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PA3IEN 1 | [BYCTOPOHHMWE, NPEUMYLLECTBEHHO CUMMETPUYHbIE NATONOMMYECKE N3MEHEHNS

Puc. 1. CarnttanbHoe T1B-u3o6paxeHue 6e3 KOHTPacTUpoBaHuA (A): rMNepUHTEHCUBHOCTL BriefHoro Wwapa (cmpeska). bonee mepunanbHbIi
carnTTanbHbln T1B-cpe3 (B): MOBbILWEHHBIN CUTHAN YepHO cybcTaHummn (cmpesika), BopCcanbHOM YacTu CTBOMa Mo3ra (6es1as 20/108Kka CMpesiku)
1 MO3XKeuKa (YepHas 20/108Ka cmpesiku).

Puc. 2. AkcnanbHoe T1B-1306paxeHne 6e3 KOHTPACTMPOBaHWsA Ha ypoBHe 6a3anbHbix raHrves (A): ap-
Koe n3obpaxkeHve 6nefHbIX WAPOB € 06enx CTOpoH. AKkcranbHoe T1B-1306paxeHne Ha ypoBHe MOCTa
(B): rMMepuHTEHCMBHOCTb BEPXHIX HOXEK MO3XKeUKa (Cmpesiku) 1 NOKPBILWKY CpefHero mo3sra (20/108Ku
cmperok).

Puc. 3. AkcnanbHoe T1B-u3obparkeHne 6e3 KOHTpacTUpoBaHuA (A): MeHee ApKaa MMNepUHTEHCUBHOCTb
o6oux 6nefHbix Wwapos (cmpesku). CaruttanbHoe T1B-n3obpakeHvie (B): curHan NoBbILEHHON UHTEH-
CUBHOCTU 6neAHOro Wapa (cmpeska) n, Kpome Toro, B 065acTi 3ybuaToro sigpa Mo3xeuka (20/108Ku
cMpesox).
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NeuyeHouHan sHUedanonaTua

MARIA VITTORIA SPAMPINATO

Cneuyndunyeckne HaxoaKM B N306parKeHNAX

Knaccnyeckne m3MeHeHHs NMpU MarHWTHO-PE30HAHCHOH TOMO-
rpapun (MPT) roaoBHOro Mosra y HamydeHTOB ¢ HNEYEHOYHON
sHIEedanonarueil — IByCTOPOHHNE CHMMETPUYHbIE THIIEPUHTCH-
CHBHBIE 04aru B OneHbIX mapax B T1B-n3o0paxkenusx. B 6onee
BBIPQ)KCHHBIX CITydasX HHTCHCHUBHBIH T 1-CUTHAT UMEETCsl TaKKe
B UEpHOH CyOCTaHINH, CyOTaTaMUUECKUX SIpax, HOKPBIIIKE CPeJl-
HETro MO3Ta U 3y0uaThIX sApax MO3kKeuka 0e3 COOTBETCTBYIOLIHNX
n3MeHeHHH B T2B-M300paKeHUSIX HIIH ITPU KOMIIBIOTEPHOH TOMO-
rpaduu (KT). JlonoiaHUTEIbHbIC H3MCHEHHS BBISBISIOTCS B T2B-
n3o0paxeHnsx nmpu MPT u BrirouatoT 1udy3Hyro THIEpUHTEH-
CHBHOCTh O€JIOr0 BEIIECTBAa, MPEHMYIIECTBEHHO KOPTHUKO-CIIH-
HaspHbIX TpakToB (KCT) GoMbIIKNX MOIYIIAPHii TOIOBHOTO MO3Ia,
U SIPKHE OYaroBble U3MEHEHHs B NMOAKOPKOBOM OEJIOM BEIECTBE
GonbIIMX TOMyIIapuii. MarHUTHO-PE30HAHCHASI CIIEKTPOCKOITHS
(MPC), nonyuennas ¢ KopotkuM BpemereM 3xa (TE), mokasbiBaer
YMEHBLICHHE MU0-HHO3UTOIa. COOTHOIICHHE MUO-HHO3UTON/Kpe-
aTUH YMEHBIIACTCS HE TOJIBKO Y MALMEHTOB C LIUPPO30OM IICUCHU
U KIIMHHYECKH IPOSBIIIONIEHCS WM CyOKIHMHIYeCKoH sHIeda-
JIoTIaTHel, HO Takxke y Jul Oe3 »Huedanonarun. Habmromancs
TaKOKe MOBBILICHHbIN yPOBEHb ITyTaMUHA U ITyTamara, 0COOCHHO
B TSDKEIIBIX Cily4asx. Bee atu n3menenus npu MPT — sipkue ouaru
nopaxxeHust B T 1B-M300paKeHUSX, THIIEPUHTEHCHUBHOCTE OEIIOTO
BelecTna B T2B-1300pakeHusx 1 nameHenus npu MPC — nmeror
TCHIEHIUIO YIydIIaThCsl 1 HOPMAIM30BEIBATECS C BOCCTAHOBIIE-
HHUeM (QyHKIMH TIEUYSHH TOCIIe €€ TPAHCIUIAaHTaluH. XapaKkTepHast
MP-kapTiHa OCTpO# rHIIEpaMMOHHUEMHYECKOIl SHIE(aIonaTum
(aBycTOpOHHHE CUMMETPHYHbIC T2B-THIEPHHTCHCUBHBIC TOpae-
HUSI KOPBI, BOBJIEKAIOIIIHE OCTPOBKH M OTOSICHIBAIOIINE H3BHITHHBI)
ayurie Beero BuaHa npu FLAIR (uMmynbcHO#M moceoBatenbHo-
CTH NHBEPCUSI—BOCCTAHOBJICHHE C OCJIa0JIEHIEM CUTHATIA OT XKUJI-
KOCTH) U B (B (y3HOHHO-B3BEIICHHBIX H300pakeHusx (JIBU).

KnnHnuyeckne ceegeHuns

[eyenounas sHIE(aoNaTys BKIIOYaET HEBPOJIOTUISCKHE U IICH-
XHMATPUYECKHE HAPYLICHHUS, TOSBISIOIIMECS Y MAMEHTOB C Ha-
pyLIeHHOH (QyHKUUEH neyeHn. bonbIMHCTBO cIy4aeB cOnpoBo-
JKJIaeT UPPO3 U MOPTAJIbHAS THIEPTEH3US WITH TIOPTOKABAJIbHBIE
MIyHTBL. DTO oOpaTuMas MeTa0onn4eckas >HIedaronarus, xa-
paKTepHU3yIOascs NU3MEHEHUSIMHU JINYHOCTH U YMEHbIICHHEM
o0beMa BHHMaHHsS, TPEBOXKHBIM COCTOSTHHEM M JeTIPeCcCHEH,
HapyLICHHEM KOOPAWHALMU JBWKCHUH W TPEMOPOM B pyKax.
B TsoKeNnbIX cllydasx MOKET HACTYIIUTb KOMa M cMepTh. Tsokelbie
(hopMbI IeueHOYHOH PHIIeaIoNTaTHN 0OBIYHO TUATHOCTHPYIOTCS
KJIMHUYECKH, OJIHAKO JICTKHE CIIy4au MHOT/A TPYIHO PACHO3HATH
JIaXKe C MOMOIIIBIO HEIPOIICHXOJIOTNYECKUX TECTOB.

OndPepeHymnanbHbIN gUarHos

Humoxcukayun mapzanyem
° HEOTIMYUMBbIC THIIEPUHTEHCUBHBIE U3MEHEHHA B T 1B-n300pa-
KeHUsIX (MPE/IONIOKUTENIBHO Ta XKE caMast Matopu3HOIOTHs)

Jnumenvhoe napenmepanvHoe numanue

° HEOTIMYMMBIC THIIEPUHTCHCHBHBIC N3MEHEeHUs B T1B-1300pa-
KEHUSIX (MPE/IONIOKUTENIBHO Ta XKe camast Maropu3HOIOTHs)

° M3MEHEHHs MCUE3al0T, KOT/la U3 IUTaTeIbHOTO pacTBOpa ycTpa-
HSETCS MapraHell

QDuszuonozuueckue 00v136ecmeneHUus 6A3anbHLIX
2anznuee (187)

* OOBIYHO TOYCUHBIC U [SITHUCTBIE, HO He M dy3HbIe
* obOb3BectBienue npu KT

Heiipopuopomamos | muna (2)
° OOBIYHO IATHUCTHIE, He TU(Dy3HbIE
° JIOIOJHUTEIbHBIE 00IACTH MOPAKECHHS

Humoxcuxayus okucwio yziepooa (3)
° sipkuii T2-curHan u yMmenblueHHas auddysus B odoux Onen-
HBIX HIapax

T'unoxcuuecku-umemuueckasn Inyegpanonamus (7)

* sipkuii T1-cHrHan BOKPYT 3a/iHEH HOXKKH BHYTPEHHEH KarlCyJibl
(tamamyc, ckopiymna, OIeHbI map)

° BO3HUKAET y HOBOPOXKIECHHBIX

«Aoepnaa» yncenmyxa
° TOBBIMEHHBIH T1- n T2-curHan 6J1eAHBIX IIapoB
° BO3HHKAET y HOBOPOXKJICHHBIX

®DoH

IMeuenounast sunedanonars (MM MOPTOKABaIbHAs dHIE(Da-
nonarust) 0OyCIIOBJICHA HEaJCKBATHBIM YCTPAHCHHEM ICYCHBIO
COEMHEHUN a30Ta M JIPYrMX TOKCHHOB, IOMABIIMX C NMULIEH
B JKEITY/IOYHO-KUIIICUHBII TPAKT WM 00pa30BaBIIMXCS B HEM.
HenoctaTto4HOCTh MEYCHOYHOM CHCTEMbI 00E3BPEKUBAHMUS TOK-
CHHOB SBJISIETCS PE3yJIbTATOM HapyLIeHUs! QYHKIMHU [IEYCHN WIN
Ype3MEPHOTO IIYHTHPOBAHUS KPOBH, OTTEKAIOIIEH U3 BHYTpEH-
HHUX OPraHOB HPSIMO B CUCTEMHBIIl KPOBOTOK 4Yepe3 HOpPTOKa-
BaJIbHBIE KOJUIATEpaJIbHbIC cOCY/bl. DaKTOPBI, MPOBOLUPYIONINE
pa3BHUTHE NEYECHOYHOW dHIe(aTONaTHH y MAIUEHTOB C XPOHH-
YECKUM IOPKCHUEM ICYCHOYHBIX KIIETOK, BKIOYAIOT ITHIIIC-
BYIO HArpy3ky OJIKOM, 3allop M KEJIYJOYHO-KHIIEYHbIE KPOBO-
TeyeHus. B pesynbrare neHtpansHas HepHas cuctema (ITHC)
[OJIBEPraeTCsi BO3ACHCTBUIO TOKCHYECKUX BEILIECTB (Harpumep,
AMMOHUsI, Mapraiia U MepkantaHoB). Takas MOCIeI0BaTelb-
HOCTB COOBITHIT BEAET K Pa3BUTHUIO IIEUCHOYHON HHIe(aTonaTH.
HeiipoTokcuueckoe JISHCTBHE aMMOHHSI OIOCPEayeTcsi ero a¢-
(exTaMu Ha cUCTeMy HEHPOTPAHCMUTTEPOB M YHEPreTUUECKUH
MeTaboam3M B rosioBHOM Mo3sre. Haxonku B T1B-n300paskeHUSIX
OOBSICHSIOTCST HAKOIICHUEM MapraHIia, CBIBOPOTOYHAsT KOHIICH-
TpalMsi KOTOPOTO IOBBILIEHA 110 CPAaBHEHUIO ¢ HOPMAJIbHBIMU
nmunamu. HakoruieHne maprasiia MOJKeT BECTH K NMapKHHCOHH3-
My, 0OCOOCHHO IPH BOBJICYCHUH B IPOLIECC YCPHON CyOCTAHIIMH.
I'unepuHTeHCUBHOCTD OEJI0ro BelecTBa B T 2B-H300pakeHMsX,
Kak IoJIararot, 00yCJIOBJIEHA JIETKHM OTEKOM MO3ra, a 04aroBble
MOpayKeHMSI OTHOCST 3a CYET CIIOHTHO3HOI JiereHepanuu ryoo-
KHX CJIOEB KOPBI TOJIOBHOTO MO3ra U noaiexamux U-o0pa3HbIx
BOJIOKOH.

JUTEPATYPA

1. Rovira A, Alonso J, Cordoba J. MR imaging findings in hepatic
encephalopathy. AJNR 2008;29:1612-21.

2. Spampinato MY, Castillo M, Rojas R, et al. Magnetic resonance
imaging findings in substance abuse: alcohol and alcoholism
and syndromes associated with alcohol abuse. Top Magti Reson
Imaging 2005;16:223-30.

3. Miese R Kircheis G, Wittsack HJ, et al. 1H-MR spectroscopy,
magnetization transfer, and diffusion-weighted imaging in al-
coholic and nonalcoholic patients with cirrhosis with hepatic
encephalopathy. AJNR 2006;27:1019-26.

4. Matsusue E, Kinoshita T, Ohama E, Ogawa T. Cerebral cortical
and white matter lesions in chronic hepatic encephalopathy: MR-
pathologic correlations. AJNR 2005;26:347-51.

5. U-King-Im JM, Yu E, Bartlett E, et al. Acute hyperammonemic
encephalopathy in adults: imaging findings. AJNR 2011;32:413-8.

17



PA3IEN 1 | [BYCTOPOHHMWE, NPEUMYLLECTBEHHO CUMMETPUYHbIE NATONOMMYECKE N3MEHEHNS

Puc. 1. AkcnanbHoe FLAIR-u3o6pakeHue (A): ABYCTOPOHHME APKIMe ouaru (Cmpesiku) B 6nefHbIX lWapax, a TakKe nosblleHHasn anddysus Ha Kap-

Te ADC (B) 1 nerkas runepuHTeHCUBHOCTL (cmpesiku) B T1B-n3o6paxeHun (C) B TeX e MecTax.

Puc. 2. T2B-n306pakeHne gpyroro naumeHTa (A): MHOXKECTBEHHbIE TMMEPUHTEHCVBHbIE pOKycbl  Puc. 3. ApKue GoKycbl B MenanbHOM MO3KeUKe

(cmpenku) B Tanamycax, He yCUAMBLUMECA NOCe KOHTPAaCcTMpoBaHus B T1B-1306paxeHun (B).

18

(cmpesnku) Bo FLAIR- (A) nT18-nsobpaxexuu (B).

Puic. 4. AkecnanbHoe FLAIR-n306paxeHne Ha ypoB-
He 6a3afibHbIX FaHIMMeB y NauveHTa B BO3pacTe
10 net (A): BBYCTOPOHHYE NATHUCTbIE FMNEPUHTEH-
CUBHbIE U3MEHEHUS TMaBHbIM 06Pa3oM B H6nefHbIX
wapax (cmpesnku). FLAIR-n306pakeHre Ha TOM xe
ypoBHe yepe3 3 ropa (B): cnoHTaHHaa perpeccus
3TUX U3MEHEHWIA.



MyTtapoBas aynaypus l Tuna

MARIASAVINA SEVERINO

Cneuyndunyeckne HaxoaKM B N306parKeHNAX

MP-Haxonku 1pu mayTapoBoit anmaypun | tana (FA-1) Bkiro-
YaloT, TOMUMO Makpolehainu, ABYCTOPOHHUE MaJble pa3Mepbl
TIepEeTHAX ITOJI0COB BHCOYHBIX JIONEH C IUIOXOH ONEepKyIspH3a-
el 1 pacIIMPEeHHBIMH CUIIBBHEBBIMH 00pO31aMH, cyOaypas-
HBIE CKOIUICHHUS KHMJKOCTH W MOPaKeHUs! 0a3ajbHBIX T'aHIIIN-
eB. V3MeHeHHsI IEHTPAIBHOTO CEpPOro BEIIECTBA BapHaOCIbHBI,
K HUM OTHOCATCS CUMMETpU4YHast T2-TUIIEPUHTEHCHBHOCTb,
yMeHbIIIeHHe 00beMa 0a3aIbHBIX TaHIVINEB U 3y0UaThIX SaAep MO3-
JKEeYKa, MHOTJA BOBJICUCHHE B IPOIECC TalaMycoB. B yuacTkax
OCTPOTO MOPaKEHUSI MOJKET HAOMIONaThCs CHIKeHHAst TU(Qy3us,
a nmpu MPC — noBblmenue akrata 1 cHibkeHue yposHs NAA.
YacTo oTMEJaroTcst H3MEHEHHSI CPETHET0 MO3Ta C BOBJICYEHHEM
B IIPOIIECC CTPYKTYp OE€IOro BEIIeCTBAa, MOKPBIIIKH U YEPHOH
CyOCTaHIMM U I@XEHHEM KPaCHBIX sIJIep, YTO CO3/1aeT CHUMIITOM
«Mopabl rurantckoil manae. IIpu I'A-1 xapaxrepHo mopa-
JKEHUE TEePUBEHTPUKYISIPHOTO OEJI0ro BEMIECTBA C MIAKEHHEM
U-00pa3HbIX BOJOKOH M 3pUTENBHBIX Jyuncrtocted. Juddysus
MOKET OBITh CTOWKO YMEHBIIICHA CO CHIDKCHHBIMU 3HAUCHUSIMU
ADC B dpokycax mopaxeHus. JJ0MOTHATEIbHbIC HAXOKH BKIIO-
YaloT CyOANeHIMMaIIbHBIC Y3ESIIKH U IICEBIOKHUCTHI.

KnnHnuyeckne ceegeHuns

BornesHs nmeer BapuabenbHbIe KIMHUYECKUE MIPOSIBIICHUS U TS-
JKECTh. BO3MOKHO O€CCUMITOMHOE TEUECHHUE HITU MTOSIBJICHHE JIET-
KO cUMIITOMAaThKY (HAIpUMeEp, OHOU TOJIBKO Makporedanum),
0o Tociie U3HAYaIbHO HOPMAJIBHOTO Pa3BUTHS y TAlMCHTOB
BO3HHUKAIOT dHIIe(aIoNaTHIeCKue KPU3bl B MII/ICHIESCTBE U JIeT-
cTBE. DTU KPU3bI OOBIYHO MPOUCXOAT MOCIE MPOBOIUPYHOIIUX
coObITH (MH(DEKIMH, BAKIIMHUPOBAHUSI, OTICPALIMH) U XapaKTepu-
3yI0TCS TUIIOTOHMEH, CHACTUYHOCTBIO, JUCTOHUEH, PUTHAHOCTHIO,
opodanuanbHON AUCKHHE3HEH, CYI0pOraMH, OMUCTOTOHYCOM,
CHIDKCHHEM CO3HaHUS M KOMOH. BBIXOI M3 Kpu3a MEIJICHHBIN
1 4acTO HEIOIHBIH.

OndPepeHymnanbHbIN gUarHos

Hecnyuaiinaa mpasema

° cyOmypanbHas reMaroMa MOXKET COMPOBOXKIATHCS CyOapaxHOH-
J1aJIbHBIM KPOBOU3JIHUAHUEM

° MHOXXECTBEHHBIC IaDEHXMMATO3HbIE IIOBPEKICHHS O3 cUMMe-
TPUYHBIX H3MEHEHHI CEporo n Georo BelecTa

° IIEpeJIOMBbI Yepera U JMIEBOTo CKeIeTa

Bonesnv Bunvcona (6)

° CXOIHOE MOpaXKeHHEe 0a3aJbHBIX AHIIHEB M CPEIHEr0 MO3ra
(cHMITTOM «MOP/IBI THTAHTCKOW TTAH/IBI»)

* T1-runepuHTEHCHBHOCTH OIEAHBIX [IApoB (B cyyae BOBJIeUE-
HHES B [IPOLIECC TICYEHN)

° OTCYTCTBHE CYOIypaNbHBIX CKOTUICHHH JKHAKOCTH U pacIInpe-
HUSI CHIIBBHEBBIX 00pO3]T

FOsenunvnasn oonesnv I'enmunzmona (91)

¢ CUMMECTPUYHBIC IyTaMUHAJIbHbIC U3MCHCHUS C nocnez[y}omeﬁ
aTpodueil XBoCTaThIX saep

° OTCYTCTBHE CyOIypabHBIX CKOIUIEHUH )KUAKOCTH U paclIupe-
HUS CHJIBBUEBBIX O0PO3.T

Bonesnw JIu (10)
¢ OTCYTCTBUEC Cy6ﬂypaﬂBHBIX CKOILJICHUH JKUAKOCTH U paclInpe-
HUSA CUIIBBUECBBIX 60p03,[[

Dusuonozuueckoe pacuiupenue cyoapaxHoudaIbHbLX
npocmpancme (000poKauecmeeHHA HAPYIHCHAS
zu()p()ue(ﬁa nus) (87)
* TIpexosiiee HEMPOrpeCcCUpyIOLee paclpeHne Cy0apaxHou-
JlaIbHBIX IPOCTPAHCTB
¢ OTCYTCTBHUE COIIPOBOXIAAIOMINX HOpa)KeHI/If;I NapCHXUMBI T'0-
JIOBHOTO MO3Ta

K()WI’L"I(:‘KC mybeposznozo ckaeposa (107, 198, 199)
° CyOdNeHANMAIBHBIC Y3€JIKH 00bI3BECTBICHBI (TEMHBIC B T2*B-
I/I306pa)KeHI/I$[X), 1 UX CUI'HaJl MOXKET YCUIIMBATLCS I10CJIE KOH-
TpaCTUPOBAHUA

° MPUCYTCTBHE KOPTUKAIBHBIX «TyOEepOB»

¢ OTCYTCTBUE CyG}IypaﬂBHLIX CKOILJICHU I JKUJIKOCTH, pacliu-
pEeHHUsI CHIIBBHEBBIX 0OPO31 M MOPaKEHUH IITyOOKOTO CEporo
BEIIECTBA

®DoH

I'A-1 — BpoXIeHHOE HapylmIeHHE MeTa0oIM3Ma aMHHOKHCIOT
C ayTOCOMHO-PEIIECCUBHBIM THIIOM HACIIEI0BaHMUs, 00yCIOBICH-
Hoe neduiroM rytapun-CoA-ruaporenasst (GCDH) — muto-
XOH/IPHAJEHOTO SH3MMa, HEOOXOMMOTO [Tl pa3pyIIeHHs JIN3HHA,
THAPOKCHIN3MHA U TpunTodana. [lopaxenne nmeer ycTaHOB-
neHHyto pacnpoctpanenHocts 1:30 000, GoabuIMHCTBO neTeit
MOTIAIA0T IO/ HAOMkoICHUE B TiepBbIe 2 Toja sxu3Hu. [er GCDH
nokanusyercs Ha xpomocome 19013.2. OnucaHbl pa3nu4HbIC
MYTAaLMH C OTCYTCTBHEM SIBHBIX KOPPEISIMI MEXKIy TeHOTHIIOM
n penorunom. [larorenes nmopaxenuit [{HC npu I'A-1 Henocra-
TOYHO U3Y4YCH, HO, MO-BUANMOMY, OOYCIIOBIEH YKCAUTOTOKCHY-
HOCTBIO TIIyTapoBOi M 3-THIPOKCUIITYTapoBOi KuCIOT. PanHee
nedeHue (JUeTa ¢ HU3KUM COJCp)KaHHEeM Oelika, JOMOIHCHHAsS
pubodIaBUHOM M KapHUTHHOM, a TaKKe arpeCcCHBHOE JICUCHUE
KaTabOoJIMYECKUX COCTOSIHUIT) MOXET MPEIOTBPATUTH KPHU3bI
1 U3MEHEHUs B n300paxeHusx. Bxmouenne I'A-1 B mporpammy
CKpUHMHTA OoNe3Hell HOBOPOXKICHHBIX 3HAUHTENBHO YITydIIaeT
HEBPOJIOTHYECKHI UCXO/ y MAIMEHTOB, CTPAJAIONINX STHM pell-
KHM 3200JIEBaHHEM.

JUTEPATYPA

1. Desai NK, Runge VM, Crisp DE, et al. Magnetic resonance
imaging of the brain in glutaric acidemia type I: a review of the
literature and a report of four new cases with attention to the basal
ganglia and imaging technique. Invest Radiol 2003;38:489-96.
2. Heringer J, Boy SP, Ensenauer R, et al. Use of guidelines
improves the neurological outcome in glutaric aciduria type I.
Ann Neurol 2010;68:743-52.

3. Righini A, Fiori L, Parazzini C, et al. Early prenatal mag-
netic resonance imaging of glutaric aciduria type 1: case report.
J Comput Assist Tomogr 2010;34:446-8.

4. Oguz KK, Ozturk A, Cila A. Diffusion-weighted MR imaging
and MR spectroscopy in glutaric aciduria type 1. Neuroradiology
2005;47:229-34.

5. Twomey EL, Naughten ER, Donoghue VB, et al. Neuroimaging
findings in glutaric aciduria type 1. Pediatr Radiol 2003;33:823—
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Puc. 1. AkcnanbHble T18- (A), T28- (B) n IR-T18- (C) n3obpaxeHus, a Tak-
Xe ¢poHTanbHble IR-T1B-n306paxeHuns (D, E) n caruttanbHoe T1B-
n3obparkeHuie (F) nokasbiBaloT CybKopTUKaNbHbIe IEHTbI (cmpesiKu), Ko-
TOpble COOTBETCTBYIOT MO MHTEHCMBHOCTM CEPOMY BellecTBy NpU BCex
MMMNY/bCHbIX NOCNEeA0BaTENIbHOCTAX. DT NIEHTbI TOKaNM3YTCA BHYTPU
6ef10ro BeLecTBa U PacnpoCTPaHAITCA HEMPEPbIBHO Ha MPOTSKEHNM
o6oux nonyLwapuii ronoBHoro Mo3ra. benoe BellecTBo OKyTbiBaeT 3TU
cnon, KoTopble nyulle Bcero BuAHbl B IR-n306paxeHusx, n otgensert
UX OT KOpPbl 1 XenyaouKoB. ToMLWMHa NOKPbIBaloLero KOPTUKanbHOro
nnaiia coxpaHeHa, HO N3BUINHBI PyAUMEHTaPHbI, @ 6G0PO3AbI CraXKeHbI
(eonnosku cmpenok).
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ANDREA ROSSI

Tlpu cyGkropTHKanbHOM JeHTOBHAHOM Teteporormu (CJIT)
B MP-n300pakeHusIx 0O0HApyKMBAIOTCSI CHMMETPUYHBIE JICHTHI
TeTepOTONNYECKOTO CEPOT0 BEIIECTBA, PACIIONOKEHHBIC TITyOO0KO
O OTHOIICHHUIO K KOPTHUKAIBHOMY Iuaity. OHHU 3aKIIFO4YCHBI BHY-
TPHU XOPOLIO OTTPAHUYEHHBIX CIIOEB OEJIOro BEIIECTBA, KOTOpPhIE
HMEIOT HOPMAJIbHBIA BHJ U IVIAJIKHE Kpasi, OTACISIS ATH JICHTHI
KaK OT MOKPBIBAIOIICH KOPBI, TAK U OT OOKOBBIX JKEITY/IOYKOB.
IetepoTonuyeckye JEHTH W30MHTEHCUBHBI CEPOMY BEILECTBY
TIpU BCEX MMITYJBCHBIX MOCienoBaresbHOCTsIX. Kopa ronosHo-
ro Mo3ra 0OBIYHO HOpPMajlbHas, OJHAKO MOXET OBITh YTOJILIe-
Ha ¥ UMETh MaXUTUpUUecKyro KoHpurypamuio. boiee Tsokemnbie
MaJIb(OpMaIiH, TIePEKPHIBAIONIUECS C KIIACCHIECKOH JICCIHIIe-
(anmeit, xapakrepusytorcs CJII" B 3aTbII0UHBIX 001ACTAX U AXH-
rupuei B 100HBIX oOnacTsx. CyIecTByIOT 3HAYNMBbIE KOPPEIALHI
MEKTy TOJIIMHON TeTepPOTONHYECKUX CIOEB M PACHOIOKEHHOMN
HaJl HUMJ KOPOH — IeTepOTONMYECKHE JICHTBI y TAIIUEHTOB C T1a-
XHUTHUpHUEH CKJIOHHBI K YTOJIIEHHIO. PacripocTpaHeHHOCTB reTepo-
TOIMH B IOJIYIIAPUSX TOJIOBHOIO MO3ra BapubesbHa — OT HOIHON
JI0 YaCTHYHOH, TpHU MochenHel maasrcs audo noOHbIe, TH00
3a7HUE 0071acTH.

KnnHnuyeckne ceegeHuns

B GonpmmucTBe cimyuaeB CJIIT oOHapykuBaeTcs y >KCHIIHH,
00paIaomuXcs 10 MOBOAY CYJIOPOr U KOTHUTHBHBIX Hapylie-
HUM pasHoil crenenun. OnHako okoyo 25% MopaXeHHBIX Jie-
Tell UMCIOT HOPMAJIbHBIH MM MOYTH HOPMAJIbHBII MHTEIUICKT.
Masbhopmanust HHOTa 00HAPYKUBACTCS y MaTepeil MaIbuUKOB
¢ nuccrHnedanuel, cueruieHHoi ¢ X-XpoMOCOMOH, eclin X
obcienytoT nocie oOHapyKeHHs Maib()OpMalMi Y UX ACTEHl.
Cy1ecTByeT napasuieniu3M MEK/y CTCHEeHbIO HapyLIeHHS U TOJI-
IIMHOM TeTepOTONNYECKIX HEHPOHHBIX JIEHT. Y MalUeHTOB C XO-
POIIO Pa3BUTON KOPOH KIMHUYECKUE MPOSIBICHUS MOTYT OBITH
GoJee JITKMMH, a Ha4aJIo SMUWICTICHH — OoJiee MO3AHUM. Y Talu-
CHTOB C TSDKEIOH 3a/1epIKKO# ICHXMYECKOTO Pa3sBUTHs H(HITH) C HE
MOAIOLICHCS JICUCHUIO SIMIICIICHEl BO3MOXKHO YMEHbBIICHHE
HPOJIOJDKUTEIEHOCTH JKU3HH.

OndPepeHymnanbHbIN gUarHos

Juccanyegpanun (19)

° YIJIOHIEHHAs MOBEPXHOCTh TOJOBHOTO MO3Ta C OTCYTCTBHEM
U3BWJIMH U Pa3iessiomuX ux 00pos (arupus) wid ux ooen-
HeHHeM (axurupus)

° MEJIKHE CHIIbBHEBBI OOPO3/IbI ¢ KOHQUTypanueil Mo3ra B BUIE
«BOCBMEPKHU»

° TPEXCIIOWHBIM KOPTUKAIBHBIN TUTall (MOJIEKYISIPHBIE ¥ 9acTO
KJICTOUHBIC CJIOW; OCTHBIA KIETKAMH CIOW M TOJCTHI BHY-
TPEHHU KJIETOYHBIHN CJIOH, COCTOSIIMIA U3 HEOPAa3BUTHIX HEH-
POHOB)

Cyoanenoumanvuasn (Hodynapnasn) cemepomonus (117)

¢ OJWHOYHBIC WJIN MHOKECTBECHHBIC OTHO- WJIK IBYCTOPOHHHE
y3Jibl ¢ UHTEHCUBHOCTBIO CUTI'HaJIa CEPOro BEULICCTBA, HEIIO-
CpEACTBEHHO ITPUIICIKAINE K TTIOBEPXHOCTHU KEITYTOYKOB

CYGKOPTI/I KaJibHaA JIeHTOBUAHAaA rereportonnAa

DoxanvHasa cyoKOPMUKAIbHAA 2eMepPOmOonusi

° y3JIbl T€TEPOTOMHMYECKOIO CEPOro BEIIeCTBa Pa3HbIX Pa3MEpPOB
B CyOKOPTHKAJIBHBIX OT/IENIaX TOJIOBHOTO MO3Ta

° OOBIYHO ACMMMETPHUYHBIC, COCIUHSIONIMECS ¢ UCTOHUCHHOM
TOKPBIBAIOLIEH KOPOW U MMEIOIUE BU]I 3aBUXPEHUI

° OTCYTCTBHE MPOCIOEK OEIOro BelecTBa B y3Iax

° y3JbI MOTYT OBITh THTAHTCKUMH U CUMYJIMPOBATh OIyXOJIb

®oH

CJIT, n3BecTHAs TakKe IO Ha3BaHWEM <«J[BOWHAs Kopa», SB-
JISIeTCSl HAaMMEHee TsDKENoi (GopMoil B CrIeKTpe KIacCHYeCcKOn
nUccoHIeGaIn — aHOMAJIMK Pa3BUTHSL KOPBI, 00YCIIOBICHHBIE
3a/ICPIKKOH MHUTpali HEHPOHOB MEK/IYy TePMHHTATHBHBIM Ma-
TPUKCOM M KOpTHKaIbHbIM T1aoM. CJIT xapakTepusyercs II10X0
OpraHN30BaHHBIMH CIIOSIMH 33/ICPIKaHHBIX HEHPOHOB, 3AKJIIOYCH-
HBIMH BHYTPH O€JIOr0 BEIIECTBa, OOBIYHO C OTHOCHTENIBHO HOP-
MasbHOU nokpsiBaroieii kopoit. Kak CJIT, Tak u nuccannedanus
oOycoBneHbl MyTarusiMua 1100 rexa LIS1 Ha xpomocome 17,
6o rena DCX Ha X-XpomocoMme, KOTOpbIe BOBJIEYEHBI B MPO-
Lecc MHUrpalny HeHpoHoB. B crekrpe nucciniedannn MoxKeT
OBITh pa3Hasi CTCNCHb TSHKECTH: OT TOJHOM arupuu (creneHp 1)
1o CJIT (crenens 6). B To Bpemst kak myTanun DCX BbI3bIBAIOT
TIOJTHOCTBIO PA3BEPHYTYIO KAPTHHY Y MY)KYMH, HMEIOLIUX TOJIb-
Ko ofuH TreH Ha X-xpomocome, CJII" Hanbornee 4acTo mopaxkaer
JKCHIIHUH, Y KOTOPBIX IIPUMEPHO IOJOBHHA HEHPOHOB UMEIOT My~
tupoBanHble ajutenu. CJII Taxke SKCIEPUMEHTAIBHO BBISBIICHA
y MY’KYHH KaK HOCJIeICTBIE MaJIbIX Oe3anapecHbIXx MyTanui DCX
wm LIS1. CyOkopTuKanbHBIE JICHTBI, OTPAaHUYCHHBIC JTOOHBIMU
JOJISIMH, 00BIYHO compoBoXkaatoTest MyTausivmu DCX, B To Bpemst
KaK CyOKOPTHKAJbHBIE JICHTBI, OTPAaHUYCHHBIC 33 JHUMHU JIOJISIMH,
00BIYHO OOHApPYXKHUBAIOTCS MpU MyTanusx LIS1.
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PA3IEN 1 | [BYCTOPOHHMWE, NPEUMYLLECTBEHHO CUMMETPUYHbIE NATONOMMYECKE N3MEHEHNS

Puc. 1. AkcnanbHoe T2B-n3obpakeHue (A) y mnageHua B Bo3pacte 1 Mec.: AByCTOPOHHEe NCTOHUYEHME KOPbl FONIOBHOTO MO3ra, PacnpoCTpaHaio-
Lieeca K3aam o NpaBoi TeMeHHON Jonu (cmpesku). MpaHrua ¢ npunexalynm 6enbim BeLecTBOM pe3kas, HO BONHWCTasA U HepoBHadA. CarnTTanb-
Hoe T2B-r306paxeHue (B): yanMHeHHas U pacrnofioxeHHas bonee BepTMKaNbHO, YeM 00bIYHO, cunbBMeEBa 6opo3aa (cmpesku) ¢ decToHYaTbIMK
KpasMun BCNIeACTBME NATONOrMYECKNX U3MEHEHHWI KOPbI (20/108KU CMPEJIOK).

Puc. 2. AkcnanbHoe T2B-1306paxeHne y pe-
6eHKa B BO3pacTe 3 feT: To/CTasA u rpybas
KOopa BOKpyr 06eux CcunbBrEBbIX 60po3a
(cmpenku), pacnpocTpaHAloWanca Ao TeMeH-
HbIX obnacTeit. ObpaTTe BHUMaHWe Ha pac-
LUIMPEHHble MOBEPXHOCTHbIE BeHbl (20/108KU
CcMpesox).

Puc. 3. CaruttanbHoe T1B-n306paxeHue,
peKkoHCTpynpoBaHHoe u3 3D-maccvBa AaH-
HbIX, Y APYroro nauveHTa: HepaBHOMepHas
6yrpuctas Kopa, OKpy»aiolas CubBMEBbI
60po3abl (cmpesiku) N pacnpocTpaHALWanCcs
[0 BUCOYHbIX Aonen (20/108KU CMpesiok); oT-
MeyaeTcsi HepoBHasA roppUpPoBaHHaA rpaHu-
Lia Mexnay cepbiM 1 6enbiM BeLeCTBOM.

Puc. 4. AkcnanbHoe T2B-usobpakeHue (A)
y 2-MeCAYHOro MiafeHua C 3aTpyAHeHUem
rOTaHWA U Cyfoporamui: AByCTOPOHHee He-
HOpMarsnbHoe yToJLEeHne Kopbl C Y310BaTbiM
HepaBHOMEPHbIM PUCYHKOM (FONOBKK CTpe-
NOK) ¥ MpuneXxawymn OYeHb LWMPOKUMU
cunbBueBbIMK 6opo3damu (3Be3oukn). B IR-
T1B-U306paxkeHNn Ha cnerka 6onee uedpanu-
yeckoMm ypoBHe (B) el nyylue onpepenseTca
naTofiormyeckoe yTosuleHne Kopbl (20/108KU
CMpesoK), KOTOPOe NPUNErAeT K MUESTMHN3U-
poBaHHOMY 6efloMy BeLecTBy (Cmpesiku).
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ApTepnoBeHoO3HaA Manbdpopmauma

ZORAN RUMBOLDT

Cneuyndunyeckne HaxoaKN B N306parkeHNAX

TTanmenTs! ¢ nepedpanbHBIMU apPTEPUOBEHO3HBIMH Malb(hopMa-
i (ABM) 00BI9HO HATIPaBIISIOTCS Ha BU3YaTH3aIOHHbIE HC-
CJICJIOBAHUS C MIPE/IBAPUTEIIBLHBIM JIMarHO30M BHYTPHUEPEITHBIX,
IJIaBHBIM 00pa30M ITapeHXUMAaTO3HbIX, KPOBOM3IHIHUN. B 6011b-
muHCTBe crydaes 1pu KT (kak ¢ KOHTpacTHpOBaHUEM, Tak u 6e3
HEr0) BBISIBISIETCS] MAJICHBKU W30~ WJIM THIICPJCHCHUBHBIN y3el-
KOBBIIT MM TyOyISIpHEIH ne(eKT Ha oHe KpoBOM3MHAHUS. [1pu
OTCYTCTBUH KPOBOU3NHUSIHHUS 00HAPYKUBAIOTCS THIIEPICHCHBHBIE
(BIIIOTH /10 OOBI3BECTBICHHBIX) OOIACTH HEMPABHILHON (HOPMBI
¢ ycusienueM nocie konrpacruposanus npu KT. MPT ssnsercs
MeTonoM BbeIOOpa st BhsiBICHUS ABM, mokaseiBasi maTorHo-
MOHHMYHBIN KITYOOK 3MEEBUIHBIX KIIYCTOT KPOBOTOKa», KOTOPBIH
IOy UM Ha3BaHHE «MeEIIKa ¢ 4yepBsimMu». OH JydIe BCero ornpe-
nessiercsi B T2B-u300paxenusx. [Ipu pasopsasuieiics ABM maro-
JIOTHYECKHE KITYCTOTHI KPOBOTOKa» OOBIYHO MPHJIETaloT K reMaTo-
me. Curnan Hugyca ABM yacto ycunuBaercs ociae KOHTpacTu-
posanus. [Tpu KTA oOHapyXuBaroTcsi pacInpeHHbIC TUTAIONIIE
apTepuH, HUAYyC 1 Apenupytonme Bensl. Oobrunas 3D-TOF-MPA
MOKET ITOKA3bIBATh KPYIHBIC MHTAIOMINE apPTEPHH, B TO BPEMs
Kak npu MPB nyume otoOpaxkaroTcsi HUIYC W JPEHHUPYIOLIHE
BeHbl. K HaxozikaM, CONpPOBOXAAIOUIMMCS PUCKOM MOCIEIYI0-
LIEer0 KPOBOM3IHSHHUS, OTHOCSITCSI IPU3HAKH MPE/IIISCTBYIONIETO
KPOBOM3IIHAHHSA, aHEBPU3Ma BHYTPH HHUJyCa, BEHO3HBIH CTEHO3,
JIPEHaX B TIIyOOKHE BEHBI M ITyOOKas JIokanu3aius Huayca. ABM
TOJIOBHOTO MO3ra MOTYT BECTH K HEBPOJIOTHYECKUM BBINAICHH-
SIM, HE CB3aHHBIM C KPOBOM3IHMSHHUSAMH U BBI3BAHHBIM OTEKOM
BCJIC/ICTBHE BEHO3HOTO TOJTHOKPOBHS (IIPH CTEHO3€ 1 TPOMO03€),
IJIMO30M, apTepHAIBHBIM «OOKPaJbIBAHUEM» B CIIydae OOJIBIIIX
IIYHTOB U ruzpouedanieii (13-3a KOMIIPECCHH).

KnnHnuyeckne ceegeHuns

ABM 00BIYHO TPOSIBIAIOTCS KIMHUYECKH Y B3POCIBIX MallUeH-
TOB MOJIOZOTO BO3PACTa BHYTPHUECPEITHHIMI KPOBOM3IHSIHHUSIM.
Jlpyrue Tunu4HbIE NPOSBICHUS BKIIOYAIOT CyAOpPOTH, porpec-
CHUPYIOIIME HEBPOJOTHYECKHE BBINAJCHNS U TOJIOBHYIO OOJIb.
BepoaTHOCTS KPOBOM3NUSHNUS 3aBUCUT OT JIOKAIU3ALUH U TIPE-
IECTBYOIINX KPOBOM3NHsiHUIT 1 cocTaBisieT 1-4% B roa. K mero-
JIaM JICYCHHUSI OTHOCSTCSI MUKPOXUPYPrHs (ITaBHBIM 00pa3oM 1pu
MTOBEPXHOCTHO PACIIONIOKCHHBIX MOPAKEHUSX), PAAUOXUPYPIUSL
W DHJO0BACKyJIsIipHasi sMOonu3alus, 4to obecrnednBaetr dddek-
THUBHOE MYJIBTUANCIHUILIMHAPHOE JiedeHue. st momHo obnute-
palIHy MocIe PafHOXHPYPTUH 4acTo TpeOyroTcs rofsl. B HeOomb-
IIOM TIPOLIEHTE CIIy4aeB IIPOUCXOIHUT CIIOHTaHHas okkiro3ust. [Ipu
cirydaitHo oOHapyxuBaeMbIx ABM HeoO0X0muMO TIIATelIbHOe
HWHIUBHIYaTbHOE PACCMOTPEHHE NTOKA3aHUH K JICUSHHIO.

AndPpepeHunanbHbIN gNarHos

Anomanuu pazeumus éen (127)

° XapakTepHas KapTHHA «TOJIOBBI MEy3bD» 03 KilyOKa U3BUTHIX
coCyzIoB

° KPOBOM3JIUSHMSA IIPU aHOMAITUAX PAa3BUTHUSI BEH MM aHOMAJIUSX
pa3Butus BeH ¢ ABM npoucxogsT o4eHb peko

Konesuv mous-moiin (122)

° XapakTepHa TUIIEPHUHTECHCUBHOCTH O0po3a Bo FLAIR-m3006pa-
KEHUSIX U JISNTOMEHUHI€AIbHOE YCUIICHHE 110C/Ie KOHTPACTH-
poBaHU

° pacmupeHHbIe nepOpPHUPYIONIE COCYAbl, HO 0e3 HIIyca nepe-
IUIETAOIIMXCS KITYCTOT KPOBOTOKA»

Jlypanvnas apmepuosenosunas pucmyna (98)

¢ TUINCPUHTEHCUBHBIC CTPYKTYPHBI, MPUIICKAIIHUEC K CTCHKE Y-
panbHOrO cunyca, npu 3D-TOF-MPA

¢ HET Kny61<a HN3BUTHIX COCy}lOB

T'emoppazuueckasn onyxonn (180)

° THIMHAYCH OPOCAIOIIUIICS B I1a3a OKPYKAIOIIHIA OTCK

¢ IIOCJIE KOHTPACTUPOBAHUSA 4aCTO BBIABIIACTCA Y3€JIKOBOE yCH-
JICHUEC

¢ MaToOJIOTUYECKHUE «IYCTOTbl KPOBOTOKa» BCTPEUYAIOTCA OYCHb
penKo

Amunouonoe kposousnusnue (178)

° n06apHa51 JIOKaJin3anuyst y MalueHTOB MMOKWJIOI0 BO3pacTa

* OOBIYHO MaCCHBHBIE KPOBOUBJIUAHUSA C OTHOCUTEIBHO He0O0JIb-
UM 00BEMHBIM BOSﬂeﬁCTBHeM

° B I'€MaTOM€ MOKET OBITh YPOBCHbB KUAOCTH

¢ HET NaTOJIOTUYCCKUX LITYCTOT KPOBOTOKa»

Tunepmenszuonnasn zemamoma (177)

° XapaKTepHBIC JIOKAIM3ALUHU: B CKOPIyIe, TaJaMyce, MOCTY
1 GEIIOM BEIIECTBE MO3KEUKa

¢ npu KTA moxer Ha6J'IIOIIaTLC§I KCHMIITOM IISITHA», O6yCJ'[OBJ'IeH'
HBIN SKCTpaBa3zalueil KOHTPACTHOTO CPEACTBA

¢ HET NaTOJIOTMYCCKUX «IIyCTOT KPOBOTOKA»

Kopmuxanvnas konmysusn (179)

° XapakTepHa OBEPXHOCTHAS JIOKA/IN3AIUs B TIEPEIHUX Oa3alib-
HBIX OTACIax JIOOHBIX ¥ BUCOYHBIX HOHeﬁ

¢ HaJU4ue€ TPaBMbI B aHAMHE3€

®oH

Lepebpanbabie ABM sIBASIOTCS peiKoi IPUYNHON HEBPOJIOTHYe-
CKUX cuMnToMoB: ycranopieHa yactora 0,02—0,05% momyssium.
ABM mpezncrapmnsier co0oii COCYAUCTYIO MalTb(OPMAaIIHIO, XapakK-
TEPH3YIOILYIOCS apTEPUOBEHO3HBIMH LITyHTAMH B CKOTIJIEHUH CITH-
paJICBUAHBIX U U3BHUTHIX COCYIOB (HHIYCaMH), COCIUHSIOIMMU
TIUTAIOIIHE APTEPUH C APEHUPYIOMINMHI BeHaMH1 03 KalMIIIIPHOTO
noka Mex 1y HuMu. ITatoreHes 10 HacCTOAIIErO BpEMEHH HEN3Be-
CTEH, M 9TH MaJIb(OPMAIINK PACCMATPHUBAIOTCS KAaK BPOXKICHHEIE.
Bce game coobmmaercst o hopmuposarnu ABM de novo, ocobento
y 'KEHIIUH MOJIOZIOTO BO3PACTa, YTO MOATBEPKAAET BOBMOXKHOCTh
HX BO3HUKHOBEHHS B paHHEeM JieTcTBe. ABM MoryT co BpemeneM
YBEIMYUBATHCS MIIM CMOPIINBATHCS; TAKKe OHU MOTYT OBITH OZI-
HHMM M3 NPOSIBJICHUH OoJiee pacrpoCTPaHEHHOTO MOPAKEHUS PH
Ppa3IMYHBIX peakux cuaapoMax. 4D-MPA ¢ BBICOKHM BpeMEHHBIM
pa3pelieHrneM MOKa3bIBAeT XOPOIIHE Pe3yNbTaThl HEMHBA3UBHON
OLIEHKU M MOXKET B KOHIIE KOHI[OB 3aMEHHUTh JUArHOCTUYECKYIO
KaTeTepHylo aHruorpadurio. Busyannzanms u KommuecTBEHHAst
OIICHKA apTEPHOBEHO3HBIX IITYHTOB MOXET OBITH BBITIOTHEHA IO~
cpelncTBoM aprepuanbHoit MPT ¢ MeueHbIMM CIMHAMU.
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PA3[IEN1 6 | MNMepBruHble MHTPaaKcUanbHble 06pa3oBaHUA

D

Puc. 1. KT-usobpaxkeHune 6e3 KoHTpacTupoBaHua (A): runepaeHCMBHbBIN oyar B NpaBoii No6HON aone (cmpesika) 6e3 06EMHOIO BO3AENCTBIA.
T2B-u306paxeHune (B) Ha CXO[HOM YpOBHE MOKa3biBaeT LIEHTPasIbHYI0 reTepPOreHHy MMnepuHTEHCUBHOCTb C TEMHOW KaliMoi Mo nepudepum
(cmpenka). CooTBeTcTBYIOLLEE T2*B-N306parkeHre (C) MOKa3biBaeT MOTEPIO CUrHasa NopaXXeHnsa (Cmpesika) 1 KapTWHY, CXOAHYIO C MOKa3aHHOM
Ha pucyHke B (cmpesika) Bo dpoHTanbHom T1B-m3o06paxeHnn (D).

C

Puic. 2. T2B-u3o6parkeHune y Apyroro naumeHTa (A) nokasblBaeT MHOXKeCTBEHHble oyary nopaxxeHusa (cmpesku). BT2B- (B) nT1s- (C) nsobpaxkeHnsax
Ha ypOBHE MOCTa BbIAIB/IAETCA [JOMONHUTENbHOE OYaroBoe nopaxeHue (cmpesku). CootBeTcTBYyMOLEE T1B-M306paKeHMe Nocsie KOHTPaCcTMPOoBa-
HUA C HacblWweHreM xupa (D) nokasbiBaeT 6pocaloLLytoca B fla3a CONMPOBOXAAIOLLYI0 aHOMANNIO Pa3BUTUA BEH (20108KU CMPEIOK).

Puc. 3. AkcranbHoe T2B-usobpaxeHvie (A)
y NauyueHTa C HeTpaBMaTUUYECKON OCTPON Lie-
pebpanbHoOi remaTomoii (cmpesika) n OoKpy-
Kaowmm otekom (eonosku cmpesnok). Coot-
BeTcTBYIOLWEee T1B-n306paxeHne 6e3 KoHTpa-
cTMpoBaHuA (B) nokasbiBaeT rmnepuHTEHCKB-
HOCTb B 30He OTeKa (20/108KU cmpesioK). ITa
HaxofKa BbI3bIBAET CUSIbHOE MOJO3PEeHNe
Ha nopnexatlyto KaBepHoMmy.
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O6bI3BECTBNIEHNA COCYANCTON CTEHKMN

BENJAMIN HUANG

Cneundunuyeckmne HaxoaKun B 1306 pakeHNAX

OOBI3BECTBIICHHS CTEHOK Hare Bcero BeisiBisttorest mpu KT 6e3
KoHTpacTupoBanus mo xony BCA (kaporuguoro cudona), mo-
3BOHOYHBIX apTEPHid, CPETHUX MO3TOBBIX apTepHii U 6a3nIsIpHOI
aptepuu. OHI BapbUPYIOT OT TOHKHX U €JIe 3aMETHBIX JI0 IVIBIO-
yaThbIX, TOJIIMHONW HECKOJIBKO MUIUIUMETPOB. Ha cpesax, nepece-
KaloIINX apTePHIO MOMNEPEeK, MypalbHOE 0OBI3BECTBICHNE HMEET
BUJI KOJIBIIA, KPUBOM JIMHUHU WM ITPHUXOB. Eciu nopaskeHHas ap-
TepHs H300pa’kaeTCs B MPOAOIBHOM CEUEHNH, OHA BBIITIAINT KaK
npepsIBHCTas TpyOKa mit uMeeT By Onsiiky. OOBI3BECTBICHUE
MOKET COIIPOBOXK/IATHCS CY’)KEHHEM IPOCBETA, WM MOCIeTHUI
He m3MeHsercsa. VX TpyaHo pacmosHath mpu oOsraHOH MPT,
HO TIpH OOIIBIIOI ToNmMHE OHKM 00pa3yroT B MP-n3o0paxeHusx
THIIOMHTEHCHBHOE KOJIBIIO BOKPYT COCY/a.

KnnHnuyeckne ceegeHuns

BHuyTpuuepenHbsle cOCyaAUCTbIe OOBI3BECTBIEHUSI BCTPEYAIOTCS
OYEHb 4aCTO U HEPEJIKO CTAHOBATCA cilydaiiHoi Haxonkoit mpu KT
TOJIOBBI, HO OY€Hb PEIKO O0OHAPYKUBAIOTCS Y JHI Mojoke 20 neT.
Hx gacrora B Bo3pacte 41-60 siet cocrasisier 50%, a B Bo3pac-
te 61-80 netr — 90%. Y Gosee MONOIBIX MAUEHTOB OHH MOTYT
YKa3bIBaTh HA METaOOIMIeCKUe 3a00TeBaHMUSL.

AnddepeHumnanbHbI gnarHos

Odvizeecmenennan anespusma (144, 192)

° TMOpPaKCHHBIH CETMEHT apTepHU PaCIINpPeH

* moarBepxkaaercs nocpeactsom KTA u MPA

° aTepPOCKIEPOTHYECKUE OOBI3BECTBICHHS MOXKHO IPUHSITH
3a Menkue aHeBpusmsbl npu KTA, Ho ux ommmuaror npu KT
C KOHTPACTHPOBAHHEM

Cumnmom n10OMHO20 COCyOa npu pannem uHpapkme
(111)

° COCyJ ClIeTKa TUTICPICHCUBHBIHN, HE 0OBI3BECTBICHHBII

° MOTYT COCYILECTBOBATh

Odvizeecmenennvie cocyoucmeole maavgopmayuu (182,

183, 193)

° IIATHUCTHIE OOBI3BECTBIIEHUS YACTO OTMEYAFOTCS IIpu KaBep-
HoMax 1 ABM

* 00bIYHO nepudepruecKas JOKaTH3aIHs

®oH

OObI3BECTBIICHHS APTEPHAIIBHOM CTEHKH, MPEAIOIOKUTEIBHO, SIB-
JISIFOTCSL PE3YJIbTaTOM Pa3BUTOrO arepockieposa. ['ucronornyeckn
OTJIOKCHUE MUHEpaJia 0OHapYKEHO ITIaBHBIM 00pa3oM B ITOpaxe-
HUSIX, COACPKAIIUX CIOM (HOPO3HON COCAMHUTEIBHOW TKAaHH,
¥ ObUIO HPEAIOJIOKEHO, YTO 3TH OTIOKEHHS 3aMEILIAI0T HAKO-
MIUBIIHECS] OCTATKH ITOTHOIINX KJIETOK M 3KCTPANeIUTIONSIPHBIE
JIMIHZBI B aTEPOCKIEPOTHYECKHX Onsikax. TsHkecTh BHyTpUUe-
PEMHOTO OOBI3BECTBIICHHUS COHHBIX ApTEPHid, MO-BUAMMOMY, KOP-
penHpyeT C aTepoCKICPOTHISCKUMI U3MEHEHHSMH TIPH KaTeTep-
HOM aHTHOTpaduu, OJHAKO He 00HAPYKEHO T0KA3aTENBCTB TOTO,
YTO BHYTPHUEPEIHBIE COCYIUCTBIE 0OBI3BECTBICHUS] MOTYT IIPO-
THO3HPOBATh BEPOSTHOCTH HHCYIIETA MM KOPPEITHPOBATH C HIM.

JIUTEPATYPA

1. de Weert TT, Cakir H, Rozie S, et al. Intracranial internal
carotid artery calcifications: association with vascular risk factors
and ischemic cerebrovascular disease. AJNR 2009;30:177-84.

2. Taoka T, lwasaki S, Nakagawa H, et al. Evaluation of arte-
riosclerotic changes in the intracranial carotid artery using the
calcium score obtained on plain cranial computed tomography
scan: correlation with angiographic changes and clinical outcome.
J Comput Assist Totnogr 2006;30:624-8.
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PA3JIEN 7 | BHyTpuuepenHble 06bI3BeCTBNEHUA

Puc. 1. AkcrnanbHoe KT-usobpakeHve 6e3
KOHTPACTUPOBaHUA Yy MauneHTa, Nnopsepriie-
rocsi HeCKOJIbKO NeT Ha3az ToTasibHOMY 061y-
YEHMIO FOIOBHOrO MO3ra. BuaHbl MHOXeCTBeH-
Hble oyary 06bI3BeCTBIIEHNA (CMpesiKu), Npeu-
MyLLECTBEHHO CyOKOPTMKaNbHbIE, Ha rpaHuLie
mMeXxay cepbiM 1 6enbiM BelectBom. ObpatuTe
BHVMaHVe Ha AUdPY3HY rMNofeHCUBHOCTL
6enoro BelecTsa (38e300uKU).

Puc. 2. AkcvnanbHoe KT-m3obpaxeHue 6e3
KOHTPACTMPOBaHUA, MONyYeHOe uepe3 He-
CKOMbKO MecsLeB MoC/e WILeMNYECKoro WH-
dapKTa rofioBHOro Mo3ra y HOBOPOXAEHHOTO:
sHuedanomanauua (38e3004ka) 1 ABYCTOPOH-
HUe 0ObI3BECTBNEHNA B 6a3aNibHbIX FaHMIMAX
(cmpesniku), a Takxke HeborbLoe cybaypanbHoe
CKOMMIEHME XNLKOCTY CrpaBa.

Puc. 4. AkcnanbHoe KT-n3obpaxeHre 6e3 KoHTpacTipoBaHuaA (A): 6onbluas runofeHcrBHas o6-
nacTb 3HUedanomanauun B nepeaHei YacTy NpaBoro rnosylwapua ronoBHOro Mosra (20/108Ku
cmpenok). BHyTpu ovara sHLedanomanaALmmn MMeIoTcA ApKne CTPYKTYpPbl, HaNmoOMUHaloLMe KOCTb
(cmpenka). CootBeTtcTBytoLlEee KT-n306paxeHune ¢ KOCTHbIMU anropuTMOM 1 OKHOM (B) nokasbi-
BaeT, YTO ApKMe CTPYKTYpPbl (CMpesika) COOTBETCTBYIOT OYeHb MIOTHOMY M3BUIMHOMNOAOGHOMY

00bI3BECTBIIEHNIO.
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Puc. 3. KT-usobpaxeHnme C KOCTHbIMK as-
rOpMTMOM M OKHOM CMYyCTA MHOFO MecALEeB
nocne XMpypruyeckom ornepaumm, OCNOX-
HMBLUENCA SKCTPaaKCManbHbIM KPOBOMU3NNA-
HUeM: paBHOMepHaa neHTa obbi3BecTBNe-
HWA, OTrPaHUYMBAlOLAsA OCTAaTKM remaToMmbl
(cmpenku) n obbizBecTBneHne TMO B mecTe
KPaHNOTOMUN (20/108KU CMPESIOK).

Puc. 5. AkcnanbHoe KT-usobpakeHve 6e3
KOHTPACTUPOBaHUA y APYroro nauueHTa: ase
MaJieHbKue rmnoaeHcunBHble 0bactn (cmpesn-
KU) B MpaBOM MOJyLUapu FOJIOBHOMO MO3ra.
OTmeyvaeTca conpoBoXaatolee ancTpodurue-
CKOe 00bI3BeCTBIIEHNME (20/108KU CMPESIOK).
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PA3JIEN 7 | BHyTpuuepenHble 06bI3BeCTBNEHUA

Puc. 1. KT-usobpaxeHvie 6e3 KOHTpacTMpoBaHuaA (A): NIOTHO 0ObI3BECTBIEHHOE MOpPaXKeHMNe
(cmpenka) B MeCTOMNONOXeHW TPOMHUYHOTO HEpPBa MefMajibHee HaMeTa Mo3XeuKa (20/108Kka
cmpenku). bonee paHHee KT-n3o6pakeHne ¢ KOCTHbIMM OKHOM 1 anroputmom (B) nokasbiBaeT
COCTOAIHVE MOCie NPaBOCTOPOHHEN PETPOCOCLIEBUAHON KPAaHNOTOMUN (207108KU CMPEIOK) —
TUMUYHBIN AOCTYN ANA MUKPOBACKYJISIPHON AEKOMMPECCcUn.

Puc. 2. AkcnanbHble 3D-T2B-n306paxeHus
C BbICOKMM pa3peLLeHnem nepes HelmpoBacky-
nAapHown onepauuen (A) n nocne Hee (B): noss-
JIEHME HOBOrO 06pa3oBaHMsA (cmpesika) pAAoM
C MO3BOHOYHOW apTepuen.

D

Puc. 3. AkcnanbHoe 3D-T2B-1306paxeHune C BbICOKMM paspelueHmnem (A) MoKasbiBaeT BOSMOMHbIN HEMPOBACKYNAPHbIA KOHGINKT MeXAy NpaBoi
3a/lHell H/XKHel MO3XeuKoBol apTepueit n komnnekcom IX-X YH Ha Bbixoge (cmpesika). Mpw nocnepytowen KT (B) BbiABNAeTCA peTpococLeBma-
HbIl NOCIeonepaLUnoHHbI fedekT (cmpesika). O6bbi3BeCTBNeHHOe 06pa3oBaHye (Cmpesika) B MPOLONTrOBaTOM Mo3re (38€3004Ka) cripaBa B MecTo-
NOMIOXKeHNN NpefonepaLnoHHOro KOHGMKTa BbiABAAETCA B APYrom akcnanbHom (C) n Bo dpoHTanbHoMm (D) KT-n3obpaxeHuax.
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Puc. 4. TllpeponepauynoHHoe aKcuanbHoe
3D-T2B-n306pakeHne C BbICOKMM paspelue-
Huem (A): komnnekc IX-X YH pacnonoxeH
B HernocpeAcTBeHHON 65M30CTM OT neBoW
NO3BOHOYHOW apTepun N 3afHen HUXHeNn
MO3XeuykoBol apTepuun. [locneonepauynoH-
Hoe 1306pakeHre, BbINOIHEHHOE MO NoBoAY
peumanBa cumnTomoB (B), noka3sbiBaeT HOBoOe
reTeporeHHoO-rMNonHTEHCMBHOe  0bpa3oBa-
Hue (cmpesika) B ToM xe mecTe. ODpoHTanbHoe
(C) n carntTanbHoe (D) nepedopmaTpoBaH-
Hble 1U306paxxeHVa NoKasblBaloT, YTO 3TO Mo-
paXkeHne MPUNEXNT K 3afHel HUKHeN MOo3-
»KeuykoBoW apTepuu (eos1o8ka cmpesnku). Moct
HOpPMasbHbIl (38€3004Ka).
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Cneuyndunyeckne HaxoaKM B N306parKeHNAX

ZORAN RUMBOLDT

TednoHoBBIE TpaHyIeMbl BRINLIAT Kak (oKanbHbIE 0OBI3BECT-
BiteHus pu KT 1 00bI19HO OBIBAaIOT THIIOMHTEHCHBHBIMHU IIPH BCEX
MPT-nocnenoBarensHOCTIX. X pazmepsl BapbUPYIOT OT He-
CKOJIBKUX MMJUIMMETPOB 10 HECKOJIBKMX CAHTUMETPOB, COOT-
BETCTBYIOMINE 00pa30BaHMs YaCTO YCHIIMBAIOTCS MOCE KOHTpa-
cTUpOBaHUs. TUNHYHOMN JIOKaTU3aLUeH SBIAETCSI MOCTOMO3KEY-
KOBBIIl yroil B MecTe IpeAUIeCTBYIOLICH HEHpOXUpyprudecKkon
orepalum COCyIucToi nexomnpeccuu. ['panyneMsl yaie BCero
BCTpEUaroTCs Mocie ONepaluy 110 IOBOAY BHYTPUUEPEITHOM He-
BpaIruy TPOMHUYHOIO HEPBA, HE MOAJAIOLICH S KOHCEPBATUBHO-
My JIEUYEHHUIO, OOBIYHO B 30HE BXO/Ia KOPEIIKa HepBa B Mpefenax
HECKOJIBKMUX MWUIMMETPOB OT CTBOJA MO3ra. DTH MOPAaXEHUs
nyudire Beero otobpaskatorest npu 3D-MPT ¢ BeIcoknM npocTpan-
CTBEHHBIM pa3peleHreM, WK B T2B-H300pakeHmsIX (Taknx Kak
CISS, DRIVE, FIESTA), unu B T1B-H300paXeHHSX C KOHTpa-
CTUPOBaHUEM — B BUJIE IIPOJOJINOBATHIX OBAJIBHBIX WU OKPYIVIBIX
TETEPOTEHHBIX CTPYKTYP, PACTIOIOKEHHBIX MEXKIY COCYIOM U He-
PBOM MJIM CTBOJIOM MO3ra.

KnnHnuyeckne ceegeHuns

MukpoBacKyIsipHask JeKOMIIPECCHS YacTO BEITIONHAETCS TIPH He-
BpaJITMU TPOMHUYHOTO HEpBa, pepakTepHOil K KOHCEPBATHBHO-
My JieucHHIO (0OJE3HEHHBIX THKAX), ¥ reMU(anaIbHbIX CIa3-
Max. OOGBIYHO MOMENIAIT KYCOK moiuTeTpadropatimieHa (ted-
JIOHA) MEXy HepBOM (MIIH MOCTOM) M KPOBEHOCHBIM COCY/IOM,
crasiuBaromyM Heps. [ToBpexaatomye 3 eKTs 3TOi onepannu
HaOIIOAI0TCS PEIKO, OHAKO OITMCAHBI CITyJaH yCHIHBAIOIIHXCS
[0CJIe KOHTPACTHUPOBAHMUS O0Opa30BaHUil, KOTOPbIE OMINOOYHO
NPUHUMAIOTCS 3a OmyXoiu. OOBIYHO MaIMeHTH 00paIiarTCs
C PEIUINBAaMU NPEKHUX CHMITOMOB, KOTOpPBIE BO3HHUKAIOT, KaK
MPaBUIIO, B TEYEHHE HECKOIBKHUX JIET U 9aCTO COMPOBOXKIAIOTCS
BHOBb IOSIBUBIINMCS OHEMEHHEM Jnna. [Ipu Xupypruueckoi
peBHU3uN 0OHApYXKUBaeTCA Te(HIOHOBAS TpaHylIeMa, HHOTA C 00-
IIMPHBIMU cparieHusIMu. ['yOKa 13 MOInBHHUIANKOros (MBaso-
HOBasi TyOKa), TAK)Ke MCIIONB30BABILASCS ISl MUKPOBACKYJISIP-
HOH JEKOMIIPECCHH, TOXKE MOXKET MPUBECTU K TPaHyIeMaTO3HON
peaknuu 1 obpasoBaHuio pyouos. Kpome Toro, onucansl ciryyan
rpaHyJeM MHOPOJHBIX Tell, HabIoaeMble ocie KpaHHOTOMUHI
C 1ypOKPaHUOIIACTUKOM.

AndPpepeHunanbHbIN gNarHos
Menunzuoma (138, 203)

° THIIMYHO 00pa3oBaHMe, IHIPOKO npuiexamee kK TMO, ¢ romo-
TEHHO yCHIIMBAIONIMIMCSI CHTHAJIOM I10CJI€ KOHTPACTHPOBAHUS

IlIsannoma (141)

* 0OBI3BECTBICHUS HAOIIONAIOTCS PEIKO

° MOXET ObITh HEOTIIMYMMOIA OT IPAHYJICMbI

* 0OBIYHO HET MHKPOBACKYIISIPHOI JICKOMIIPECCHH B aHAMHE3€

TepnoHoBasA rpaHynema

Aneepuszma (144, 192)

° HaJIMYUE KIIYCTOT KPOBOTOKA» M BACKYJSIPHOTO YCHIICHHUS TO-
cJie KOHTPaCTUPOBAHUS

° HempepsIBHOE coo0IIeHne ¢ mpocBeToM cocyaa npu 3D-MPT
C BBICOKUM pa3pelieHueM

I'panynemamosnvie 3a6onesanusn (myoepkynes,

capxoudos) (118, 160)

¢ AYypaJIbHOE U JICENITOMEHUHICAJIBHOC YTOJIIEHUE U YCUJIICHUE
CUTHAJIA PEJIKO OrPAHUIHBAIOTCS OJIHON MAIEHBKOH 061acThIo

®oH

PelyiMBbl HEBpAITHU TPOHHMYHOTO HEPBA MOCIE MUKPOBACKY-
JISIPHOM JIEKOMIPECCUH MOTYT OBITH OOYCIIOBJICHBI HEAOCTATOY-
HO#l JICKOMIIPECCHEH, CMELICHUEM MMILIAHTaTa HJIH Pa3BUTHEM
rpaHyiemMsbl. TedaoH, UCTIONB3yeMbIl TP MHUKPOBACKYJISPHON
JICKOMIIPECCHH, HEe aOCOIFOTHO MHEPTHBIN M MOXKET BBI3BATH BOC-
MaJIUTENBHYI0 THTaHTOKJICTOYHYIO PEaKIHIo (KaKk 1 BOOOIIE HHO-
pOMHBIE Telna), Korjaa KOHTakTHpyer ¢ Hamerom u(uiam) TMO
U TiomeniaeTcst moaHocThio BHyTpH L{CXK-inctepn. Hebonbioe
KPOBOM3JIMSIHUE B IPOKIIAJKY, OCTaBIICECs MOCIE ONEpalyy,
TAKKe MOJKET TPUBECTH K BOCHAIUTENILHOMN Peakiuu 1 00paso-
BAHUIO IUIOTHOH (puOpo3Hoii TKaHu. [IpH MaTtorucTonornyeckom
HCCIICIOBAHUHN OOHApY)KMBACTCsl IpaHyjeMa HHOPOIHBIX TeJ
C MHOTOSIZIEPHBIMH T'HTAaHTCKMMHM KJIETKaMH, 00TraToii KoJutareHom
THATMHU3UPOBAHHOM PyOIIOBOI TKAHBIO, 04arOBBIMU OTIIOKCHHS-
MH FeéMOCH/ICPHHA U MUKPOOOBI3BECTBICHUAMU. DTH MOPAKCHHUS
obHapy>kuBatoT noBeimeHHbi 3axBar O npu [IDT/KT (kak
[PHU UHBEKIHUSIX TOJOCOBBIX CBSI30K) H MOTYT OBITh OIIHOOYHO
MPHUHSTHI 32 3JI0KaYeCTBEHHbIC OIyX0iH. Te(IoHOBbIE rpaHyJIe-
MbI BO3HHKAIOT Y HEOOJBIIOH YaCTH MAI[MEHTOB, MOABEPTIIHXCS
MHKPOBACKYJISIPHON JICKOMIIPECCHH, U MOT'YT HCCEKaThCsl C CO-
XpaHECHHEM HEepBa U 3aMEHOM TE(IOHOBOIT IPOKIIAIKH.

JIUTEPATYPA

1. Chen J, Lee S, Lui T, et al. Teflon granuloma after micro-
vascular decompression for trigeminal neuralgia. Surg Neurol
2000;53:281-7.

2. Capelle HH, Brandis A, Tschan CA, Krauss JK. Treatment
of recurrent trigeminal neuralgia due to Teflon granuloma.
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granuloma presenting as an enlarging, gadolinium enhancing,
posterior fossa mass with progressive hearing loss following
microvascular decompression. Am J Otol 1995;16:783-6.
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Teflon granuloma in the nasopharynx: a potentially false-positive
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term outcome of microvascular decompression for trigeminal
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