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Pe3lome

Cungpom ®apa — penkuii HelpojereHepaTHB-
HBI CHUHZPOM, KOTOpBIN XapaKTepHU3yeTCs CUM-
METpI/I'-IHbIM ,E[ByxCTOpOHHI/IM O6b13BeCTBHeHI/IeM B
6aBaJIbHLIX TaHITIUAX, WU3BUJ/IMHE H,Z[pa nu Kope Tro-
JIOBHOI'O MO3ra. H_[I/IPOKOQ HCII0/Ib30BaHHe [OHa-
THOCTHYEeCKHX METO0B HMCC/Ie0BaHKA, TAKNX KdK
KOMITbIOTE€PHasA TOMOFpaCI)I/IH, C1'[0C06CTByET yBenu-
YEHUK0 YaCTOThbI 06Hapy)KEHI/IH 3TUX W3MEHeHUU.
Tem He MeHee, 3TUOJIOTMSI CUHJPOMa M3yuyeHa He-
[IOCTAaTOYHO, KaK U HeT CTHeLU(pruecKnx MeTO[OB

JieyeHysi. VI3-3a pa3NUuUHbIX CUMITTOMOB, BbISIB/IEH-
HBIX IIpY JJaHHOW maronorud, cuxgpom dapa Mo-
KeT HartoMUHaTh 60/1e3HU U3 00/1aCTH HEBPOJIOTHH,
TICHXUATPUH, SHJOKPHHOIOTUH U [Ja)Ke YPOJIOTHH.
B nmaHHOM cTaThe MpecTaB/ieH KIMHUUeCKUNA CITy-
Yal, /e JlaHHbIe pe3y/bTaToB MYJIBTUCTIMPATLHON
KOMITBHOTEPHOU TOMOTrpadyu MOCTY>KUIA TTOBOZIOM
[JIs1 ICCTIe/J0BaHKsST YPOBHS KasbLUsl U TIPUBEIN K
CBOEBPEMEHHOM ITOCTaHOBKe JarHo3a U JIeYeHHIO.

KiroueBble (JI0Ba: TMIIOTAPAaTUPE03, CHHIPOM
®apa, BropruHast KabLM(UKaLs, TUTTOKaTbLIAEMUSL.
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Abstract

Primary familial brain calcification (familial
idiopathic basal ganglia calcification, Fahr’s dis-
ease) is a rare neurodegenerative syndrome char-
acterised by a symmetrical bilateral calcification
in the basal ganglia, dentate nucleus, cerebral cor-
tex, and other regions of the brain. The widespread
use of multislice computed tomography and mag-
netic resonance imaging increased the number of
diagnosed cases, yet neither causes nor efficient

treatment of this disease are known to date. Due to
variable symptoms, primary familial brain calcifi-
cation can resemble multiple neurological, mental,
and endocrine disorders. Here we describe a case
of a 38-year-old woman where timely multislice
computed tomography led to the proper diagnosis
and successful treatment.

Keywords: hypoparathyroidism, primary fa-
milial brain calcification, idiopathic calcification,
Fahr’s disease, calcification.
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BBepeHue

Cungpom dapa — BropryHasi KaabLUpUKaLs,
KOTOpast MOXXeT OBITb BbI3BaHa pa3IMUHbIMU 3a00-
JIeBaHUsIMH, B OOJIBILIMHCTBE C/Iy4aeB OHA CBsi3a-
Ha C TUIoNapaThpeo30M WM ICeBoruIonaparu-
peosoM. ['ronapaTrpeo3 BO3HUKaeT BC/e/CTBUE
yYMeHbIIeHUs] CeKpeljuyd rOpMOHa MapaliuTOBH/-
HBIX Kesie3 maparropmoHa (IITTY), uTo BhI3bIBaeT
CHIKEHHe COflep>KaHMs B Ma3Me KPOBU KaslbLUs
Y TIOBbIIeHWe ypoBHS ¢ocdaros. deduimr rop-
MOHa 00BIYHO ObIBaeT pe3yabTaToOM TUPeOUIKTO-
MHH, peXke — WANONaTHUYeCcKoro 3aboseBaHus ma-
PALUTOBUIHOM >Kesle3bl.

[TceBmorunonaparipeos — Hac/ae[CTBEHHOE 3a-
GosieBaHWe, TIepefaroLIeecss MO JIOMHHAHTHOMY,
CLIeTUIEHHOMY C T0/IoM Tumy (OO/etoT TpenmMy-
IleCTBEHHO MajbuukM). KIMHMuYecku OHO CXof-
HO C TUIONapaTupeo3oM, TaKKe COTIPOBOXKIAeTCS
CHIDKEHHMEM COZlepsKaHusl KaslbL{usi ¥ ITOBBILIIeHeM
copep>kanusi hocdopa B KPOBH, HO BO3HUKAET U3-
3a HEUYBCTBUTEIBHOCTH TeprepruuecKruX TKaHeH
K gedictBuio ITTT. Y 60/bHBIX YaCTO OTMEYaroT-
Cs1 OKpYIVIOe JIML0, YKOpOUeHHe KOCTel 3arsiCThbsl
Y TIpeJTIIFOCHB], BOSHUKHOBEHHE YMCTBEHHOM OT-
CTaJIOCTH.

Knnanueckas kaptmHa cunzapoma ®apa xa-
paKTepu3yeTCs MPOrpecCUPYIOLUM 3KCTpanupa-
MUJHBIM CHH/POMOM, BKJIHOUasi MapKUHCOHU3M,
XOpero, TpeMop, AUCTOHUIO, aTeTo3 U opodapuH-
reajbHy!0 JAWUCKUHe3uto. [lo3gHee pa3BuBaeTcs
MO3)KeUKOBasi aTakCHsl, leMeHLMsl, IMUHOCTHbIE U
TIOBe/leHUeCKHe paccTpoicTea. [lepBeIMu cUMITTO-
MaMH 4acTo OBIBAIOT YTOMJISIEMOCTb, HapyLIeHUe
namsATH, HeyCTOMuMBas T0XOZKa, 3aMe/ijieHHast
W1 HeBHSITHasl peub, Auc(arvs, Herpou3BOJIb-
Hble [JBIKeHUs], HeJlep>kaHe MOUM U CY[0POKHbIe
nipuragku [1].

Kak nipu rumnomnaparupeose, Tak ¥ TIpH TICEB0-
TUIonapaTvpeose 3KCTpanupaMu/iHble CUH/IPOMBI
YyacToO COTPOBOXKAAIOTCSl TeTaHWell, MapecTe3u-
SMU B JINCTa/IbHBIX OTZe/1aX KOHEYHOCTel U ryo,
CYLOPOXXHBIMHU TIpUMNAZKaMM, YMCTBEHHOMN OTCTa-
JIOCTBIO UK fJeMeHLred. Cyzopory pesiko UMeroT
CHMIITOMaTHYeCKUI XapakTep U 00bIYHO He KyTIH-
PYIOTCS IPHEeMOM aHTHUKOHBY/IbCAHTOB, HO perpec-
CUPYIOT M0C/Ie HOpMa/u3alliy YPOBHS KabLus. Y
yacTy OO/IBHBIX Pa3BUBAETCsl BHyTpUUepernHasi -
TIepTeH3us1 C OTEKOM JJUCKOB 3pUTEe/bHBIX HEPBOB,
KOTOpasi TO)Ke perpeccupyeT IOC/ae KOPPeKLUH
YPOBHS KajbLys B KPoBU. [Ipy ocMOTpe BbISBIA-
I0TCSI IPU3HAKU MOBBIILIEHHON HePBHO-MBILLIEUHON
BO30yIMMOCTH (T€TaHUM) — CUMITTOMbI XBOCTeKa
n Tpycco, KaprionefasnbHble CasMbl, CHIKeHUe

CYXOKWIbHBIX peduieKcoB [2].

[rarHo3 ycraHaB/IMBaeTCsi C TIOMOILBIO KOM-
niefoTepHol ToMorpaduu (KT) vy marHuTHO-pe-
3oHacHoi Tomorpaduu (MPT). IIpu KT u MPT
TOJIOBHOTO MO3ra y OO/IBHBIX MOTYT BbISB/ISATH-
Csl TIPU3HaK{ YTOJIeHus] KOCTell cBoza ydepena,
pacivpeHye TNpUATOYHbIX T1a3yX HOCA, paclliu-
peHre OOKOBOTO >Ke/y/0uka U KOPKOBBIX OO0pO3f
Ha CTODOHe, TPOTHBOIIONIOKHOM T'eMHITapKUHCO-
Hu3My-remuarpogur. Ho B psifie ciiyyaeB MeTo-
[ibl HelipOBM3ya/aM3alii He BbISAB/ISIIOT OTKJ/IOHe-
Huii. Kpome toro, mpu KT BbISBASIOT rUrepieH-
CHBHBIe U3MeHeHHs1 B 0071acTH 6a3abHbIX TaHI/Id-
eB U 3y0uaThbIX siflep MO3)KeuKa, MHOT/A B IPYTHX
orgenax Mosra. MPT 3HauuTe/IbHO Xy’Ke BbISBJISI-
eT Kasbludukanuio, ueM KT. Ha T2-B3BellleHHbIX
1300paKeHUAX 30Ha KanbLU(HUKaLUU BbISBIAETCS
B 3aBMCHMOCTH OT KOHL|eHTPAaLX Ka/lbLUsl, XUMH-
YeCKO# CTPYKTYPHI KabLIeBbIX OT/IOKEHU! U Ha-
JIMUMSL COMYTCTBYIOIIMX JleTeHepaTUBHBIX H3MeHe-
Hui [3].

[uarHoctuueckue Kputepuu cuHzapoma dapa
TIOCTOSTHHO MOZM(ULIMPYIOTCS U B HACTOsIILee Bpe-
Ms1 COPMY/IMPOBaHBI C/IEAYIOLIUM 06pa3oMm:

— Ha/IMuve IByCTOPOHHeM Kasbliupukauu Oa-
3aJTbHBIX SiIeP, BISIB/ISIEMOI 1P ToMorpaduu, Ko-
TOpast MO’KET COUeTaThCs C Kabln(HKaLuel Apy-
TYX PErMOHOB;

— TPOrpecCUpYIOLUA HeBPOJOTMYeCKUil CHUH-
ZIpOM, IJIaBHBIM 00pa3oM B BH/je pacCTPOMCTB /IBU-
JKeHW, COUeTAIOIIUICS C HeWpOoICuxXyudeCKUMU
HapyILLeHUssMU WK AeOITUPYIOIIUM C HUX, TH-
TTMYHOE Hayaslo - Ha YeTBEPTOM /e CSITU/IeTHH >KU3-
HU (pe>xe 3abomeBaHye pa3BUBAETCS B [E€TCKOM
BO3pacTe);

— OTCYTCTBHe OMOXMMMYECKUX HapylleHWH M
COMaTUYeCKMX CUMIITOMOB, XapaKTepHbIX [JjIsl 9H-
JOKPUHHBIX, MHUTOXOH/pPHUA/bHBIX, MeTabomrue-
CKMX U JPYTHUX CUCTEMHBIX 3a00sieBaHui;

— OTCYTCTBHe MH(EKIIMOHHBIX, TOKCHUeCKUX U
TpaBMaTHUeCKUX BO3/lelICTBUI B aHaMHe3e;

— ceMeliHbIM aHaMHe3 C ayTOCOMHO-[,0OMUHaHT-
HBIM (Uallle BCero) TUIIOM HacjiefoBaHus [4].

Ba)kHO OTMETHTB, UTO KaK B POCCHIUCKOM, TaKk
1 3apy0eXXHOH IuTepaType, BCTPEUYAroTCs eAuHUY-
HbIe OMMCAHUsI CJTy4YaeB TUIMOKa/IbLeMAN U U0~
NaTU4yeckol Kanbluukalyy 6asajbHbIX [aHIIM-
€B roJIoBHOro Mo3ra. OfivH 13 TakrX Opa3uIbCKu-
MU aBTOpaMU OIHCaH y 76-/1eTHel >KeHIIWHEI, T1e-
peHecIed TOTa/JbHYI0 THPEOWASKTOMUIO B aHaM-
He3e W CTpajaroliell B TeueHre 6 JieT reHepanu-
30BaHHBIMUA TOHMKO-KJIOHUYECKUMHU CyZ[0POTaMH,
KOTHUTMBHBIMU HapylleHUsIMH, Pa3BUBLINMUCS B
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Ta6nuua 1.
Na6opaTtopHble
nokasarenu
nauueHTKn

Ha MOMeHT
rocnuTanusauum.

Table 1.

Analysis of the
mineral homeostasis
regulators.

pesy/bTare [IUTebHOW TUIOKaIbleMuu, (ypo-
BeHb 00I1[ero KajibLusi COCTaBU/I 5,8 Mr/mi (Hopma
8,1 — 10,4 mr/f1), CHI>KeHUs] yPOBHS NapaThpeo-
WUTHOTO TOpMOHa — 3 Tir/mu (HopMa 16 — 87 rir/mn).
ITpu npoBefieHNK KOMITbEOTEPHOM TOMOTrpauu ro-
JIOBHOTO Mo3ra ObliM 0OHapy>KeHbl MHO)KECTBEH-
Hble YUaCTKM KaiblWUKalyuy B 0a3anbHbIX raH-
[JIMSIX, Tajamyce, 3y0UaThiX MO3)KEUKOBBIX SifIpax.
HasHaueHne mepopasibHO Tperapara KajbLUsi U
BUTaMrHa /] 1M03BOMK/IO AOOUTLCSI perpeccuu e-
PEeUUC/IeHHbIX >kaj100 [5].

B Hacros1lelt cTaTbe TpeficTaB/eH ciyyaid co-
yeTaHust cuHzpoma dapa U rumnomnaparupeosa.

Llenb uccnegoBaHun

[TpescTaBUTh KIMHAYECKUH CTyuail cOOCTBeH-
HOro HaﬁJ'IIO,ELEHI/IH 1 jieyeHurs MnalueHTKU C CHUH-
ApPOMOM CDapa C 6J'Ial‘01'IOIIyLIHbIM K/JIMHUYeCKUM
HCXOZI0M.

Pe3synbtatbl 1 06CYyXAECHNE

ITatmenTka ., 38 net, mocTynuia 3KCTPEHHO
06.07.2018 . B oTAeneHue oOIIel HEBPOIOTHUHU C
TIpe/iBapUTebHBIM IMarHO30M: COCTOSIHHE TI0C/Ie
STMUIPUCTYTIA.

JKanobbl mpu MOCTyIUIeHWH Ha OOLIyI0 CJia-
60CTb.

AnamvHue3 3aboneBanus: 6omeer okoso 10 er,
KOr[ja BIIepBble TMOSBWINCh CY[NOPOXKHbIE TIpU-
CTYIIBI C TIOTepell co3HaHus. B TeueHue mocnen-
HUX MECSILIEB OTMeUaeT yuallieHHe T0j00HbIX TIPH-
ctynos. B mapre 2018 r. HaxoAMIach Ha CTaLUo-
HapHOM JIeUeHUM, YIy4lleHHUs COCTOSHUS He OT-
Meuaer.

[IpenBapuTenbHbIN JUarHO3 TP MOCTYTIEHUU:
STIWJIETICHSI HeyTOUHEeHHasl, COCTOsTHUE T10C/Ie TIpU-
cTynoB? I'unokaabLyeMusl.

Ipu orieHKe 0OBLEKTUBHOIO CTAaTyCa OTMEYAeT-

JlabopaTopHbie NnoKa3arTenu

Parameters

csi: uTo 00ILjee COCTOSIHYE CPEJHEH CTerneHu TsKe-
ct. TIpaBW/ILHOTO TeNOC/IOKeHUs, YMepeHHOTO
nuTaHusi. Ko>KHble TTOKPOBBI OOBIYHOM OKpacKu.
[[uToBHAHAsA ’Kejle3a BU3yaJbHO He YBe/JIWYEeHa,
KOCTHO-MBIIIeYHast CCTeMa pa3BUTa CUMMETpHUU-
HO, CycTaBbl He flehopMupoBaHbl. OpraHsl Jbixa-
TeJIbHOW CHCTEeMbI, Cep/IeuHO-COCYAUCTasi CUCTe-
Ma, JKeTyOYHO-KUIIIeUHbIH TPAKT, MOUeBBI/e/Ir-
TesbHast crcTeMa 6e3 ocobeHHOCTel. MBILIeUHbIH
TOHYC TIOBBILLIEH BO BCEX KOHEUHOCTSIX, OO/bIIHe
nasiblibl 00erx KUCTeH MprBe/ieHbl K cepe/iiHe Jia-
JoHeli. Bo Bpemsi ocMOTpa y MalueHTKU HeofHO-
KpaTHble TOHHYeCKHe COKpAIlleHHSI MBIIIL] BepX-
HUX U HIDKHAX KOHEYHOCTEeH [TMTebHOCTBIO /10
5-10 mMuH. 3pauku paBHbBIE, OKPYITION (HopMBI, o-
TOpeakLM Cpe/iHel )KMBOCTH, HHUCTarmMa HeT. Ha
BOIMPOCHI OTBeUaeT YaCTUUHO, peub BHATHas, Ia-
pe30B B KOHEUHOCTsIX HeT. B mo3e Pombepra He-
ycroiiuuBa. JlabopaTopHbie [jaHHbIE TPe/CTaB/ie-
HbI B Ta0ume 1.

[py poBeieHNN MYJIBTACTTMPATbHON KOMITBIO-
TepHOi Tomorpadun (MCKT) rosoBHOro mosra
BBISIBJIEHbI MTPU3HAKW CHMMETPUYHOT0 00BbI3BECT-
BJIeHUsI Oa3a/bHBIX si/Iep C IBYX CTOPOH (CUHPOM
dapa - uguonaTUYecKast KaabLHALVSA).

[aryeHTke ObIZIO HA3HAYEHO CJIe/YIOIIIEe Jieue-
HUe: TVIIOKOHAT Kaibius 30 Mr 2 pasa B fieHb (Ha
200 mi 0,9% NaCl) BHYTPUBEHHO B KOJTMUECTBE
10. Anbdakansuuzgon 3000 Mr B CyTKU.

Ha ¢one npoBogumoro yieueHus B rjaa3me Kpo-
BU YBEJIMUMJIOCH COZE€P)KAHUE KaJibLUsi: OOLUi
KaspIui — 2,56 MMOJIb/JT, TOHU3UPOBAaHHbIN KaJlb-
uui — 1,15 MmO/,

IIponomkeHa Teparusi —TabeTUPOBaHHBIMU
(hopmMam¥ TIperiapaToB KasbLus: KasbLust Kap0Oo-
Hat 2000 MKT B CyTKU U anbakanbLyzgon 2000 mr.

Ha ¢ one npoBoguMOro seueHusi 0TMeUeHo I10JI-
HOe OTCYTCTBHE CyZOPOKHOTO CUHZAPOMA.

Mokasartenu
NaLVEeHTKN
Values

Hopma

Reference range

061wWwun 6enok, r/n
. 66,9 66,0-87,0
Total protein, g/L
m = =
anbumn I/.IOHI/I3VIp(:)BaHHbII/I, MMONb/ N 0,56 1,15-1.31
lonised calcium, mmol/L
doccop, Mmonb/n 1.89 0.87-0.45
Phosphate, mmol/L ! T
MapaTtropmoH, nr/mn
. <3,0 9,5-75
Parathyroid hormone, pg/mL !
TUPEOTPONHbIA TOPMOH, MEA/ N
. . . 1,17 0,23-4,0
Thyroid-stimulating hormone, mU/L
T -
VNPOKCUH cso69nglm, nmonb/n 12,4 9,0-18,0
Free thyroxine, pmol/L
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3aknueHue

HecmoTpst Ha OTCyTCTBHe JAOCTOBEPHO TMOJ-
TBEP)K/IEHHOM MaTOreHeTMYeCKOM Teparmuy CHH-
npoma dapa, paHHssl AWArHOCTHKA JJAHHOTO 3a-
GoeBaHMsT U TIPABUILHO TOA0OpaHHAsE CHUMIITO-
MaTUuecKass Teparusi [I03BOJISIOT 3HAYUTEIHHO
Y/IYUIIUT KAUeCTBO JKM3HU TALIUEHTOB C 3TOM IMa-
Tosorveid. [Tpy epBUYHOM OOpaIleHnu OOJbHBIe
C Hava/bHBIMU TIPOSIBJIEHUSMM HapyILleHus: oome-

3TUM Ba>XHO MCC/IeJ0BaHKE YDOBHA Ka/IbLIUA U Ta-
parropMoHa, BO3MO>XHO U TMOBTOPHOE AWHaMHU4e-
CKoe Ha6J'I}0/:[8HI/Ie.
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[annast pabora He WMeJla UCTOUHWKOB (DHHAH-
CUPOBaHWSI.
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KOMMblOTepHas
Tomorpadus
ronoBHOIO Mo3ra:
a) KopoHapHas
npoekuus, b)
carutTanbHas
npoekuus, c)
aKcuanbHas
npoekuus.

Figure 1.

Multislice computed
tomography of the
brain: a) coronal
projection; b) sagittal
projection; c) axial
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projection.
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