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Abstract

A clinical analysis of a patient with undifferentiated granulomatous systemic vasculitis with a predominant lung lesion
and its complication in the form of chronic hypertrophic convexital pachymeningitis of fungal (candidal) etiology is
presented. A differential diagnosis with granulomatosis with polyangiitis was carried out. Modern literature data on
diagnostic criteria and methods of treatment of this rare pathology are given.
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Coxpawenusa: TBIIM — runeprpoduueckuii Oa-
3abHBIN axuMeHUHTUT; [ TIM — runeprpodudeckuii
naxuMmeHuHTHT; TMO — TBepaas Mo3roBas 000JI0UKa;
HCX — nepedpocimHAIBHAS KUAIKOCTD.

Benenue. [umeprpopudecknii MaXUMEHUHTHT
(I'TIM) — penkoe HEBPOJIOTUIECKOE PacCTPOHCTBO, KO-
TOpOE XapaKTepHU3yeTcs JIOKATbHBIM WK TG GY3HBIM
yToOJIIEeHHeM (runeprpodueii) TBepAoi MO3roBoit 000-
nmouku (TMO) 1 09aroBeIMH BOCHIUTCIBLHBIMEI H3MeE-
HEHUSMH B rojoBHoM Mosre [1, 2]. B 3aBucumoctu ot
JIOKaJTU3aI[iH TATOJIOTUIECKOTO TMPOIecca B TOJIOBHOM
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MO3re BBIICISIOT 0a3ajbHYI0 JTUOO KOHBEKCUTAIBHYIO
¢opmer ['TIM. 3aboneBanne, Kak MPaBHIIO, BCTpPEUaCT-
Cs Yy MYXXUYUH Yallle MOJIOJIOTO MJIM CPEJHEro BO3pacrTa.
Mopdonoruueckun [TIM xapakrepuzyercss mpeumy-
IICCTBCHHBIM BOCIAJICHHEM O0OJIOUEK TOJIOBHOTO MO3-
ra, 9T0 MPUBOANUT K MuGPY3HOMY WIH JOKAJTHLHOMY WX
yronmeHuto, ocobenHo TMO. TunuuabiMu MOpdoO-
nmorndeckumu Tipu3Hakamu ['TIM sBistiioTcst ¢uopos,
BocranurenbHas uHpuisTpanuss TMO numdonuramMu
T-xemmepamu (CD4+) n m1a3MaTHYeCKUMHU KJICTKaMH,
a TaKXKe THAIMHU3aIMs KoJjiareHa [3].
Brinemnstior 5 nmpuann paszsutus ['TIM [4]:
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1) nnutenbHas BHyTpUYepenHasi THIIOTeH3Hs (CTIOH-
TaHHas JUOO MOCJe YCTAaHOBKU LEepeOpanbHBIX
LIYHTOB);

2) undexmun (6one3ns Jlaitma, cudumuc, Tyoepky-
Jie3, TpUOKOBast MH(PEKIIUS, [IUCTUIICPKO3, 3JI0Ka-
YECTBEHHBIN HapyXHbIH HEKPOTUUYECKUN OTHT,
BBI3BaHHBINA Pseudomonas aeruginosa);

3) cucreMHBIE ayTOMMYHHBIE 3a0oneBaHus (TpaHy-
nemaro3 Berenepa, peBMaTOWIHBIN apTpHT, cap-
KOWZ03, ONTHKOHEHpoMuenuT, 0one3Hsb bexuera,
cunzapom lllerpena, BUCOUHBIN apTepUUT);

4) meorazun (xapumHomaro3 TMO; MeracTasbl
B KOCTH 4eperna; HeHponuM¢poma; MEHHHTHOMa).

5) unmomnarudeckas runepruazus TMO.

UckmounTenbHO peko MPUYMHON pa3BUTHS THITEp-
Tpoduueckoro 6azanpHOoro maxumenuHrura (I'BIIM)
sBisieTcst rpuOkoBast uHdeknus. B atux cnyqasx ['BIIM
Jaiie pa3BUBaeTCs Ha (OHE NMEPEHECEHHBIX pecrupa-
TOPHBIX HHPEKIHH Y TAIIHEHTOB, paHEe HMEBIINX OYary
BOCTIAJICHUS IPEUMYILECTBEHHO B OKOJIOHOCOBBIX I1a3y-
Xax, yxe Wi opoute 1160 Ha QoHE JUINTETHLHONH HMMY-
Hocynpeccuu. [1o Mepe pocta rpuObl IPOHUKAIOT Yepe3
reMarosHIeanrnaeckuii baprep, MonajaT B TOTOBHON
MO3T ITyTeM JIOKaJIbHOW nHBa3uy, paspymas TMO u BbI-
3bIBas €€ BOCIAJIEHHE, OTeK M YTONIIEHHE. XpOoHUYe-
CKHI IIpoliecc NPUBOAUT K 3HAUUTEIBHOMY YTOJIIECHHIO
TMO. I1pu 3ToM rprbkoBast HH(OEKIIHMS MOXKET BBI3bIBAThH
OCTEOMUENIUT MPHJIETA0IINX KocTell uepena ¢ hopmu-
pOBaHHEM MATKOTKaHHBIX 00pa30BaHMN BHYTpPHU uepera
WJIU CHApY’KH, PENIKO cercuc [5, 6].

[Marorene3 GopMUpOBaHUS KIMHUYECKUX MPOSIBIIC-
Huii I'BIIM BKkItOUaeT HECKOJIBKO MeXaHU3MOB. OCHOB-
HOMW U3 HUX — KOMIIPECCHUOHHBIHN, CBI3aHHBIN C yTONIIIE-
HueM TMO, 4To NPUBOIUT K CIABICHUIO MPUIIEKAIINX
K Hell 4epemHbIX HEPBOB U MO3TOBBIX COCYI0OB. MeHee
3HAYUMBIM MexaHu3MoM pasBuTus ['BIIM sBnsroTcs
TUIEPTEH3UOHHBIA CHHAPOM C HapylIeHHeM JIUKBO-
POLIUPKYJISIIMK MEXKAY OOOJIOYKAaMH TOJOBHOIO MO3ra
W pa3BUTHEM BHYTpEHHeW MO0 cooluaromeiics ru-
npouedanuu, a TakxKe 00Nl MHTOKCUKAIIMOHHBIH CHH-
npom [7].

Kmuanaeckue nposenenus ['BIIM neciennduyHb.
Hanbonee 4acTeIMU HEBPOIOTHYECKHMH CHMIITOMAMH
SIBJISIFOTCS TOJIOBHAS! 00J1b, TOPAKEHUE YEPEITHBIX HEPBOB
(kaKk TpaBUIIO, MIPOXOIAIINX YEepEe3 BEPXHIOIO TNa3HUY-
HYIO LIeJb), HeMPoO(TaIbMOIOTHUECKUE PacCTPOHCTBA
C HapymIeHHEeM 3PEHHUS W OTEKOM IFCKa 3PUTEITHHOTO
HEepBa, Mape3bl KOHEYHOCTEH, MO3KEUKOBBIE Hapylle-
HUS, IPOCTHIE U CIIOKHBIE (POKAIbHBIE MOTOPHBIE TIPH-
najgku, nuxopaaka u np. Juarnos ['TIM noareepkaaroT
yrommenne TMO wnu oOHapykKeHHe MATKOTKaHHOTO
00BeMHOT0 00pa3oBaHus (HampuMmep, B 00JIACTH KaBep-
HO3HOTO cHHYyca) npu Herposmsyammsanuu (KT, MPT)
TOJIOBHOTO MO3r'a, a TakKe pe3yibTarel ouorncun [1-9].
Jleuenne I'BI1 10/mKHO OBITH KOMIUIEKCHBIM: 3THOTPOII-
HBIM (aHTHOAKTEepUaNbHAsl, MO TOKa3aHUAM AaHTUMH-
KOTHYECKasl Tepammus); MaTOTeHETHYeCKUM (TITIOKOKOP-
TUKOCTEPOUIBI) U CHUMIITOMATHUYECKUM (AHAJIBICTHKH,
CeaTUBHBIE WM TPOTUBOCYIOPOKHBIE TIPEMIapaThl).

Knunuueckoe nabniooenue. Ilanuent 3., 72 rona, ume-
€T BEICIIEEe O0pa3oBaHME, MEHCHOHEP (paHee paboTan
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JTUPEKTOPOM CEPBUCHOTO IIEHTpPA), OOpaTUIICS B STHBape
2020 r. ¢ xamobaMu Ha HapyIICHUE KOOPIWHAIINH JIBH-
KCHUH, pedr, 3peHUs] NPU TIOBBIIICHUU TEeMIepaTyphl
tena cBbime 37 °C, HeOBKOCTh B IPaBOH HOTe, (OKaAIIb-
HBbIE MOTOPHBIE SMMIETHYECKHe NpucTymbl. C meTcTBa
4acTo CTpajal pecrupaTtopHbIMU 3a0oneBaHusIMH. bo-
neH ¢ 2015 . (¢ 66 neT), Korma 0e3 BUIUMOMN TPUIHHBI
nosiBuiIack cyohedpunsHas temneparypa. O0cienoBan
amOymatopHo. IIpoBenena KT nerkux u cpenocreHns —
B S3 BepxHEW JONMM MPaBOro JIETKOTo CyOILIeBpalbHO
OTIPENIEISUTNCH JIBa KPYITHOY3JIOBBIX OOpa30BaHMs C YeT-
KHMH HENPABHIILHO OKPYIJIBIMH HapYXHBIMH KOHTYpa-
MU; MEHBIIINNA U3 HUX C YYaCTKOM Pacraja ¥ BUANMBIM
MIPOCBETOM JAPEHUPYIOIIEr0 OpOHXa; clieBa B 3aJHEM
CETMEHTE BEpXHEH J0JIM OTMEYEH €IUHUYHBIA MEJIKUI
KaJbLMHAT; CIIpaBa B S2 ouarosasi TeHb, CBA3aHHAs C CO-
CYIHCTBIM ITyIKOM; Tpaxesi 6e3 0COOCHHOCTEH; cep/le,
KpYITHBIE COCyAbI cpenocTeHus oobrunble. Jlumparuye-
CKH€ Y37Ibl CPEIOCTeHHS HE yBENUYEHBI. 3aKIIOUEHUE:
KT-kaptuHa WHQUIBTPATUBHO-IECTPYKTUBHOTO TIPO-
1ecca B 000MX JIETKHX.

[TaruenT OBUT HampaBlieH Ha TOCIUTAIH3AIMIO
B MUHCKHI TOPOACKON KIMHUYECKUH OHKOJIOTMYECKUI
mucnadcep. Tam Obula mpoBeaeHa OMOIICHSI JIETOYHON
TKaHHU, Pe3yNbTaTbl TUCTOJOTHYECKOTO HWCCIIEAOBAHUS:
(parMeHTHI JIETOYHOW TKaHU C HaJM4ueM rpyodoro ¢u-
Opo3a ¢ BKIIIOUEHHUEM OYaroB HEKpPO3a; B APYTUX y4acT-
Kax JIETOYHOW TKaHM Hecleuu(pHUecKoe BsUIOTEKYLIee
BOCHaJIeHue ¢ MuKpoabcueaupoBanneM. [locrasneH
IuarHo3: « MHOXeCcTBEHHbIE a0CIIeCChl PaBOTo JIETKOTO
HESICHOM 3THOJIOTUM.

Jns manpHeiimero oOciiefoBaHUs HampasieH B Pe-
CIyOMUKAaHCKUH HAyYHO-TIPAKTHYECKHUN IIEHTP MyITbMO-
HoJoruu ¥ Gruzuarpu. [lpoBesena MUHNA-TOPAKOTOMUS
CIpaBa, BBITIOJHEHA pe3ekius S3 crpaBa. Pe3ymbrarsl
Ouoncuu: B JIETOYHOM TKaHW OOIIMPHBIE OdYaru Kase-
03HOTO HEKpO3a C HarHOCHHEM M (POPMHUPOBAHUEM IIO-
JocTeit; TpyOslii nepudoxansHbil GUOpPO3 ¢ BOCTIAIH-
TeNbHON WHOWIbTpaliedl U IpaHyISIIHOHHON TKaHBIO,
abcreccamu, TpaHyleMaMH ¢ HEKPO30M U MHUKpoadciie-
JTUPOBAaHUEM, THTAHTCKUMH MHOTOSIZICPHBIMU KIIETKAMHU
tuna [IuporoBa—Jlanrxanca, oyaru THOMHON MHEBMO-
HUU ¢ aOCIeAnpOBaHUEM U KapHU(DHUKAIMCH; THCTOJIO-
rHyYecKasi KapTHHA — B MOJIB3Y IITyOOKOTO IMTHEBMOMHMKO-
3a, TUCTOIUTa3Mo3a Jerkoro. Ha done mpoBoauBmerocs
JedeHus (B TOM YHCIe Ha3HaueHHs OONBIIMX 03 TIIIO-
KOKOPTHKOCTEPOHUIOB) COCTOSIHHE TMAaIlMeHTa YXyIIIn-
JIOCh: HApYUIWINCH MOXOJKAa, peub, 3peHre. OcMOTpeH
HEBPOJIOTOM, NPOBEICHBI ABAXKIB! JTIOMOATBHBIC MTyHK-
mui. B mepBoM wucciienoBaHuM 1epeOpOCTIMHANbHAS
xkuakocth (L{CXK): 6emok 0,8 1/11, Tiroko3a 3,0 MMOJIB/ 11,
1uTo3 63 x 10° (mumdormts 76%, HerTpodumsr 20%,
Makpodaru 4%); npu nmorropuom ananuze L{CXK: 6emox
1,1 t/71, roroko3a 3,0 Mmmous/i, 1uto3 28 x 108 (mumdo-
uuThl 23%, Herrpoduiel 3%, makpodaru 2%). MPT ro-
JoBHOTO Mo3ra: MP-kapTruHa nmopakeHus BEIIecTBa ro-
JIOBHOTO MO3Ta (¢ HaJu4reM aOCIECCOB B 3aTHUIOYHBIX
JOTISIX € JABYX CTOpOH), yroimeHue TMO Ha KoHBEKce
(puc. 1).

JmarHoctupoBaH MEHWHTO3HIE()ATUT HEyTOYHEH-
HoOW H»THONOrMU (IAuddepeHIUpoBaTh ¢ CUCTEMHBIM
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BacKyiuToM). [ myOokuii Muko3 serkux? CocTosiHuE 1o-
CJIe ONepaTUBHOIO JiedeHHus (pe3ekuust S3 crpana).

Jna nanpHeiero JedeHus HarpaBlieH B peBMa-
TOJIOTUYECKOE OTHeNIeHHe, rae Ha (OHE Ha3HAYCHHs
ITIOKOKOPTUKOCTEPOHIOB OTMEYaIach IMOJOXKUTEIbHAs
IuHaMHuKa. Bein mocraBneH amarHos: «l'panynemaros
C TIOJIMAHTUHUTOM (TpaHyieMaro3 Berenepa) ¢ mopaxe-
nueM HHC u nerxux. [lomocTpelil BTOpUYHBIA MEHUH-
rosHuedanmut. [IpaBoCTOpPOHHSST TEMHUAHOICHUS, YyMe-
PEHHBIE KOOPIMHATOPHBIE HapylieHus. OcIoKHEHHbIH
3aCTOMHBIN IUCK 3pPUTEIBHOIO HEPBA, PA3BUTASI CTAIHSD).

Habmonancs amOynatopao peBmaronorom, B 2016—
2017 Tr. exxeMecsyHO moiy4dan nukiohpochaH BHY-
TpuBeHHO. IIpum 3TOM OTMedanoch NEepPHOIUYECKOe
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YXyALIEHHE COCTOSHHS, B CBA3M C YeM Ha3HA4aJICs
METHJINPETHU30JIOH TI0 CXEME IyJbC-TEpaluy B J03€
1 T/Kr Macchl Tena, IMOCIIe Yero COCTOSHIE YITydIIaioch.
B 2017 r. npu ouepennom npoenenun MPT ronosHo-
r0 MO3Ta BBIBIEHBI MPU3HAKU TPOMOO3a MOMIEPEIHOTO
U CUTMOBUIHOTO CHHYCOB, KOTOpbIE KIMHUYECKH HE
nposBisTuch. C 2018 . MOCTOSHHO MPUHUMAT MEIIPOI
(8-16 wmr/cyt) m azarmompuH. COCTOSHHE MalueHTa
OBUIO KOMIIGHCHpPOBaHHBIM, CTa0WIBHBIM. B siHBape
2020 r. BrIepBBIe BO3HUKIH (POKATHHBIE MOTOPHBIE TIPU-
MaJK{ U HEJIOBKOCTH B MPaBON HOTe, U MAlEHT BIep-
BbI€ 00paTUiICA K HEBPOJIOTY.

IIpu ocMoTpe cocCTOSIHHE  YIOBIETBOPHUTEIb-
Hoe, oO0bruHOro mnuraHus. CoMaTWyecKuid CTaTyc
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Puc. 1. MPT ronosnoro mo3ra nanuenra (2015 r.): A — odaroBble U3MEHEHUs B IApEHXUME 3aThUIOYHBIX JOJIEH ¢ IBYX CTOpPOH; b —

yrommenne TMO Ha kOHBEeKce

Fig. 1. Brain MRI of the patient (2015 year): A — focal changes in the parenchyma of the occipital lobes on both sides; B — thickening

of the DM on the convex
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KOMITEHCUpPOBaH. Hegponozuyeckuii cmamyc: MEHHH-
TMajJbHBIX 3HAKOB HET, CO3HAHUE HE HAPYIIEHO, SIBHBIX
KOTHUTHBHBIX HapyIIeHUH He BBIABIEHO. 3padku D=S,
peaknus Ha cBeT coxpaHeHa. Hucrarma, rmazonsura-
TEJBHBIX HAapyLIEHWH HeT. SI3bIK IO CpelHel JIMHUU.
HéOnas 3anaBecka noasrxHa npu ¢ponamu. Cria B Ko-
HEYHOCTSIX JocrarodHas. [nyOokue peduiekchl ¢ pyk
1 HOT, BIcOkHe D=S. ToHyC B KOHEUHOCTSAX HE U3MEHEH.
CumnTom BaOuHCKOrO MONOXKUTENBHBIN cripaBa. Koop-
JIUHATOPHBIE TPOOBI BBHIMONHSET YAOBIECTBOPUTEIBHO.
[lepensuraercs camocrosrenbHo. B mpobe Pombepra
ycroifunB. DyHKIMS TA30BBIX OPraHOB HE HapyIICHA.
[Ipoananu3upoBaHbl pe3ynbTaTbl paHee MPOBENEHHBIX
nmabopartopHbeix uccienoanuit (2015-2017 rr.). O0mui
aHanmu3 KpoBu: JewkonuTsl 13,30 x 10°, COD 25 mm/4.
Mapxkeps! anTudoChoaUImHIHOTO cHHApoMa: [gM Kk kap-
muomununy 1,2 GPI, IgG k xapauonununy 2,5 GPI;
IgM B, x Tmukonporenny Het; [gG B, K MUKONIPOTEUHY
6,3 U/ml (Hopma). Mapkepbl ayTOMMYHHBIX 3a00JieBa-
HUH: aHTUHYKJIeapHble aHTuTena TaTp < 31 (THUTp HOp-
Ma < 40), nurornia3MaTHYeCKie aHTHUHEHTPO(QUILHBIC
aaTutena tatp 32,2 (mopma < 20). Y3U mmTOBUAHOIM
xenesbl (2015 r.): mesas gomst 10 x 11 x 35 mmM, mpa-
Bas fmonsa 11 x 11 x 34 MM, 3XOCTpyKTypa HEOJHOPOI-
Has. Y3 opraHoB OprOIIHOM MOIOCTH: KUCTA B MPaBOit
novke, reManruoma mnedeHn. Y3U cepauma: pacmmpe-
HHE BOCXOMAIIETO OTJeNIa a0PTHI, aTEPOCKIIEPO3 aOPTHI
U CTBOPOK AOPTaJbHOTO KJIATaHA, aTepOCKIIEPOTHYE-
CKH€ M3MEHEHHUsI KOPOHAPHBIX apTepui, YMEPEHHO BbI-
pakeHHBI Kapaunockiepo3. CokparuTenbHas CIoco0-
HOCTb Cep/ilia yIoBIeTBopuTenbHas. Opakius BeIOpoca
73%. MPT ronoBnoro mo3ra (2020 1.): oTpunareiabHast
TMHAMHMKA B BUJE YMEPEHHOTO YBEIMYEHHS pa3MepoB
paHee BBISBIAEMBIX 30H THMIIEPUHTEHCUBHOIO CHUTHAJA
B pexnmax T2W u FLAIR, macc-addekr B TeMeHHBIX
W 3aTBUIOYHBIX AOJIAX OOOUX MONyIIApuil, YTONIEHHE
TMO na xonBekce. [locie BHYTpHBEHHOTO KOHTPAaCTH-
poBaHMs coxpaHseTcsl Oonee BhIpaXeHHOE (10 CpaBHe-
HUU C MPEIBITYIIUMH HCCIEOBAHNIMHI) HEOTHOPOAHOE
HaKOIJICHHE KOHTPACTHOTO BEIIECTBA B 00JIACTH 3aIHUX
OTJIEJIOB TEMEHHBIX M 3aTBIJIOYHBIX A0NeH (puc. 2).

Ocmotp o¢ransmonora (2016 1.): mpaBocTOpOH-
HAg remua”orncus, masnoe aHo: OU JI3H runepemu-
POBaHBl, TPAHHULBI Pa3MBITHl, APTEPUH CYKECHBI, BEHBI
pacuupeHsl. 3aKIIOUeHUE: OCIOKHCHHBIM 3aCTOWHBIN
IMCK 3pUTEIHHOrO HEpBa C NMPABOCTOPOHHEH remMua-
HOTICHEH, KOHTYpPBHI UYETKHE, apTepuu CKIEpO3UPOBa-
HBI, BEHBI HEPaBHOMEPHOTO KajauOpa, n3BUThL. OcMOTp
otopunonapunronora (2017 r.): XxpOHUYECKHIA ABYCTO-
POHHUI BEpPXHEUETIOCTHON cHHYcHUT Oe3 KpoBOTede-
HHUW ¥ HEKPOTUYECKUX U3MEHEHHM CIM3UCTOU MMOJIOCTH
HOCa.

C menplo yTOYHEHHs Xapakrepa Ipoliecca B 000-
JI0YKax TOJOBHOTO Mo3ra manueHTy B Mapre 2020 .
mposenena Oworicus TMO. 3axmouenue mopdosora:
(parMeHTHl MeNKocoCyaucTol (huOpO3HOH TKaHU ¢ Ha-
JUYAEM MHOXKECTBEHHBIX 3aMypOBAHHBIX B THAJIMHO3
04YaroB IpaHyJIEMaTO3HOIO BOCHAJEHUS CO CKOIUICHHUS-
MH B LIEHTPE JICHKOIIUTOB M MAJOYKOBUIHBIX U OKPYT-
JIBIX MUKPOOPTaHU3MOB (110 Tuny rpuboB Candida n nx
CIOp); B BOCIIAJUTEIHLHOM HHPHIBTPATE IPUCYTCTBYIOT
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s03uHOPUIBI. Mopdonoruueckasi KapTHHA B IOJB3Y
rpUOKOBOTO MOPAKEHUSI.

Hawmu nocraenen nuarnos: «Hemnuddepenmposan-
HBI TPaHYJIEMaTO3HbI CUCTEMHBIH BACKYJIHUT C IMPEH-
MYIIECTBEHHBIM TOpakeHHueM Jierkux. OcIoKHEHHe:
XPOHUYECKHH THUIEPTPOPUUECKHN KOHBEKCUTAIHHBIN
MaXUMEHUHTUT TPUOKOBOM (KaHIWIO3HOI) 3THOIOTHH.
I'mmepTeH3nOHHBIN CHHIPOM, YaCTHYHAs TeMHUAHOTICHS
cnpaBa, penkue (oKalbHblE MOTOpHBIE TPHUIAIKWY.
[To pexomennmaruu WHGEKIUOHUCTA ObLIa YMEHBIIICHA
no3a Menpoia (8 Mr B CyTKH), IPOBENCH IITUTEIBHBIN
KypC aHTUMHUKOTHYeCKOH Tepanuu. [Ipu karamHecTHUe-
CKOM HaOJIOeHUH B TedyeHue 1,5 roma oTMedeHo, 4To
yAy4IIniach KOOPAWHANWS JBIKCHHH, HEIOBKOCTh
B MpaBOi HOTE HE OECIOKOWT, OJTHAKO MEPHOIUYECKUE
MIOBTOPSFOTCSL MOTOPHBIE (POKATHHBIC TIPUTIAIKH.

OO0cy:xnenue. Y manyeHTa, paHee 9acto O0JIEBIIETO
pecrupaTopHBIMH  3a00JIEBaHUSMHU, MOIOCTPO Pa3BH-
Jlach KJIIMHUYECKast KApTHHA CUCTEMHOTO TpaHylIeMaTo3-
HOTO BAaCKYJIHTa C IMPEHMYIIECTBEHHBIM MOpaKEHUEM
nerkux. JnuTenpHOe Ha3zHaYeHHE MMYHOCYIIPECCOPOB
(TITFOKOKOPTUKOCTEPOUIOB M IUTOCTATHKOB) IPHBEIO
K BPEMCHHOH cTabunmusamuu cocTosaus. OgHaKo, Kak
MBI CUHTAEM, dTa Tepamus CIPOBOIMPOBaa Pa3BUTHE
XPOHHUYECKOTO PEIHINBUPYIONIETO KOHBEKCHTAJIHLHOIO
I'TIM rpubkoBoii (kaHIMI03HOM) dTHONOTHH. [IpK STOM
MMEHHO TONHMYECKOW JIOKAJIM3alnel MaToJIornYecKo-
TO TIpoIlecca B TEMEHHBIX M 3aThUTOYHBIX JOJSIX 000X
nonmymapuit u yrommeaueM TMO MOXHO OOBSICHUTH
UMEIONIYIOCS y TMalieHTa HEeBPOJIOTHYECKYI0 CHMIITO-
MaTuKy. JlnarHo3 B JaHHOM ciiyyae TOATBEPXKJIEH He
tonbko aHaau3oM L{CXK (kieTodaHo-0emkoBast AUCCOIHA-
IIUS ¢ TpeodiiafanneM JUMQOIIMTOB) U MOBTOpHOIT MPT
TOJIOBHOTO MO3Ta, HO M pe3ynbraramu Ouorncuu TMO.
[locneanee MO3BOJMIO PEKOMEHIOBATH 3THOTPOIHYIO
TEpaIIo.

JlanHbIe KIMHUYECKHX M J1aOOPaTOPHBIX HCCIIEAO-
BaHWH, TEYCHUE U TUHAMHKA 3a00JeBaHMs Y TalUEeHTa
MIO3BOJIMJIM UCKIIIOUUTH cpeau npuuuH I'TIM rpymnmy
HEOIUTACTHYECKUX MPOIECCOB, BHYTPUUCPEITHYIO THUIIO-
TEH3UIO U OaKTepuanbHyro nHpeKuo. Ha mepBbix aTa-
nax 3a0oneBaHus ObLIO 3aMOI03PEHO OIHO U3 AyTOMM-
MYHHBIX 3a00JICBaHHUI COeNMUHUTEIRHOU TKaHU. Cpemau
MHOXECTBa KIMHUYECKUX (DOPM CHUCTEMHBIX BACKYIIH-
TOB HaMOOJIBIIYIO CJIOXKHOCTh MpeacTaBuia quddhepeH-
[MabHAS JUATHOCTHKA C TPAHYJIEMAaTO30M C ITOJIMAHTH-
uToM (TpaHyrneMaro3 Berenepa) — amarfos, KOTOPBIi
OBLI TIOCTABJICH MAIlMEHTY paHee M C KOTOPHIM OH Ha-
Omronascs B TEUSHHE CBBIIIIE ITATH JIET. Y MOJaBISIONIET0
OOJBIIMHCTBA TAIIMEHTOB Pa3BUBACTCS HEKPOTHU3IUPYIO-
IIee TpPaHyJIeMaTO3HOE BOCIAJICHNE BEPXHUX JbIXaTelb-
HBIX IyTel (SI3BEHHO-HEKPOTUYECKUH PHHUT, HOCOBBIE
KPOBOTEUEHHS W3 3PO3HPOBAHHBIX COCYIOB, arpodus
CIIM3UCTBIX O0OJIOYEK, BOBIICUCHUE Tpaxed W TOPTaHU
¢ ¢popMHEpOBaHHEM TIOACKIAJJOYHOMN TPaHyIEMBI, 3PO3H
xpsma cnuHkd Hoca). Ilopaxkenune nerkux (B 50-70%
CIIy4aeB) XapaKTepu3yeTcs HEKPOTHU3HUPYIOUIUM TpaHy-
JIEMaTO3HBIM BOCIIAJIEHUEM, KOTOPOE MPU PEHTICHOIpa-
(udeckoM MCCIeJOBAaHUH OTIPEIENIIETCS] B BUJIE y3JIOB
Wi WHQWIBTPATOB, CKIOHHBIX K pacnany u Qopmu-
poBanuto nonocred. IlopakeHune mouek oTMedaeTcs
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y 80% mnarueHnToB, Jaiie B opMe rioMepyinoHedpuTa,
c OBICTPBIM Pa3BUTHEM IOYEYHOH HEIOCTaTOYHOCTH.
Jpyrue opraHsl U CHCTEMBI BOBJIEKAIOTCS 3HAYUTEIHHO
pexe, npu 3toM nopaxenue [{HC cuurtaerca Hexapak-
TepHBIM TIpu3HaKoM 3abomneBanus [10]. JuarHoctuue-
ckoe 3HaueHue umeeT Boicoku TUTp C-ANCA B cbIBO-
POTKE KPOBH U PE3yNbTaThl OMOIICHH, IIOATBEPKIAI0IINe
rpaHyJleMaTO3HOE BOCHAJICHUE MOPAXEHHBIX TKaHEH.
VY Halero manueHTa KIMHAYECKH He ObUIO CHMIITOMOB
MOPaKeHMS JIOP-OPraHoB M MOYeK. TUIHYHBIE MPHU3HA-
KA — TIOJIOKUTEJbHBIA TECT Ha aHTHHEHTPOQHUILHBIE
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[UTOIIA3MAaTHYECKUE aHTHUTENA U Pe3yNbTaThl OHOTICUU
JEeTKMX — B JAaHHOM ciydae ObLIM XapaKTepHBI IS
ANCA-acconnupoBaHHBIX BaCKyJIHUTOB, a HE IJIA I'pa-
HyJIEeMaTo3a C MoJHaHruuToM. KilmHu4Yeckne npu3HaKH,
naboparopHbIe JaHHBIC ¥ PE3YJBTaThl OMOTICHHU Y Hallle-
IO MaIMeHTa He COOTBETCTBYIOT HU OJHOW U3 U3BECTHBIX
KIMHAYEeCKHUX (POPM rpaHyIIeMaTo3HOro (HEKPOTHIECKO-
ro) Backyiuta. [1o 9Toi npu4rHEe B Ka4eCTBE OCHOBHO-
ro jauarHo3a o0OosHaueH «HemuddepeHupoBanHbIi
IpaHyJIeMaTO3HbIH CHCTEMHBIN BAaCKYJIHUT C IPEUMYILe-
CTBEHHBIM TTOPaKEHUEM JICTKHIX.

Puc. 2. MPT ronosnoro mosra nanueHta (2020 r.): oTpuiiatenpHas AMHAMKUKA B BUJIC YMEPEHHOTO YBEIMUCHHS Pa3MEPOB PAHEE BhISIB-
JSIEMBIX 30H 'MIIEpHHTEHCHBHOTO B peskuMax T2W u FLAIR curnana, Macc-3¢¢GeKT B TEMEHHBIX U 3aThUIOYHBIX JOJISIX 0OOMX MOIY-
mapuii (A, b, B); yrommenne TMO Ha xonsekce (B, I)

Fig. 2. MRI of the brain of the patient (2020 year): negative dynamics in the form of a moderate increase in the size of previously
detected areas of hyperintense signal in the T2ZW and FLAIR modes, a mass effect in the parietal and occipital lobes of both hemispheres
(A, B, B); thickening of the dura on the convex (B, I')

59



POCCUNCKI/A HEBPOMIOTYECKIM XKYPHAN, Ne 3, 2023
DOI 10.30629/2658-7947-2023-28-3-55-60

WNCCNEAOBAHNA N KNIMHUYECKE HABITIOAEHWA

WuTepec naHHOTO KIMHUYECKOTO ciydas o0yclIoB-
JIeH pa3BUTHEM OCIOXHEHUS B (HOpME XPOHHUYECKOTO
PELUIMBHUPYIOMIETO THUNEPTPOPHUUECKOTO  KOHBEKCH-
TaJbHOTO NMAXMMEHUHTUTAa T'PUOKOBOM (KaHIUIO3HOI)
3THOJIOTHH.

Kongaukr unTepecoB. ABTOPHI 3asBISAIOT 00 OT-
CYTCTBHHU KOH(IMKTA HHTEPECOB.

dunaHcupoBaHue. VccnenoBanre BBIOIHEHO 0e3
(hMHAHCOBOM MOIICPKKY.
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