKUX MPHUCTYIIOB.
Bone3nr ®apa ¢ BbIpaKEHHBIM AKHHETHKO-PUTHIAHBIM
CHHIPOMOM, HapyIICHHEM CaMOOOCITy>KUBaHHsI, IPOTrpec-
CHpPYIOILIEH BETreTaTHBHOM HEJOCTaTOYHOCTBIO (OpTOCTa-
THYECKass TUIOTCH3US), SMWIENTUYECKUX IPHCTYIIOBY.
B Teuenme mocnenyromux IBYX HEAENb MOCIE BBIIMCKU
COCTOSIHWE OOJIFHOH MPOTPEeCCHBHO YXyAIIAIOCh, 7 pa3
MOBTOPSUIMCH  SUMJIENTHYeCKHe npunanku. llepecrana
TIePEeIBUTaThCsl, BCTYNATh B KOHTAKT C OKPYKAIOMIMMH.
7 mapra 2014 r. rocnuTaau3upoBaHa B HEBPOJIOrMYEC-
koe oraenenue. COCTOSIHUE IIPU TOCTYIUIEHHH TSDKENOE,
OTBETHl OIHOCJIOXKHBIE C TIay3amMu. AHaMHe3 coOparh
HEBO3MOXKHO. 3a/laHMs HE BBINOJNHsUIA. [Ipu HeBpomoru-
YEeCKOM OCMOTpE: CIVIaXKeHa IpaBasi HOCOTyOHasl CKJIaKa,
qucharusi, akTUBHBIC IBMXXKEHHSI B KOHEUHOCTSX OTCYT-
CTBOBAJIM, MBIIICYHBIH TOHYC CHIJKEH, IIPOIPHOLETI-
TUBHBIE pediiekchl He BbI3pBainch. Ha MPT romoBHOTO
Mo3ra oT 8 mapra 2014r.: B pexxume DVI Obin BEISIBICH
CBEXMI HMIIEMHYECKHH o4ar B 3aJHUX OTAeNaxX JIEBOH
700HOW nmomu pasmepoM | cMm, a Takke KalbIU(UKaThI
0a3apHBIX TaHIIHEB (puUC. 2)

JleueHne NPOBOAWIIOCH B YCIOBHAX pPEaHMMAlUU C
ucnons3oBanueM HMBJI. 14 mapra 2014 r. mpowusouuia
OCTaHOBKa CEpIECYHOW JIEATENbHOCTH M, HECMOTps Ha
peaHUMAaILMOHHbBIE MEPOIIPHATHS, TTAIIEHTKa CKOHYAJIaCh.
ITocmeptHbiil auarno3: bonesns ®apa c MPT u PKT Bepu-
¢unnpoBaHHON KanpIudUKanyel 0a3albHBIX TAaHITIHEB B
(dopMe TSDKEIOH 3KCTpanupaMHUIHON HEZOCTATOUYHOCTH,
mucharnu. Bropuuseni runomnaparupeo3. Cumnromaru-
yeckasl dnuiIericus. J{ByCTOPOHHSS HIDKHEZOJNIEBasl ITHEB-
Monwust. [Iponexnn obnactu Kpectiia, ciuHbl. JIakyHapHBINH
WIIEMHYECKHN WHCYJIBT B 3alHUX OT/AENAX JICBOH JOOHON
Jonu (HeyTouHeHHOH paBHocTH). OcTpast cepiedHo-cocy-
JCTast HEOCTaTOYHOCTb.

Takum 00pazom, 3a00JIeBaHKE Y MAIIMEHTKH MTPOsi-
BHJIOCH CITYCTsI JECATH JIET TOCIE CyOTOTaILHOTO
yaaneHus] IIUTOBUIHOM Kene3bl B BO3pacTe 56 JeT.
Heckonbko no3xe 1uarHoCTUPOBaH TMIIOTUPEO3, a B
Bo3pacte 58 neT oOHapy)eHa CHMMETPHYHAs Kallb-
nupuKaus y9acTKOB BEIIECTBA 000X MONyIIapuid
MO3KEUKA, MEIKHUX COCYIOB OOJNBIINX IONYIIAPHIA,
CUMMETPUYHOE OOBI3BECTBIICHHE YYaCTKOB Bellle-
CTBa MO3ra IMEPUBEHTPUKYISIPHO C O0EUX CTOPOH,
pasmepoMm g0 10 MM ¥ CHUMMETPHUYHOE OOBI3BECT-
BIICHHE TOJIOBOK OOOMX XBOCTATBIX sjep. Toraa e
3a()UKCHPOBAHO HApYyIICHHE IJUMUIHOTO OOMEHa W
aTepOCKIIEPOTHYECKHE OJSAIIKH B MAaruCTPaIbHBIX
cocynax ronoBbsl. bonbHas crpamana ['b 3 crenenu,
pucnunuaumuen.  CrlenoBaTenbHO, HMENIHCh BCE
ocHoBanus s o0bsicienuss KbI' y 6onbHoit ¢ LIBb
1 XVIM u3MeHEeHUsIMHU COCYI0B, COOTBETCTBYIOIIUMHU

arepockiieposy u I'b. Tem OGonee, uTto B KadecTBe
onHoil u3 npuuuH BropuyHoi KBI' paccmarpuBaercs
UMEHHO atepockiiepos [1, 8]. OnnHako He mpezacTas-
JSUIOCH BO3MOXKHBIM CBSI3aTh JTUHAMUKY Pa3BUTHS
HEBPOJIOTMYECKOro AeuuuTa y OOJBHOH TOJBKO C
COCYIUCTOM pHUpoaoi 3a0oneBannsd. B wactHoCTH —
MPOMEXYTKOM BPEMEHHU — OKOJIO IISITU JIET, MEeXIY
MEPBHIM SIMIEITUYECKUM IIPUIIAJAKOM U MOSBICHUEM
Ipyroi cuMnToMaTuk. CTpEeMHUTENbHBIM, B TEUEHUE
MOJIYyrofia, HapacTaHUEeM IMOJKOPKOBOTO CHHIPOMA B
COYETAaHUH C M3MEHEHHSIMHU JIUYHOCTH; TUHAMHKOM
JpOXKaTeJIbHOTO THIIepKUHE3a. BHauae mo onucaHuio
OH HarOMUHAaJl TAPKUHCOHOBCKHM, 3aT€M JIBHXKECHUS
CTaJIi pa3MalINCTBIMU, OTPAHUYUBAIOIIIMH CaMO00-
CIIy>)KUBaHUE NaLMEHTKH. MHUHUMAaIbHOCTH HEBPOJIO-
THYECKOTO Ae(dUIHTa NP MEPBOH TOCIHUTANIN3ALNH
6onpHOM (2012 1) ¢ OBICTPBIM TPOTPECCHPOBAHUEM
3aboneBanus, HaunHas ¢ sHBaps 2014 1., 1 ¢ mocne-
OYIOUIMM B CEpPEeJUHE MapTa JIETAJIbHBIM HCXOIOM,
YeMy COIyTCTBOBAJIO YyYallleHHE SIHJIEITHYECKUX
NpUnajgkoB. be3ycnoBHO, MOJHOCTBIO WIHOPUPO-
BaTh COCYOHUCTHIN (hakTop OBLIO OB HEMPaBHIBHO,
HaBepHsKa OH BHEC CBOIO JienTy B (popmupoBaHHe
KJIMHUYECKOW KapTHHBI 3a00€BaHUs y MAlMEHTKH.
OTO HaxomWUT MOATBEpKAeHHWE W B AaHHbIXx MPT.
(MPT or 8 mapra 14 1, npon3BeieHHOE B pPEeKUME
DVI, BEIABHIIO CBEXHUH HIIIEMHUYESCKUH OYar B 3aJHAX
oTJenax JeBoi JIOOHOI 1o pazmepom 1 cm).

VYV 1,7—68% nauneHToB ¢ yaaneHHO! IUTOBUIHON
JKEeJIe30i pa3BUBAaeTCs TUIONaparupeo3 — 3adore-
BaHHE, OOYCJIOBJIEHHOE CHIDKEHHEM BBIPAOOTKH
[apaTropMoHa OKOJIOIIUTOBUIHBIMH >kene3amu. OH
NPOSIBISIETCS. BBIPAKCHHBIMU HApYIICHUSAMH MHHE-
panbHOTO OOMeHa [4, 10, 12, 13, 13, 15] B Bune rumnep-
docdareMun M TUNOKATBLIUEMHUH, NPHUBOAAIINX K
HapyLICHUIO HEHPOHAJbHOM M HEPBHO-MBILICUYHOMN
nepenaud. Bemymumu B KIMHMYECKOM KapTUHE
TUIIONApaTHUPE03a SIBISAIOTCS HEPBHO-MBIILICUHBIC U
CYIIOPO’KHBIE HapyLIEHUS! — MAapecTe3ud C OILIyIle-
HHEM IIOJI3aHUSI MypalleK, MOXOJONAaHHE KOHEYHO-
cTel, GUOpUIIIIpHbIE OAEPTUBAHUS, MyUUTEIIbHbIC
MBILIeYHbIE cr1a3Mbl. CyOpOTH 3aXBaTbIBAIOT JIIOObIE
MBILILBI, B TOM YHCJIE€ MBIIIIbI JUIA («CapaOHH-
yeckas» YIbIOKa); MBIIIIBI KOHEYHOCTEH («pyka
aKyuiepa», «KOHCKasi CTOINa»); TYJOBUIIA (OMHUCTO-
ToHyC). Cymoporn oTnudaroTcs KpaiHeil OoJe3HeH-
HOCTBIO. BOJIbHOM HE MPON3BOAMUIIOCH UCCIIEIOBAHUE
MHUHEPaJbHOr0 OOMEHa, YPOBHsI IapaTropMoOHa, HO
OTCYTCTBHE y HEE IEPEYHCICHHONH CHMITOMATHKH
MO3BOJISUIO MCKIIIOYUTh THUIONApaTupeos.

B Hamem ciy4ae THUIOTHpPEO3 y MAlUEHTKH,
MOATBEPKACHHBII ~ KOHTPOJIEM  TOPMOHAJIBHOTO
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npoduis, 1 HaOIIOACHUEM SHIOKPUHOJIOra, MO3BO-
JSeT paccMaTpuBaTh HMEHHO 3Ty IAaTOJIOTHIO
(B coueTaHnH ¢ COCYOUCTHIM (PaKTOpPOM) B KauecCTBE
npuunHbl KBI. CaMy ke xanbnuuKanuo OTHECTH
k BropuuHoit KbI' (curmpomy Papa). He uckiro-
YEeHO, YTO HapylleHHue 0OMeHa KalbLys y HalueHTKH
00yCIIOBJICHO HapylICHHEM OOMEHa KaJbLHUTOHHHA
(CHM)KEHHE ero MPOAYKLUUHU NMPUBOIUT K TMIIEPKAaJIb-
LUEHEMHUH) KaK CJIeICTBUE MOBpEXAeHUs nepudo-
JUKYISIPHBIX TKaHed. CHHIpOMOKOMILIEKC, (opMu-
PYIOLIMH KITMHUYECKYIO KapTUHY Y HaIlleH MaliueHTKH
(coueraHme H3MEHEHUS JMYHOCTH, CHHIpOMA
MApKUHCOHU3Ma M SHWIENTUYECKUX MNPUIAIKOB),
paccMarpuBarh kak nposisaeHue KbI. Ileppuunas u
BTOpHUYHAsl KanbLU(UKaus 0a3ajJbHBIX TAaHIJIHEB —
Ipo1iecc C MEIJIEHHBIM HapacTaHUEM HEBPOJIOTHYEC-
koro nedunura. B Hamem cioyyae eme B 2012 1. He
PETUCTPUPOBAINCH MPU3HAKU MOPa)KeHUs MOAKOP-
KOBBIX y3710B, B 2013 . MOSBUIIOCH OpOXKAHUE B
mpaBoii pyke u ¢ deBpans 2014 1. KIMHUKa Hapac-
TaeT KaK CHE>KHBIN KOM, 4TO COBIAJAET C y4allleHUEM
SMUJIENITUYECKUX MPUIATKOB. DTO MO3BOJISET CBA3ATh
(baTanbHBIM UCXOI UIMEHHO C 9TUM MOMEHTOM.

Hamu npencraiens! 1Ba HAOIIOACHUS TALUEHTOK
¢ kanprudukanuerd 0a3aabHBIX TaHrIneB. JaHHBIM
cO0OIIeHNEeM MBI XOTEJIH [IPUBJIEYb BHUMAHUE CIICLH-
QJIMCTOB K MOMCKY NPUYMH (OPMUPOBAHHUS CHHIPOMA
®apa.
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