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boJiesnb 11apKkuHCOHA M HaAMONATHYECKAS
CTPHATONAINAOAEHTATHAS KAJIbIM(PUKALMS

T.b. 3azopoeckaa, C.H. Harapuowkun,

B.B. bprwxoe, C.JI. Tumepbaesa

Kanbunourkauns 6asanbHbIX raHIIMEB BCTPEYAETCS NPUMEPHO B 1% Cry4aeB OT 4Mcna BCeX TOMOorpadurieckmx uccnenosa-
HWIA TOSIOBHOIO MO3ra 1 MOXET paccMaTpmBaThbCs Kak ClydaHas HaxoaKa Yy il CPeaHEero 1 noxXxmnoro Bo3pacTta. B kavecTtse
CaMOCTOSITENIbHOW HO30/10rM4eCckor GopMbl M3BECTHA navonaTnyeckas ctpyuaTtonamingoaeHTatHas Kanbumdukaums, nim
cuHapom (6onesHb) dapa — pegkoe HacNeACcTBEHHOE UM cnopaguyeckoe 3aboneBaHne, KOTOPOE NPOSIBASETCA aKCTpanu-
pamMnaHOM CUMNTOMATUKOW B CO4ETAHUM C KOTHUTUBHBIMU 1 NOBEAEHYECKMUM HapyLleHamu. Kanbuyesble MUHepanm3athbl
B 6a3asibHbIX FaHINSAX, OTHETINBO BbISIBASIOLMNECS HA KOMMbIOTEPHBLIX TOMOrpamMmMax, MOryT HabnioaaTbCs Takke nNpu pas-
JIMYHBIX HENpOJereHepaTuBHbIX 3aboneBaHNsx. B cTtaTtbe npuBoauTcs cnyyar codetaHust 6onesHu MNapkMHcoHa n pacnpo-
CTpaHEeHHOI KanbundurKaumm noaKOPKOBbIX CTPYKTYP, LUNLLIKOBUOHON Xenes3bl 1 3ybyaTtbix aaep Modxedka. OTCyTCTBME 9H-
DOKPVIHHbBIX HAPYLUEHWNA 1 MHPEKLMOHHO-TOKCUYECKMX BO3AENCTBUIM MO3BONUA0 PACCMaTPMBaTh MNOMYYEHHbBIE MPU HENPOBN-
3yanusaumm gaHHble KaK Cly4qanHylo HaxoaKy, B TO BpeMs Kak B nosb3y 601e3Hu MNapknHcoHa CBUAETENIbCTBOBAIO COHETaHNe
TUMUYHbIX ABUraTESbHbIX M HEABUIATEbHbBIX CUMMTOMOB, HAJIMYME M'MMEeP3X0reHHOCTM YePHOM CyOCTaHLMN, a TakxkXe peakums

Ha Ha3Ha4YeHne NPpoTUBONAPKMHCOHNYECKUNX CPEOCTB.

KnioueBble cnoga: kanbundurkaumsa 6asanbHbIx raHrnes, 6onesHb MNapkuHcoHa, cuHapom Papa.

duranonormyeckas UHTPakpaHuanbHas Kanbuydukaumus —
yacTo HabniogaemMoe paamonoraMu U XOpoLwo OMMCaHHOoEe B
nocnegHne OecaTuneTus COCTOsSIHME, KOTOPOe CBSI3aHO CO
ctapeHvem [19]. OHo npoTekaeT 6ECCMMMNTOMHO 1 BbISIBASIET-
€Sl Cny4ainHo npw Heiposuayanuaauum [3]. Kanbumesblie 0Tno-
XEHWSI MOTYT JIOKanM30BaThes B 06nacT 6asasbHbIX raHmm-
€B, LUMLIKOBWIOHON Xenesbl, cepna, HaMeTa, XOprovaanbHbIX
cnneTeHnii n B Mo3xeuyke. Pusmonorvyeckas kansumdukaums
uepebpanbHbIX CTPYKTYP KIIMHUYECKM HE3HAYMMA.

Kanbundrkaums 6asanbHbiX raHrmMeB BCTPEYAETCS npu-
MepHO B 1% cnyyaeB OT ymcna BCeX TOMOrpapuyeckmx uc-
CNepgoBaHU rONIOBHOMO MO3ra U MOXET COYeTaTbCs C Kaslb-
uMHaTamm B 3yGyaTom sigpe mo3axeuka [10, 12, 24]. Hanbonee
4acTo OHa HabNoAAETCS Y WL, CPeAHEro 1 NoXMIoro Bo3pacTta
1 06bIYHO paccMaTpPUBAETCS Kak ciyyaiHas Haxoaka. OgHako
y nauneHToB monoxe 30 net nogo6HbIE MUHEPaibHbIE OT/O-
XEHWst MOTYT ObITb CBS3aHbLI C ONpeaeNneHHbIMU MeTabonnye-
CKMMU HapyLUEHUSIMW, HAacneACTBEHHbIMY 3aboneBaHns My 1
NHbEKUmMaIMN.

lMnep-, rMnNo- 1 NCeBOOrMnonapaTpPeonan3m SBASIOTCS
Hanbonee 3HaYMbIMW NMPUYUHAMU NATONOMMYECKON KanbLim-
duvikaumy H6a3anbHbIX raHmues. KnvHWYeckn Kpome TeTaHum
N CyOopor 3T COCTOSHWS COMPOBOXAAIOTCH PE3UCTEHTHBIM
K NeBOoAone napkMHCOHM3MOM ¥ AemeHumenn [21]. UHdek-
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LMK, Takre Kak TOKCOMna3mo3, KpacHyxa, LMTOMEranoBupyc,
unctmuepkos, CIAL, xapakTepusyloTcs acUMMETPUYHOMN
WNHTPaKpaHWansHoOM kanbumdukauven. HacnencTBeHHble U
HelipodereHepaTuBHble 3ab0NeBaHns, Takue Kak CUHAPOM
KokkeitHa, Ty6epo3Hblii cknepos, cuHapom dapa, CvHAPOM
JayHa n ap., MoryT o0ycnoBiMBaTb CUMMETPUYHYIO [ABYCTO-
POHHIOK Kanbundukaumio 6asanbHblX raHrmMeB, KOTopas He
cBsi3aHa ¢ MeTaboIMYeCKMUMM PacCTPOMCTBAMM (HOPMasbHbIN
YPOBEHb KanbLMs B KPOBU W Ap.). Ha npakTvke OTnoXeHue
Kanbums B 6a3anbHbIX raHrIMSX NoYTY BCEraa accoummpyeTcs
¢ cuHapoMoM (6one3Hbro) Papa. OaHaKko “UCTUHHBIE” Cryyam
3TOro 3a6051eBaHNSA YPE3BbIYAHO peakn — meHee 1 crnyyas Ha
1000000. 3aboneBaHne GbiBaeT HacNeACTBEHHbIM U criopa-
[OMNYECKUM U Yalle BCTPEYAETCs Cpem My>XUMH (COOTHOLLEHNE
MYXUUHBI : XEHLWWHBI 2 1 1) [23].

Bnepable kanbupdukaumus 6azanbHbIX raHrmMeB Oblia onuv-
caHa HeMeLkuM Heposnorom K.T. @apom B 1930 1. B 60nbLUMH-
cTBe c/yyaeB 3abosneBaHve MaHudecTupyeT Ha 4-M OecsTu-
NETUN XU3HU, XOTS KanbuuPukaums MoxXeT ObiTb BbiSBIEHa
paHee, B Bo3pacTe 15-20 net. 3abonesaHne NposiBNSETCS B
BMOE MPOrpeccupylowero 3aKCTpanupaMmaHoro CUHOPOMA,
BKJIIO4AS MAPKUHCOHU3M, XOPelo, TPEMOP, AUCTOHMIO, aTeTo3
1 opodapuHreanbHylo AMckMHesuio. Mo3aHee pa3BuBaOTCS
MO3XE4KoBas aTakCusl, paCCTPOMCTBA Peyn, AeMeHLMUS, Y-
HOCTHbIE M MOBefeHYeckne pacctpomncTsa. lepsbiMu cumn-
TOMamy 4acto GbIBAIOT HEMOBOPOTAMBOCTb, YTOMSEMOCTb,
HeyCToMYMBas NOXoaka, 3aMefieHHas Uan PacTaHyTas peub,
ancdarus, Henpou3BOJbHbIE ABVXKEHUS UM MbILLEYHbBIE KpaM-
ny. YacTo BO3HMKAIOT CYAOPOXHbIE NPUNALKM; MOXET UMETb
MECTO HeflepXaHume Moy [23].

HacnepctBeHHble cnydan kanbuydukaumy 6asanbHbiX
raHrm1eB MMEKDT ayTOCOMHO-LOMWHAHTHBLIA TUN nepenayn,
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BCTPEYAIOTCSH M ayTOCOMHO-PELLECCMBHbIE Cryyaun, a Takxke
cnyyan 6e3 sBHOro cemeiHoro aHamHesa [11, 20]. MepBbiii
rEHETMYECKNIA NIOKYC HACNELCTBEHHbIX Cly4aeB Obln KapTu-
poBaH Ha xpoMocome 14¢13, BTopoii — Ha xpomocome 2937 1
TpeTuin — B XpOMOCOMHoin obnactn 8g21.1-q11.23 [6, 9, 27].
[ns nocnegHero M3 ykasaHHbIX JIOKYCOB MAEHTUDULMPOBaH
MYTaHTHbIV FeH: oH kogumpyeT lll Tun HaTpuiidasmcumoro oc-
dartHoro TpaHcnopTepa 2 (SLC20A2) [29].

[wnarHoctuyeckune kputepumn cuHapoma dapa nocTosHHO
MOAMDULMPOBANNCH M B HACTOSILLIEE BPEMSI CHOPMYNPOBAHSI
cnepyowwmmM obpasom [8, 17, 18]:

e Ha/MuMe OBYCTOPOHHEN Kanbundukaumy 6asanbHbix aaep,
BbISIB/ISEMON NPU TOMOrpadum, KOTopas MOXeT CO4eTaTbCs
C KanbumnduKaumen opyrmx permoHoB;

NPOrPeCCUPYIOLLNA HEBPOJIOTMYECKNA CUHOPOM, [NaBHbLIM
00pa3oM B BUE PACCTPONCTB ABUXEHWIA, COYETatOLLMIACS C
HEeMponCMXMaTPUHECKNMM HapyLUeHUsIMN i aebioTupyto-
LUWIA C HWX, TUMUYHOE HAYano — Ha 4-M OeCaTUneTun Xn3Hu
(xoTs1 pexe 3aboneBaHNe MOXET Pa3BMBaTLCS M B AETCKOM
BO3pacTe);

OTCYTCTBME OMOXMMMUYECKUX HAPYLIEHU U COMATUHECKMX
CYMMTOMOB, XapakTepHbIX A1 SHOAOKPUHHBIX, MUTOXOHAPK-
anbHbIX, METAOONMYECKMX W OPYrMX CUCTEMHbIX 3aboneBa-
HWIA;

OTCYTCTBUE NHDEKLMOHHBIX, TOKCUHECKMX M TPaBMATUHECKUX
BO34EeNCTBUIN B aHAMHe3e;

CeMeNHbIN aHaMHe3 C ayTOCOMHO-A0MVIHAHTHBIM (Halue BCe-
ro) TUNOM HacnegoBaHus.

Kanbumdrkauya 6a3anbHbiX raHmMeB kak HenpoBuaya-
JIN3AUMOHHBIV HEHOMEH 4aCTO BCTPEYaAETCs Npu Hempogere-
HepaTuBHbIX 3aboneBaHusix: 6one3Hn MapkuHcoHa, 6onesHn
AnbureriMepa, MyJbTUCUCTEMHOM aTpodun 1 NPorpeccupyio-
LLEM HaabSAEPHOM Napanuye [25].

MaToMopdonornyeckme M3MeHeHusl, Habnagaembsle Npu
kanbuydukaumm 6asanbHbIX FaHMMEB, Y B3POCHLIX U AETEN
CXOfHbl. Ha MOonekynsipHom ypoBHe Kanbuudukaums pas-
BMBAETCH B COCYAMCTON CTEHKE U B MEPUBACKYNSIPHOM MPO-
CTPaHCTBE M NOCTEMNEHHO PACMPOCTPAHSAETCS HA OKpYXatoLLme
CTPYKTYpbl. Bcnencteue HapylleHust TpaHcnopTa xenesa u
MHAYKUMM CBOBOAHOPAANKANbHBIX OKUCAUTENbHLIX MPOLLEC-
COB BO3HMKAET BTOPWYHOE MOBPEXAEHME MO3rOBOW TKaHW,
4TO 3aMblKaeT OnpeaeneHHbln “nopoYyHbI Kpyr”. Bokpyr odya-
ra HakanameatTCcs MyKononmcaxapuapsl U CXO4HbIe BELLEeCTBa,
nporpeccupylowas  MuHepanu3aums 6asanbHblX  FaHrmmneB
NPUBOAMT K CAABEHUIO COCYAMCTOr0 MPOCBETA, UHULMMPYS
NOCNeayIoLMiA LMK NaToNorM4ecknx CoObITUIA — CHUXEHME
KPOBEHAMONIHEHUS, NMOBPEXAEHNE TKaHU 1 OaNbHEWLy0 Mu-
Hepanusaumnio. MNpy 3neKTPOHHOM MUKPOCKOMUW BbISBASIETCS
CBA3b Mexay chepuyecknuMmn 1 remmchepruyecknMmn TenbLa-
MU, CHOPMUPOBAHHBIMY B aABEHTULMN COCYA0B, 1 OKPYXalo-
LMW FAManbHbIMU KNeTKamu, B TO BPEMS Kak MHTMMA 4acTo
0OCTaeTCs COXpaHHOM. B cocTtaB MnHepannsaToB BXOOSaT $Hoc-
dat 1 kapboHaT KanbLus, rMOKOHATbI, MyKOMonaMcaxapuibl 1

MeTanbl, BKIOYas Xeneso, Mefb, MarHui, UMHK, antoMUHUR,
cepebpo, kobansT [4, 5, 14].

Kanbunin — OCHOBHOI KOMMOHEHT MaTONOrMYeCcKnx OT/0-
XEHWI B Ga3anbHbIX FaHIMMSX, YETKO BU3Yann3npyeMbIX npu
pagMonornyecknx nccnefoBaHusx. Cumtaercs, 4To KanbLm-
duikaums aBnseTcs ckopee Mapkepom 3abonesaHus, a He nep-
BUYHOW NMPUYUHON KIIMHUYECKMX CUMMTOMOB. Takum 06pasom,
B HacTosiLLee Bpems camu rno cebe OTNoXeHus kanbuus B H6a-
3a/bHbIX FAHIMSX HE PACCMAaTPUBAIOTCS B KayecTBe cneumdu-
4eCKOro, HO30/IOrMYECKM onpeaensowero npusHaka [3, 13].

MPUBOAMM KNMHUYECKMIA Ciyyaii coyeTaHns 6onesnu Map-
KMHCOHA 1 MaMONaTUYeCKO CTPMATONANIMAO0AEHTATHOM Kaslb-
undukaummn.

MauueHT E., 51 roa, nocTynun B KNIMHKKY C Xanobamu Ha
OLLYLLEHNE BHYTPEHHEN OPOXM, 3aMensIeHHOCTb OBMXEHWN,
CKOBAHHOCTb, 60JIbLUE B NIEBbIX KOHEYHOCTSX, APOXAHME NEBOW
PYKU B NOKOE MPY BOJIHEHUW, U3MEHEHME NOXOAKM (OTCTaeT e-
Bas Hora npu xoabbe), CHUXEHHbI POH HACTPOEHMS.

N3 aHamHe3a n3BecTHo, 4To B 2010 . NOABMANCH CKOBAH-
HOCTb ABUXXEHWIA, HENIOBKOCTb M APOXaHWE B NEBOW pyke, 605n
B JIEBOM MJ1E4EBOM CyCTaBe, NaLUMEeHT NIe4nscsa no nosoay ap-
TPO3a NeBOro NnevyeBoro cyctasa. [1ocTeneHHo npucoeanHn-
JICb TPYAHOCTU Npu xoasbe (oTcTaBaHWe neBoW HOru), cTan
Me[IEHHEE BbINOMHATb NPYBbIYHBIE AEWCTBMS, OKONO roAa Ha-
3af NosIBMNACh CKOBAHHOCTb B NPaBoi pyke. Ha npoTsxeHun
5 net 6eCNOKOST CHUXEHHbIV DOH HACTPOEHNS, SMOLMOHANb-
Has nabunbHOCTb. 0 Ha3Ha4YeHMI0 NeuxMaTpa NPUHMMaN aMu-
TPUNTUAKH (75 Mr/CYT B TEYEHME rofa), 3aTeM TPa3o4oH (L03y
He NMoMHMT). B TeueHne nocnegHero roga npuHMMaeT kapba-
mazenuH 200 Mr yTpoMm; €O CI0B 6OSILHOT0, NPUEM YKa3aHHbIX
npenapaToB “CHYUMAET BHYTPEHHIO APOXb”.

HeBponorom Bnepeble 0CMOTPeH B Aekabpe 2013 . npu
npodOCMOTPE M HanpPaBfiEH B HEBPOJIOrMYECKOE OTAENEHNE,
rfie Haxo4MIICS Ha CTALMOHAPHOM NIeYeHN C ANArHO30M: AnC-
LUMPKYNATOpHas aHuedanonatus, HempoaereHepatuBHoe 3a-
6oneBaHme LEeHTPanbHOM HEPBHOW CUCTEMBI (“NApKMHCOHN3M
nmoc”). Monyyan amaHTagmHa cynbdart BHyTPMBEHHO Kanesb-
HO C NONOXUTENbHLIM 3DPEKTOM, HelpomeTabonnyeckyio Te-
panuio, BasibAOKCaH.

CemeliHbii aHaMmHe3: TPeMop pyK, corbeHHas nosa u Mu-
Kpobasus oTMeyaloTcs y MaTtepu, y 6pata (co cnoB 60/1bHOM0)
MMEET MECTO “HENOBKOCTb B pykax”.

Hesponoru4eckuii cTatyc: B CO3HaHWUMN, KOHTAKTEH, Opu-
EeHTVMPOBaH B MeCTe 1 BpeMeHU. MeHMHreanbHbIX 3HaKOB HET.
3paykun paBHble, ABVXEHUS Ma3HbIX S610K B MOHOM 006beMe,
€[IMHNYHbIE HACTArMOVAHbIE TONYKU B KpaHNX GOKOBLIX OTBE-
[eHnsix. FTMnoMUMmns, acCUMMETPUS IasHbIX Lene n Hocoryb-
HbIX CKNlafok. [MoTaHve, poHaumsa cCoxpaHHbl. Pedb Tnxas, Mo-
HOTOHHAs. F3bIK NPW BbIBEAEHWM 13 MONOCTU pPTa NO CPeaHen
nuHuK. MNape3oB HeT. OTMEYaeTCs BbIPAXEHHOE MOBbLILLEHNE
MBILLIEYHOrO TOHYCA MO MNACTUYECKOMY TNy C GEHOMEHOM
“3y64aToro koneca” B IEBbIX KOHEYHOCTSAX, MEHEee 3HA4YUTENb-
HOEe MOBbILLEHME TOHyca cnpaBa. CyxoxXunbHble pednekch
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Puc. 1. KT ronosHoro mosra. MuHepanuaauys B nogKopKOBbIX
CTPYKTYpax, 3puTeNbHbIX Byrpax, 3ybuyatbix sapax MO3Xeyka,
LUMLLIKOBWOHONM Xenese u B YepHow cybctaHuun. Ctpenkamu
yKasaHbl 30Hbl MOBbILLIEHHbIX 3HA4YEHWUI MIOTHOCTW, COOTBET-
CTBYIOLLYIE KanbLHATAM.

T2-FLAIR

Puc. 2. MPT ronosHoro mo3ra (3 Tn) B CTaHAAPTHbBIX PEXUMaXx
VCCNEe0BaHMs HAa YPOBHE MO3Xeuka (BEPXHUI PSA,) 1 MOAKOP-
KOBbIX CTPRYKTYP (HVXXHWUIA psg). MuHepanusaums B NOAKOPKO-
BbIX CTPYKTYpax, 3puTeNbHbIX Byrpax v 3ybyaTbix sapax Mo3-
Xeuka. 34ech 1 Ha puc. 3: cTpesikamm ykadaHbl CUMMETPUYHbIE
30Hbl C UBMEHEHHOW MHTEHCMBHOCTBIO MP-curHana.

XUBbIE, B pyKax C akL,EHTOM CneBa, B Horax — 6e3 oT4eTnvnBoi
acuMMeTpuu. MNaTonornyeckrx 3HakoB He BbISBNEHO. B nokoe
Tpemopa HeT, MeJiKnii NOCTypasbHbI Tpemop 06enx pyk, npu
[OBVXKEHUSIX — NIErKWIA TPEMOP NEBON PykM y Lenn. AmHamumye-
Ckue Npobbl BbINOMHAET NEBBIMU KOHEYHOCTSIMU C TMMOKUHE-
31eil 1 NOCTENEHHbIM YMEHbLUEHNEM aMMaNTyabl ABUXEHUIA.
Mpwn xoapbe — axenpoknHe3 cnesa, crnpasBa CoapYyXeCTBEHHbIe
LBUXeEHNS 00efHeHb!, akMHe3Us MNae4eBoro nosica, oTcrasa-
HVe NeBoW HorKn, TeMn xoAbbbl HECKOsIbKO 3amepnneH. Koop-
OMHATOPHbIE MPOGLI BLIMOHSET YO0BAETBOPUTENLHO. B npobe
Pombepra yctoinume, npoba TeBeHapa oTpuuaTtenbHas. Yys-
CTBUTEJIbHBIX HapyLUeHWn HeT. Ta3oBble QYHKLMN HapyLUEHbI
YMEPEHHO (OTMEYaEeTCs HUKTYPWS, MMMNEPATUBHBIE MO3bIBbI).
KOrHWUTVBHbBIX HAPYLLUEHWIA HET, YTHETEHHBI GOH HACTPOEHMS.

O06Lumii aHaIn3 KpOBU Y MOYU, CTaHAAPTHbIV BUOXUMUYe-
CKuVi aHam3 KpoBU: OTKNOHEHWUIA NOKa3aTesien OT HOPMasbHbIX
3HAYeHWIN He BbISBNEHO. Llepynonna3muH CbiIBOPOTKM KPOBU
23,7 mr/pn (Hopma 20-60 mr/on), meab CbiBOPOTKM KPOBM
15 MKMonb/n (Hopma 12-24 mkmonb/n).

[Npwv TpaHcKpaHnaabHOM COHOrpagum BuIBIEH YTk de-
HOMEH INepaxoreHHOCTY YePHOI CyOCTaHLMN CPEAHETO MO3-
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ra: B IeBOV HOXKe MO3ra nnoLlafb rMnepaxoreHHoro curHana
cocTasuna 0,27 cm?, B npasoit — 0,25 cm? (B HopMme He 6onee
0,20 cm?).

UccnenoBaHne @yHKUMM 0OOHSIHUSI C  UCMOJIb30BaHU-
em Sniffin’ Sticks-Tecta: nopor 2,5 6anna, naeHTUPUKaLms
10 6annoB, AuckpumrHaums 8 6anno., obLLMIA NHOEKC 0OOHSI-
Hus 20,5 6anna. 3aknioueHue: runocmust (no Hummel T. et al.).

LiBeToBble 3pUTEIbHBIE BbI3BAHHbIE NOTEHLMA LI PN CTU-
MYSISILMM [a3a — Ha KaXablil BUA, NaTTepHa BblaeSieHbl OCHOB-
Hble N1KK; nateHTHocTn nukos P100 - B npegenax Bapuaumm
HOpMbI, aMnInTyabl ko P100 cHuXeHbl, 0COBEHHO Ha CHHe-
YEpHbIA NaTTEPH.

KoHcynbTaums ncvxmwarpa: YMEPEHHO BblpaXeHHoe [e-
NPECCMBHOE PaCCTPONCTBO.

KomnibtotepHass Tomorpagusi (KT) ronoBHoro moasra.
B 060ux nonywapusix 601bLLOro Mo3ra B NOAKOPKOBbIX CTPYK-
Typax (XBocTaTble S4pa, HAPYXHbIE M BHYTPEHHUE KanCynbl,
JIEHTUKYNSIPHBIE A4pa), B 3pUTENbHLIX Byrpax, B ryboKux oT-
Zenax 6enoro BellecTBa NO6GHbLIX [ONEN, B HOXKax Mo3ra, B
npoekLmn 3ybuaTbix SAep MO3XKeUKa, a TakKe B LUMLIKOBUAHOM
Xenese BbIBASIOTCS 30HbI BBICOKMX 3HAYEHWI MAOTHOCTU (B0
500 en. HU — nnoTHOCTb Kanbumst). 3aknioyeHre;: pacnpoctpa-
HEHHble KaNbLUMHaTbl B CYD- 1 CynpaTeHTOPUabHbIX CTPYKTY-
pax rosioBHOro moara (puc. 1).

MarnntHo-pe3oHaHcHasi Tomorpagusi (MPT) ronosHoro
moa3ra (3 Tn). B o6oux nonywapusax 601bWOro Moara, B nof-
KOPKOBbIX CTPYKTYpax (XBOCTaTblE AAPA, NEHTUKYNSIPHBIE SAPA,
3puUTenbHble Oyrpbl), HOXKaxX MO3ra, 3y0yaTbiX gapax MO3Xeu-
Ka, LUMLWIKOBUOHOM >Xenese OnpeaensioTcs CUMMETPUYHbIE
30Hbl MOHWXKEHHOW MHTEHCMBHOCTU MP-curHana B pexumax
T2, T2-FLAIR, C1MnbHO NOHWXEHHOW — B pexume SWI (B pekoH-
CTPYKUMSIX MO MarHUTyae U MUHUMANbHON MHTEHCUBHOCTK),
cnabo NoBbILEHHON — B pexxuMe T1 (C HeGoNbLIMMYK yHacTka-
MM FTMNOVMHTEHCMBHOCTU B LIEHTPE). 3ak/toveHne: naHHble MPT
COOTBETCTBYIOT U3MEHEHWSIM B 060MX nonyLiapmsix 60NbLLOro
MO3ra 1 MO3Xeuka, BEepOSITHEE BCEro, MeTabosIM4eckoro reHe-
3a (puc. 2-4).

B CBfI3M C BbISIBNEHHBIMM KanbLMHATaMN B BELLECTBE rO-
JIOBHOTrO MO3ra NpoBeieHbl CrneaytoLwye 4ONONHUTENbHbIE UC-
CNnefoBaHNS KabLMEBON (U CBA3AHHON C HEW SHOOKPUHHON)
CUCTEMBI.

Kanbumii B CbIBOPOTKE KpoBW 2,5 MMONb/N  (HopMma
2,0-2,7 MMOnb/N), NOHN3MPOBAHHbLIN Kanbuuii 1,15 Mmonb/n
(Hopma 1,16-1,32 mmonb/n).

YnbTpa3ssykoBoe nccnenoBanue (Y3U) wmtoBuaHow v na-
PaLUNTOBUAHON Xene3: 0bLWMin 00beM LUMTOBMOHOW Xenesbl
12,5 cm®. MaTonornyeckmx o6pasoBaHmii He BbigBNEeHO. Mapa-
LLMTOBMAHBIE Xene3bl He SIoLUMpoBaHbl. PervioHapHblie numao-
y3J1bl N OKPYXaloLwye TKaHW He M3MEHEHbI.

WcecnenoBaHme ropMoHaIbHOIo npoguss.: TUPEOTPONHbINA
ropmoH 2,7 MKME/mn (Hopma), T, cBoGoaHbIA 16 NMOnb/N
(Hopma), aHTMTena K TUPEOWOHON nepokcuaase MeHee
10 E4/mn (Hopma), napatnpeonaHblii ropMoH 59 nr/mn (Hop-
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ma 16-46 nr/mn), TeCToCcTepoH 14 HMoNb/N (HopMa), KOPTM30N
561 HMonb/N (Hopma).

Takum 06pa3oMm, KnMHUYeckas kapTviHa y naumeHTa npes-
cTaBneHa: 1) aBuratesbHbIMW HapyLeHNs MK B BUOE CUHAPOMA
NapKMHCOHM3Ma C 6pafuKUHE3VEN 1 NOBBILLIEHNEM MbILLIEYHO-
ro TOHyca Mo nnacTu4eckoMy Tuny, 6onblie B NeBbIX KOHeY-
HOCT$IX, KOTOPLIV B Te4eHMe 4 NeT NoCTeneHHO HapacTaeT 6e3
NepuoaoB yayulleHus; 2) HedBUraTeNbHbIMU HapyLIeHUs-
MW — BEreTaTMBHbIMU (FMNEPaKTUBHbLIA MOYEBON Ny3blpb, Ta-
XUKapAms), CEHCOPHbIMU (HapyLLeHUst 0BOHSIHWS 1 LIBETOBOMO
3peHust), oenpeccueit. YkazaHHas KOMOUHaUMS OBUraTesbHbIX
W HeBUraTesbHbIX CUMNTOMOB TUNWYHA Ans 60ne3Hu MapkuH-
coHa [1]. 3aboneBaHve nebioTrpoBano B Bo3pacTe 47 net c
CMMMTOMATVKU B NIEBbIX KOHEYHOCTSIX, M Takas aCUMMEeTpus ¢
nocneayioLLleli reHepanusauyeinn Takxe xapakrepHa ans 6o-
nesHu MNapkrHcoHa. B aHamMHese y naupeHTa OTCYTCTBYIOT yKa-
3aHMS Ha HapyLLEHME MO3roBOro KpoBoOobOpalLEeHWs, TpaBma-
TUYECKME WK TOKCMYECKME BO3AEVCTBUS, BOCMANUTENbHBIE,
WHDEKLMOHHbIE 3a60N1EBAHNS LLEHTPANbHON HEPBHOW CUCTEMBI
1 T.4. KnuHuyeckn B HacTosiLee BPEMS CUHOPOM MAapKUHCO-
HM3Ma He COMPOBOXAAETCS HAAbAAEPHBIM NapaNMyoM B30pa,
MO3XEYKOBOW CUMMTOMATUKOW, TSXKENbIM BOBJEYEHVWEM Be-
reTaTMBHON HEPBHOW CUCTEMbI, AEMEHUMEN, OKYIO0rMPHLIMU
Kpr3amn. BaxHbIM C KAMHWYECKOW TOYKM 3PEHUST SBASETCS
0BOHapyxXeHve y NauneHTa xapakTepHOro HeMpoBK3yanu3aLm-
OHHOro Mapkepa 605e3Hu MapkUHCOHa — rMNEPaX0reHHOCTM
YepHO cybCcTaHLMK, YTO OTpaxaeT U3ObITOYHOE HAKOMIeHNe
Xenesa B 310l 0651aCTM rONIOBHOr0 Mo3ra [2, 28].

B cooTtBeTCTBMM C OBLLENPUHATHIMU ANATHOCTUHECKUMU
KPUTEPUSIMU NALLMEHTY BbICTABNEH AMArHo3: 60ne3Hb MapkuH-
COHa, aKUHeTMKO-purngHas dopma, Il ctagna no GyHKUmo-
HanbHOM Wkane XeH-Apa. MNonoxutensHas peakumsi Ha NPOBO-
OMMYIO NPOTMBOMAPKMHCOHMYECKYID Tepanuio (NpamMmnekcon,
aMaHTafmHa cynbdaT) CBMAETENbCTBYET O NPABUABHOCTA OC-
HOBHOrO IMarHo3sa.

Hanuuve oyaroB MuHepanusauum B NOOKOPKOBbLIX CTPYK-
Typax 1 3ybyatbix sapax Mo3xedka no gaHHbIM MPT u KT ro-
JIOBHOrO MO3ra 3actaBwino npoBecTu AnddepeHumanbHyio
IVarHoCTUKy ¢ cuHapomom (6onesHbto) Papa. MonyyeHHble
JaHHble Y3U WwuToBMAOHOM 1 NapalmTOBUAHbIX XeNnes, ropmMo-
HaNbHbI NPOdWb (Aaxe NPY HAMYUM HECKOIbKO MOBBbILLEH-
HOro nokasaTesisi NapaTMpPeonaHOro roOpMoHa) U HopMasibHble
nokasaTenu KanbLMeBoro oomMeHa No3BoNMAN UCKIOYNTL SH-
OOKPUHHBIE MPUYUHBI UHTPaKpaHUaNbHOW KanbLnbukaumm.
Cpepfn akcTpanupamuaHbIx NposiBneHuii npy cuHapome dapa
NapKUHCOHU3M, MO AAHHbIM Pa3HblX aBTOPOB, BCTPEYAETCS C
yactotor oT 10 mo 57% [15, 16]. OpgHako, kak npaewio, Ta-
KON NapKMHCOHW3M MSIOXO0 KOMMEHCUPYETCS NPUEMOM NEBO-
[0nacoaepXalluyx npenapartos, a KIMHWUYECKW Y MaumMeHToB
Ha NepBbIA NAaH BbICTYNAIOT NOCTYpanbHble HapyLleHns [26].
Bcé aTo noaTBepxaaeT otcyTcTBME cuHapoma dapa B npea-
CTaB/IEHHOM Cly4ae 1 NO3BOASET KBANMOULUMPOBATb BbISBIEH-
Hbl€ KaNlbLMHAThl Kak CONYTCTBYIOLLYIO CITyHaiHy0 NaToNormio.

X e -

SWI (Mag) SWI (MIP)

~

7\

Puc. 3. MPT ronosHoro moara (3 Tn) B pexxume SWI B pa3Hbix
PEKOHCTPYKUMSX (MO MarHWUTyAe, no ¢ase 1 No MYHUMabHO
WHTEHCMBHOCTM) HA YPOBHE MO3Xeuka (BEpXHWUI psig) U noa-
KOPKOBbIX CTPYKTYP (HUXHWIA psig). MuHepannsaums B noaKop-
KOBbIX CTPYKTYpax, 3puUTeNibHbIX Byrpax, 3ybyaTtbix sapax Mo3-
XeuKa U LWMLLKOBUOHOW Xenese.

w

SWI (MIP)

T2-FLAIR

Puc. 4. MPT ronosHoro mosra (3 Tn) B pexume SWI (Bepx-
HWI PSA) B pa3HbIX PEKOHCTPYKLMSAX (MO MarHnTyae, no ¢ase
N N0 MUHUMAILHON MHTEHCUBHOCTW) U B CTAHAAPTHBIX PEXM-
Max uccnefoBaHus (HUXHUA psa). MuHepanusaums B HepHOi
cybcTaHumm y nauyeHTa ¢ 6onesHbio MapkrHcoHa. Ctpenkamu
yKasaHbl 30HbI C UBMEHEHHON MHTEHCMBHOCTbLIO MP-curHana ot
YepHOW CyOCTaHLMN, HE BU3Yyann3mpyemMble B pexumax T2-BU,
T2-FLAIRn T1-BW.

B aToin cBsidan LienecoobpasHo OTMETUTb, YTO KanbLUmduka-
ums 6asanbHbIX FAHIMEB He SIBNSIETCS SKCKIO3UBHOW HAxX04-
KO Npun HenpoaereHepaTnBHbIX 3a001EBaHNSIX 1 Yalle BCETO
BCTpeYaeTcs MMeHHO npu 6one3Hn MapkuHcoHa [25].

Ecnu Hannumne uepebpanbHbix kanbumHatoB Ha KT B 3TOM
cnyyae ObiNo BMosHE O4YeBMAHbIM, TO AaHHble MPT okasa-
NCb H6onee CNOXHLIMU AJ1S MHTEPMNPETALMM, XOTS B KOHEYHOM
cyete n 6onee MHGOPMATUBHBIMK. NS OLEHKM XapakTepa
MUHEPaNM3aTOB B 6a3abHbIX FAHMIMSAX, MO3XEUKE N YEPHON
cybcTaHumm naumeHTy 6bina npoBeaeHa MPT Ha BbICOKOMOSb-
Hom 3T-annapate B pexume SWI ¢ npUMeHEHNEM PasanyHbIX
PEKOHCTPYKLUMIA MO MarHuTyae, dase, MUHUMANIbHON WMHTEH-
CVBHOCTY (3TOT PEXMM HELOCTYMEH NPY NCCNEL0BaHNMN HA TO-
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Hogble KHUrK n3gatenveren "ATMmocderPn”

TepMHHOMONM M KIAHHHUHYECKHX HCCnieaoBanun: CnoBapb TEPMHHOB
H coKpaweHu. ABTopbl Menuxos O.I'., Pyoaxkos A.I'.

B cnoBape npuBefeHbl OCHOBHblE MeXAyHaponHble TepMuHbl (0Kono 1000 eanHuL) M cokpalle-
Hua (600 eguHuUL), BCTpeyaolmecs B MaTepuanax KIMHUYECKUX UCCNER0BAHUIA IEKAPCTBEHHbIX
CPeACTB, AaH WX NepPeBof U, rae HeoOX0ANMO, MOSICHEHUS.

OnucaHne npoBeAeHHbIX KIMHUYECKUX UCCNEL0BAHUN U X pe3yNbTaTbl ABNATCA CYLEeCTBEHHOW
YacTblo JOKYMeHTaLMK, KoTopas nepepaetca B MMHMCTEpCTBO 3paBooxpaHeHus Poccuiickon Pe-
Lepauun B COCTaBe pPerncrpaumoHHOro focbe — 3asfBKU Ha perncrpaumio N1eKapCTBEHHOrO Cpepa-
cTBa. Hactosiwee n3gaHve cTaBUT CBOEN LeNIbl0 CMOCOOCTBOBATL NPaBUALHOMY NEpPeBoAy U Han-
Nexaliemy TOJIKOBaHMIO Hanbosee pacnpoCcTpaHeHHbIX TEPMUHOB U onpeaesieHunin. 136 c.

[1s nepeBo0yuK08 00KyMeHmMayuu KAUHUYECKUX UCCIe00BaHUL, cneyuanucmos 8 061acmu KAUHUYECKUX UCCIed0BaHuUl,
spayeli-uccnedosamesnedl, cneyuaaucmos 8 06J1acmu pe2ucmpayuu 1eKapcmeaeHHbIx cpedcms, 8cex spadeli, UHmepecyio-
WUXCA KIUHUYECKUMU UCCIe00B8aHUAMU.
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