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Pesome
[Ipenmer, Tema, nenb pabOTHI: OHUM M3 HAHOOJIEE YaCTO BCTPEIAEMbIX IIPUOHHBIX 3a00IeBaHUN YeI0BEKa SIBIACTCS OOJIE3Hb
Kpeitrudenbara — SIkoba. CormacHo JaHHBIM JIUTEPATYPbl, pacpocTpaHéHHOCTh 0ose3nu Kpeiiriidensara — Slkoba B Mmupe
cocrasisier 1-2 ciyyast Ha | MIJIJIMOH HaceJIeHHs1, OJJHAKO, HHTEPEC K 9TOMY 3a00JIeBaHHIO HEYKIOHHO pacTeT. D(P(heKTHBHOTO
nedeHnst 6one3nu Kpetugdensara — SIkob6a Ha ceTOmHANIHUN AeHb HE cymecTByeT. Lleib paboThI-0CBETHTh KIIMHUKO-THArHO-
CTUYECKHE KPUTEPUH 3TOTO PEAKOTO IIPHOHHOTO 3a00JICBaHMS 1Tl TIOBBILIICHHS OCBEIOMIICHHOCTHU Bpadei, PAaHHETO BBISIBICHMS,
TIOMCKAa HOBBIX METOAOB JJUAIrHOCTUKU, BAPUAHTOB l'[pO(bI/IJ'IaKTI/IKI/I " JICYCHHUSA JaHHOT'O 3a00J1€BaHMs.
MeTo/1 Wi METOJIONIOTYS IPOBEICHHS PAOOTHI: JIMTEPaTyPHbIH 0030 KIIMHUKO-IMarHOCTHYECKUX KpuTepres Oose3nu Kpeiri-
(enpara-Skoda, BKIIO4Yas 3apyOeKHbIC HICTOYHUKY U KIIMHUYECKUE peKOMEH A, B craTbe npezcTaniieH pazoop coOCTBEHHOTO
KITMTHUYECKOTO HaOIIoIeHnst manuenTa ¢ 6omnesnbio Kpeiitidensara — Skoba ¢ XxapakTepHBIM CHMITTOMOKOMITIEKCOM, HHTEpIIpe-
tanueil pesynbraroB oocnenoBanust (MPT, 93I') u 060cHOBaHHEM IMArHO3A.
Pesynbrarst paboTbl: CrcTemMaTn3anust KITIMHUKO-IMarHOCTHYEeCKUX KpuTtepues Ooneznu Kpelitudenbara — fkoda ¢ ananranmei
K IPIMEHEHHUIO B PYTHHHON KJIMHUYECKON MPAKTHKE.
OOnacTh MPUMEHEHNUS PE3YABTATOB: KIMHUYECKAs PAKTHKA Bpada-HEBPOJIOTa, ICHXUATpa, TepareBTa, PeaHnMaTosora, Bpada
(YHKIHOHAIBHOI AMArHOCTUKH ¥ Bpada-peHTTEHOJIOTa.
BbIBOJIBI: IPHOHHBIE SHIIE(DATIONATHN BBUY X PEKON BCTPEYaeMOCTH U HEIOCTATOYHOM OCBEIOMIICHHOCTH Bpadeil 4acTo CKpbI-
BAIOTCS TTOJI MACKOM Pas3iIMYHBIX HEHpOAEreHEepaTHBHBIX, COCYIUCTBIX, ayTOMMMYHHBIX, MH()EKIIMOHHBIX U TICUXHYECKUX
3abomeBanmii. CBOeBpeMeHHas BepuduKaIs ruarsosa oonesnu Kpetitdensara-Axoda mo3BoseT HCKIIOYUTh TOTSHITHAIBHO
Kypa6enLHLIe HeﬁpOﬂeFeHepaTHBHBIe 3a6OHeBaHI/I$I, ONpECACTINTD TAKTUKY BEACHHUA MAIMCHTA U IIPOTrHO3. B HACTOAIICC BPEMA
pa3paboTaHbl JUarHOCTUYECKUE KPUTEPHH, TTO3BOJISIIOIIHE PEIONOKUTD qUarHo3 oonesnu Kpeirudensara-Skoda y nanuenra
¢ OBICTpOIIPOrpecCHpPYIOIIEH JEMEHINEH, OTMPasCh HA KIIMHNYECKYIO KapTHHY, 1anHble MPT n 30T, 6e3 ncronp30BaHus PEIKiX
crenu(puIecKuX METOAOB TUArHOCTUKHU. B MaHHOH cTaThe MpeacTaBIeHO ONMHUCAaHNE COOCTBEHHOTO HAOMIONCHUS MTAIEHTA C
BeposITHOH Ooe3nbio Kpeiiridenbara — Skooa.
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Abstract

Subject, theme, purpose of the work: one of the most common prion diseases in humans is Creutzfeldt-Jakob disease (CJD).
According to the literature, the prevalence of Creutzfeldt-Jakob disease in the world is 1-2 cases per 1 million population,
however, interest in this disease is steadily growing. There is currently no effective treatment for Creutzfeldt-Jakob disease.
The purpose of the work is to highlight the clinical and diagnostic criteria of this rare prion disease to increase awareness
among doctors, early detection, search for new diagnostic methods, prevention options and treatment of this disease.

Method or methodology of the work: literature review of clinical and diagnostic criteria of Creutzfeldt-Jakob disease, including
foreign sources and clinical guidelines. The article presents an analysis of our own clinical observation of a patient with
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Creutzfeldt-Jakob disease with a characteristic symptom complex, interpretation of examination results (MRI, EEG) and
justification of the diagnosis.

Results of the work: systematization of clinical and diagnostic criteria of Creutzfeldt-Jakob disease with adaptation for use in
routine clinical practice.

Scope of application of the results: clinical practice of a neurologist, psychiatrist, therapist, resuscitator, functional diagnostics
doctor and radiologist.

Conclusions: prion encephalopathies, due to their rare occurrence and insufficient awareness of doctors, are often hidden under
the guise of various neurodegenerative, vascular, autoimmune, infectious and mental diseases. Timely verification of the di-
agnosis of Creutzfeldt-Jakob disease allows to exclude potentially curable neurodegenerative diseases, determine the tactics
of patient management and prognosis. Currently, diagnostic criteria have been developed that allow to assume the diagnosis
of Creutzfeldt-Jakob disease in a patient with rapidly progressing dementia, based on the clinical picture, MRI and EEG data,
without the use of rare specific diagnostic methods. This article presents a description of our own observation of a patient with
probable Creutzfeldt-Jakob disease.

Keywords: prion diseases, prion, encephalopathy, rapidly progressive dementia, triphasic waves, neurodegenerative
diseases, Creutzfeldt-Jakob disease, electroencephalography, diagnostic criteria

For citation: Burd SG, Lebedeva, AV. Rubleva YuV, Efimenko AP, Bokitko TA, Pantina NV, Yurchenko AV,
Bogomazova MA, Kovaleva II, Alekseeva GA. Clinical and Diagnostic Criteria for Creutzfeldt-Jakob Disease. Clinical Ob-
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Beenenne

[Tpuonnsie 3a00neBaHus, U3BECTHBIC TaK KE O]
Ha3BaHHMEM TPAaHCMHUCCHBHBIE Ty04aThlie dHIE(anona-
tiu (TT'D) mnm TpaHcMUCCHBHBIE CIOHTHO(OPMHBIE
sauedanonaruu (TCI) — 310 rpynna TpaHCMUCCUBHBIX,
MPOrPEeCCUPYIONINX, U HEN30e:KHO (haTaabHBIX HEHpo-
JIETeHEPATUBHBIX COCTOSHHM, CBI3aHHBIX C aTUITUIHOM
arperamyeii HOpMallbHOTO KJIETOYHOTO IPHOHHOTO
6enka PrP¢>PrPS° u ero omiokeHHEM IpEeHMYyIIeE-
CTBEHHO B IICHTPAILHOI HepBHOU cucteme [ 1, 2].

Ha mamnapIif MOMEHT K TPHOHHBIM 3a00JICBaHUSIM
otHocT: Oone3nb Kpeitrudensara — SAkoba; darans-
HYI0/CTIOpaINuecKyr0 CEMEIHYI0 HHCOMHUIO; 0OJIe3Hb
I'epctmanna — ltpeyccnepa — Illelinkepa; 6one3Hb
Kypy, BapnabenbHyIo-poTeaza-4yBCTBUTEIbHYIO ITPH-
OHOTIATHIO; TPUOHHOE 3a00JIeBaHNE, aCCOLIMUPOBAHHOE
¢ Mapeeil U BereTaTuBHOM Heliponarueit [2, 3].

PrP mpexacrasisier coboii 6eok, cocTosimmii u3 253
aMHHOKHUCIOT. PrP MmoxkeT cymiecTBoBaTh B 1ByX (popmax:
HOpPMaJIbHbIN KJIETOYHBIN TPHOHHBIH Oeok (PrPC), Ha-
XOJIAIIMNACS Ha TTOBEPXHOCTH MHOTHX KIIETOK, M TaTO-
TEeHHBIN, HEMPaBUIILHO CBEPHYTHIM KoH(opMep (PrP5).
N3zodhopmer PrP¢ u PrPS¢ xomqupyroTcst OIHHUM M TEM Ke
reaoM (PRNP), pacronoxeHHBIM Ha KOPOTKOM IuIEYe
20-it xpomocomsl. PrP* otaaercst ot PrPC BropidHoit
Y TPETHYHOU OCTIKOBOHM CTPYKTYpOH, a Takike KoHpop-
MaI[MOHHBIM HECOOTBETCTBHEM, UTO IpraaeT PrP% Gonee
ycroiuuByro popmy [2, 4]. «THPEKITNOHHBIM areHToM
siBIsteTCst Oenok PrPS¢, kotopblii peruumupyer ceds B OT-
CYTCTBHMU HYKJIEMHOBOW KUCIIOTBI, & TAKXKE CIIOCOOCH Ka-
TaJM3UPOBaTh KOH(GOPMAIIMOHHOE TIPEBpAIleHuEe HOP-
MaJbHOTO KieTouHoro oenka (PrP¢) B cebe momoOHbIin»,
¢ manpHemuM HakoruteHneM B I{THC, obGpa3oBannem
aMUJIONIHBIX OJIAIICK 1 pa3pylIeHueM HEHPOHOB ¢ 00-
pa3oBaHMEM BaKyouel (cronrunosa) [3].

B 3aBucuMocTy OT pu4MHbI BOZHUKHOBEHUSI BKSA
BBIJICIISIIOT CIIeyrone GopMbl 3a00JIeBaHus: CIIOpa-
JIUYECKYIO (CTIOHTaHHYIO), TeHETHYECKYIO (CeMeNHyIo,
HACJIEJICTBEHHYIO) B pe3ynbTare MmyTanuid B rene PRNP,
npruoOpeTeHHy0 (MH(PEKIIMOHHBIE, SITPOTeHHbIE) Ha OC-
HOBE MOCTYIUICHUS U3BHE MATOJOTHYECKOW (HOPMEI

PrPS¢ [5]. Tak ke psi1 aBTOPOB BBIAEISET B OTACIBHYIO
¢dopmy Bapuantnyto BKSI, kotopast cBsizana c mepena-
4eld Bo30yauTeNst OT KpyIHOro poraroro ckora [2, 3].

D¢ dexruBHoro neyenus oonesnun Kpeirudenpara —
SIxo6a Ha cerofHs;IHNI AeHb HE CYLIECTBYET.

Ilenr paboOTHI-OCBETUTH KIMHHUKO-IHMArHOCTHYE-
CKHME KPUTEPHH 3TOTO PEIKOro MPHOHHOTO 3aboie-
BaHUS Ul MOBBIIIEHUS OCBEAOMIICHHOCTH Bpauei,
pPaHHETO BBISBICHUS, MTOMCKA HOBBIX METOJOB JHAT-
HOCTHUKH, BAPHAHTOB MPOPUIAKTUKN U JICUCHUS JaH-
HOTO 3a00JI€BaHMUS.

KanHuko-nnarnocTuyeckue Kpurepun 00Jj1e3Hb

Kpeiitugenbara — fAkoda

Oo6mas pactipoctpanénnocts bKS cocrapnser 1-2
ciydast Ha 1 MuinoH Hacenenus. Ha momro criopaan-
gyeckoil BKA (cbKS) npuxogurcs 85% ciydaeB Bcex
caygaeB TI'D. Cpennuii Bo3pact 3a0oneBanus 67 e,
MIPOIOIDKUTENFHOCTD JKU3HH TI0CTIe BEPUPUKAINA JTH-
arfHo3a COCTaBJIsIeT OKoio 4 mecsres [6, 7]. Helipone-
TeHEPaTUBHBIN MPOIECC 3AITyCKAETCs CIIOHTAHHO B pe-
3y/JbTaT€ COMAaTUYECKOM TI'€HHOW MyTaluud WU
CIyYaifHBIX CTPYKTYpPHBIX n3MeHenuil B PrPC, mpuso-
JSIHMX K o0pasoBanuio PrPse [2].

SAnpoM knuHMYeckux cumnTomoB npu cbKS sB-
JISIETCS: HEYKJIOHHO NPOrpeccupyromias AeMeHIus, BH-
rarefibHbIC pacCTPONCTBa (MO3KEUKOBBIE (BapuaHT Brow-
nell-Oppenheimer [8]), sxcTpanupamuanbie, TMPaMUAHBIE
Y MHOKJIOHHYECKHE MMapOKCHU3MBbI), HApYyIICHUS 3PCHUS
(Bapmant Heidenhain [9]), akuHeTHUeCKHT MyTH3M [5].
[Tommmo 3TOTO, B IeOIOTE 3a00JIeBaHIS, HEPEIKO, BCTPE-
YJaroTCs TICHXUIeckne cuMIToMsl [ 10, 11], smumenTrde-
CK¥e TIpUCTyTIbI/cTarychl [ 12], Hapytienue cHa [13], pede-
BbIC HapyteHws [ 14] u psix APYyTrUX CHMITTOMOB.

Cewmeitnast nim reneruueckas bKS (rbKS) xapak-
TepU3yeTcs ayTCOMHO-OMUHAHTHBIM ITyTEM INepeiadH,
B OCHOBE KOTOPOH Jiexkatr TouHble MyTauuu rea PRNP.
[Tpu rbK4 onucano 6onee 50 myTarwmii, yaiie BCero B
komoHax 178, 200 u 210 [2]. ITockonbky Oonee 50%
cimy4aeB cemeitHoit BKSI 3apernctpupoBansl 6e3 moio-
YKHUTEIFHOTO CEMEHOTO aHAMHE3a 3a00JIeBaHMs, TEPMUH
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«renetnaeckas bKS (rBKSI)» temeps mcmonb3yercs
qamie. [leHeTpaHTHOCTh PA3MTUYHBIX MYTAllUil CHIBHO
BapbUPYET, O YeM CBUJICTEILCTBYET 3HAYNTENbHAS (e-
HOTHIIHYECKast MKBMCHYMBOCTb KaK BHYTPH OJTHOM CEMBH,
TaK 1 BHYyTpH MOKoJieHus1. lHoTa 6onie3Hb MOXKET Tpo-
MmycKaTh mokosieHue. 3aboneBaemocts rbKS cocrapisier
5-15% [15],[16].

SArporennas BKS (sbKS). Ha sty dopmy npuxo-
TCs MeHee 5% 3aperncTpUpOBaHHBIX Clly4daeB. Brep-
Bble sbKSI Obuta onricana B 1974 rony y manumeHTa, me-
pEeHEeCIIero TPaHCIUIAHTAIIMIO TPYITHOW POTOBHIIBI OT
6ompHOTO ¢ BKS [17]. C Tex mop ommcaHo HECKOJIBKO
cinyyaeB sbKS, cBA3aHHBIX ¢ UCIOIB30BAHUEM CTEPEO-
TaKCUYECKUX BHYTPHUMO3TOBBIX DI '-31eKTposioB,
TpaHCIUTaHTallMeN TPYMHOM TBEpIOil MO3roBoil 060-
JIOYKH, BHYTPUMBIIICUHBIMH HHBEKIIMSIMHI TOPMOHA PO-
cTa, MPUTOTOBJICHHOIO M3 runodusa vemoneka [15].
Knunnyeckas kapTuHa 3TOH Qopmbl 3aboieBaHUs
cxoxa co cropanuyeckoit KA.

BapuanTtaas BKS pasBuBaercs nocie ynorpe0ie-
HUS B TIHUIY TOBSIMHBI, 3apaXeHHOW mproHamu. [liis
Hee XapakTepeH Ooiiee MONIOZION BO3pacT JedroTa 3a-
OoeBanus (y ur] Mojioke 40 JIeT), MPOIOHTUPOBAHHBII
WHKYOarmnoHHBIM Treprox (ot 12 mo 6omee 20 er), men-
JICHHBIM TEMIT TeUeHUs 3a0oieBaHUs (qUama3oH OT 6
o 39 mecsnes), aTUMUYHAS KIMHUYCCKAs KapTHHA

(meliponicuxmueckuii 1e0roT 3a00IeBaHms ), OTCYTCTBHE
turmmaHo¥ D3I kaptuns [15, 16, 18].

3o0TeIM cTaHgapToM auarnoctuku bKS octaercs
Ouorncus rojoBHOTO Mo3ra. B 1998r. BcemupHas opra-
Huzanus 3npaBooxpanenus (BO3) pazpaborana quar-
HocTHueckue kpurepun bKSI, ocHoBanHbIEe Ha coueTa-
HUHU KJIMHUY€ECKOI KapTHUHBI, JIaHHBIX
anekrposHuedanorpammsl (I31), oOHapyxeHue Oenka
14-3-3 B cimaHOMO3r0BO# *)uakoctn (CMXK). B nanb-
HeHIIeM, 3TH KPUTEpUH OBUIM PACIINPEHBI CHEIH(H-
yeckumu mapkepamu MPT ronoBHoro mosra. B mo-
cJemHUe TOIbl HabWpaeT CBOIO aKTyaJlbHOCTh METO],
OCHOBaHHBIN Ha 0OHapyxeHnu Oenka PrPse 8 LICK my-
teM RT-QuLC (uaayunpoBaHHast BUOpaIiOHHAs KOH-
BEpCHs B peKMME peajbHOr0 BpeMEHH ), KOTOPBIH yco-
BEPIICHCTBYET MPUKU3HCHHYIO TUArHOCTUKY BKSI.
Takxe B nuTepaType OTpaykaeTcs JAMAarHOCTHYECKas
B)XHOCTb Hajnuus Oenka t-Tau, KOTOPBI Ha JaHHBIN
MOMEHT OCTAETCsI IIEHHBIM BCIIOMOTaTEIbHBIM METOJIOM.
[Ipu reneTndecknx QopMax akTyaabHO OOHApYKEHHE
MyTauui B rene PRNP [19].

Peter Hermann ¢ xomieramMmu Ha OCHOBAaHUU JUAar-
HocTHiecknux kputepueB BO3 [20, 21], cBonx HabmrO-
nennit [19], a Takke paboT ¢ HCIIOIB30BAaHUEM METOAA
RT-QulC, aganTupoBaian IMarHOCTUYECKHE KPUTEPHUU
cbK4I (puc 1).

1.1 [loctoBepHo:
OUOXMMMYECKH IT0[TBEPIKICHHBII.
1.2 BeposiTHO:

12.1  T+II (2-mo6bIx KpuTEpHs) + THIHYHASL

O0I kapruHa*.

122  I+II(2-m06bIx KpuTepus) + THIHYHASL
MPT kapTuHa rOJIOBHOTO Mo3ra**.

123  I+1I (2-mo6bix kputepus) + 6eaxu CMK
14-3-3

124

JIPYTHUX TKaHAX.

1.3 BosmoxkHO:

**  VYceuieHne CcHUrHaja B XBOCTATOM AApe

Jnarsoctuka cnopagmieckoii ¢popmsl 6os1e3an Kpeiitndeapara-Axoda.

IIporpeccupyrormuii HEBpOIOTHUECKHUH AEPUIMT + HEHPONIATONOINUECKH HITM HMMYHOI[UTOXHMHUYIECKU UITH

IIporpeccupyromuit HeBposoruueckuit aepuut + nonoxurenbapie TecThl RT-QuLC B CMXK mmu

+ HCKJIIOYeHHE IPYTHX NPHYAH NPH THATHOCTHIECKOM 06C.J'IeHOBﬂHHH.

I+ I (2-mr00BIX KpUTEPHS) + HPOAODKUTEIHLHOCTh Pa3BUTHS CUMIITOMOB MeHee 2 JieT.

* Tlepromuueckue TpexdasHbie OCTpbie BOTHOBbIE KOMILIEKC.

WIH XBOCTATOM
SIpe/CKopIIyIIe/ TanaMmyce, WK 10 KpaitHeil Mepe B JBYX 00JacTsIX KOpbI (BUCOUHOI, TEMEHHOM, 3aTHIJIOUHOM )
6e3 BOBJICUCHHS TIOJIKOPKOBOI0 OEJIOro BelecTBa, 6e3 H30IMPOBAHHOM orpaHYeHHOM Tuddy3un B Tanamyce
nipu nposeneHu MPT ronosHoro mo3sra, B pexxume DWI, mi6o na FLAIR.

1 BeICTpO MporpeccUpyronie KOrHUTHBHbIE
HapPYIICHHS.

I A MuokIoHyc.
B 3purenbHbIE/ MO3KEUKOBBIE HAPYILICHUS.
C TTupaMiyTHBIE/ SKCTPAIIPAMITHBIC
HapYIICHHA.
D AkpHETHYECKHUIT My TU3M.

SApe/CKOpITyNe, WIH XBOCTATOM

Puc. 1. lnarHOCTHYECKHE KPUTEPUH crIopaandeckoi popmer 6oneznu Kpeiitidensara-Akoda mo Peter Hermann ¢ coaBropamu
Fig. 1. Diagnostic criteria for sporadic Creutzfeldt-Jakob disease according to Peter Herman et al
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Onextpornnedanorpadus (321) sBusercs He-
oTbemiieMoid yacThio quarHoctuku BKA. Tlepuonnue-
ckre komruiekesl ocTpsix BosH (ITKOB) nnm nepuoau-
YEeCKHE pa3psi/ibl TPU(A3HBIX BOJIH SBJSIOTCS TUITUYHON
Haxoakoi mpu cbKSI [22]. I1o naHHBIM IuTepaTypsl pu
c¢bKSI yacrora Bcrpeuaemoctu [IKOB opuentupoBodHO
y 2/3 6onbHbIX. [laHHBIN MATTEPH NPEACTABISET COOOH
OCTpBIC BOJHBI C WK 03 MOCIeAYIoed MeJIeHHON
BOITHBI, HEpEIKO Tpex(dasHoi MopdoIorHn, UMEIOIIHe
CTPOrYI0 IEPUOJUUHOCTD, AUTENbHOCTHIO 100—-600 Mc
¢ unrepsasiom 500-2000 mc [23]. IIKOB yartie umeror
JIBYCTOPOHHIOIO JIOKAJTH3aIHI0 C MaKCUMyMOM IIO
JIOOHO-TICHTPATIbHBIM OTBEACHUSAM. Peke BcTpedaeTcs
JaTepaan30BaHHAas WU Ja)Ke OTHOCTOPOHHSS JIOKAIH-
3amms [22]. Pagom aBTOpoB OBUIO BBICKA3aHO TMPEIIIO-
JoKeHue, uto narepanuzoBanabie [IKOB moryt otpa-
JKaTh PaHHIOI CTAIUI0 3a00JCBaHMS U C TEUCHUEM
BPEMEHU TOCJIE0BATEIHHO PAa3BUBATHLCA B TUIIUYHBIC
neycroponnue [IKOB [24]. V mauueHToB ¢ BapuaHTOM
Heidenhain MoxeT perucTpupoBarhCcsi aMIUTUTYIHbIH
MaKCUMYM HaJ| 3aTbUIOYHBIMH OTBEICHUAMU [9].

[TIKOB mipu ¢cbK Sl umeroT psig ocoOeHHOCTEH: dyB-
CTBUTENFHBI K BHEIITHIM CTHMYJIaM; MOTYT OcJa0eBarh
TI0/T BO3IEHCTBHEM JIEKAPCTBEHHBIX TIPETIapaToB, B 4acT-
HOCTH OCH30Ma3eNnHOB; HanOoJee BBHIPAKEHBI B TIe-
puoa GOAPCTBOBAHUSA C TEHACHIMEH K YMEHBIIICHHIO
WM TIOTHOMY MCYE3HOBEHHUIO BO CHE. Ba)kHO OTMETHUTH,
YTO MMOKJIOHHYECKHE IMapOKCHU3MBI HE CBS3aHBI C
I[MKOB. Heo6x01uMo MOMHUTB, YTO CrIeIU(DUIHBIC H3-
MeHeHHs Ha OOI He Bcerjna perucTpupyroTcs Npu
cbKSl, ocobenno B Hauane 3aboneBaHusi. TunuyHbIe
IIKOB BeisiBisitorest B 60—70% ciydaes nocine 12 He-
Jle7b, HO MOTYT HaOJIOJaThCs YXKe uepe3 3 Helenu
MocJie Hadaja 3a00JIeBaHus, 4TO TpeOyeT MpOoBeIcHNE
O3I" MoHuTOpUHTa B TuHaMuKe. Ha paHHuUX cTaausx
cbK4I 3anucu 331" MOryT XapakTepu3oBaThCsl Hecte-
nU(pUIECKUMHU MMaTTepHAMH, TaKUMH Kak nuddysnoe
3aMezyieHue (POHOBOW PUTMHUKH, (OKaIbHAS MEIJICH-
HOBOJIHOBAsI aKTUBHOCTH (B TeTa- WM JIebTa-Iuarna-
3one) mwin FIRDA (frontal intermittent rhythmic delta
activity)- mpexopsiiasi puTMUYecKas JeabTa-aKTHB-
HOCTh C aMIUTUTYIHBIM MaKCUMYMOM, KaK MPaBUJIO, B
nepenHux oraenax [22].

Ha Oosiee mo3MHUX CTaausX OTMEYAIOTCS 3HAYU-
TeJIbHBIC KOJICOAHUS MMEePUOANYECKON aKTUBHOCTH OT
TUNUYHBIX BeIpakeHHbIX [IKOB 1o nomHoro ux ucues-
HOBEHHA. B TEpMUHAIIBHBIX CTaIUAX PETUCTPUPYIOTCS
M30DJIEKTPUYECKas KapTHHA, YepPeTyFOIascs C marrep-
HOM «BCTIBITIIKA-TIOJIABIICHUEY.

Kiannndeckoe Ha0 I00eHue

[Maruentka A. 63 roga. B aBrycre 2023 r. Ha hoHe
OTHOCHTEJIBHOTO OJIArOTOJIyYHs BIIEPBbIEC OTMETHJIA TO-
JIOBOKPY)KEHHUE HECUCTEMHOIO XapakTepa, INaTKOCTh
noxonku. Yepes 2 Heenu MPUCOSTUHIITUCH CIa00CTh
Y HEJIOBKOCTh B JICBBIX KOHEYHOCTSX, HAPYIICHHUE T1a-
MATH Ha TEKyIIHUe COOBITHS, CHI)KEHUE KPUTUKH, B
CBSI3H C YeM OpHTa/ioil CKOPOH MEIUIIMHCKOW TOMOIIIN
JIOCTaBJIeHAa B MEJUIIMHCKOE yUpexIeHune. B HeBpoo-
THYECKOM CTaTyCce Ha MOMEHT T'OCTINTAIIN3aINY OTMeda-
JIOCh CHI)KEHHE MBIIIEYHON CHIIBI 10 4,5 0ajlIoB B jie-
BbIX KOHEYHOCTSX, IIOJIOKUTEIbHBIA  CHMIITOM

babuHcKoTO ClieBa, MPU3HAKK JTUHAMUICCKOW aTaKCHH
cieBa. B TedeHme mMocieayromero Mecsia CoCTOsTHHAE
MAIMEHTKH TPOTPECCUBHO YXYAIIHUIOCH: HAPOC TOHYC
B JIEBBIX KOHEYHOCTSIX IO CTTACTUYECKOM THUITY, ITOSIBH-
JIMCh MTPU3HAKH MICEBIO0YTBOAPHOT0 CHHAPOMA, THITEP-
KUHETUYECKUE JBMIKEHUS B JIEBBIX KOHEYHOCTSX IO
TUIY JUCTOHUU, IPOTPETUEHTHOE KaueCTBEHHOE, a B
JTaJIbHEHIIIeM, ¥ KOJIMYECTBEHHOE HapyIlIeHUe CO3HAHUS,
B CBSI3U C UeM MAaIMCHTKa Oblja IIepeBeieHa B OT/IelIe-
HUE peaHUMAaIlMY U HHTEHCUBHOW TepPaIuH.

[Ipu BeImonHeHuu momOanbHOW TMyHKIMH CMK
OecuBeTHas, mpo3payHast. Lluro3 — 1/1, 6emok-0.51 r/m,
TroKo3a 7.3 MMone/1. B xoze manmpHeitmero odcnerno-
BaHUS TMAlMEHTKH WH()EKIHOHHBIE W ayTOMMMYHHBIC
MIPUYUHBI 3200J1€Bast OBIIIM UCKITIOYEHBI.

Ha MPT ronoBHOro Mo3ra ¢ BHyTPUBEHHBIM KOHT-
pactupoBaHueM B pexxume DWI kapTuHa acummeTpuy-
Horo jquddy3Horo ycunenus MP-curnasna Ha BRICOKOM
B-(haKToOpe OT KOpBI, HanboJee BHIPaKEHHOTO B IPABOi
remucdepe Mo3ra, B MEIUAIBHBIX H3BUJIMHAX JICBOU
J00HOH ¥ TEMEHHOM J10JIeH U B IPELIEHTPAIBLHON U TI0-
CTICHTPAIBHON M3BUIIMHAX, @ TAKIKE B CKOPIIYIIE, XBO-
CTaToOM Siipe CIIpaBa M B 3aJHEMEAMATBHBIX OTAENaxX
TaJaMyCcoB ¢ 00X CTOPOH.

[To mamHBIM 37eKTpO3HIEaNorpadwr: 0CHOBHON
KOPKOBBIM pUTM HE perucTpupyercs. B ¢pone momuHm-
pyet auddy3Has MeIICHHOBOIHOBAsS aKTUBHOCTH B CO-
YeTaHWU C MPOAODKEHHBIMU PUTMUYHBIME Tpadodiie-
MeHTaMu Tpu(da3zHoW MOPPOIOTUH aMIUTUTYION 10
200-250 mMxB (puc. 2).

C y4eToM 0CTpO BO3HHKIIIET0, HEYKIIOHHO ITPOTpec-
CUPYIOIIETO HAPYIICHHUS BBICIINX KOPKOBBIX (DYHKIIMI
B COUCTAHMH C PU3HAKAMU MOPAKEHUS MUPAMUIHOMU,
AKCTPANTUPAMUIHON U MO3)KEUKOBOUH CHCTEMBI, CIIEIIH-
¢uveckumu n3MeHeHusMu Ha MPT romoBHOTO MO3ra
u D91, Ha OCHOBAHMM JUATHOCTHUUYECKUX KPUTEPHUEB
o Peter Hermann ObI1 BRICTaBJICH AMATHO3: BEPOSTHAS
6omne3np Kpetitdenpara — Skooa.

3akaouenune

Takum 00pazoM OCBEIOMIICHHOCThH Bpadeir o 0o-
ne3nu Kpetitiidenpara — SIkoba, 3HaHUE KITMHUYECKOM
KapTHUHBI, TMaTHOCTHYECKUX KPUTEPHEB, Clielu(uye-
CKMX MaTTepHOB MHCTPYMEHTAJIbHBIX METOAOB HCCIIe-
JIOBaHUI1, O3BOJISIET CBOEBPEMEHHO BepU(DUIIUPOBATH
IUAarHo3, HCKIIOYMB MOTEHLHAIBbHO KypaOelbHbIe
(hopMBI HellposieTeHepaTUBHBIX 3a0oneBanuii. Ciemyer
OTMETHUTh, YTO KK U3 OIMHMCAHHBIX BHIIIE KPUTE-
pueB nuarHosa bKSI, mprobpeTaeT muarHoCcTHIECKYTO
IIEHHOCTh JUIIb B COBOKYMHOCTH C JAPYTHMH, IO-
CKOJIBKY OTJIEITbHO MOKET HaOIIOaThCs U TIPU IPYTHX
3a0oneBanusax. Hampumep, Takoi xapakrepubrit 901 -
narrepH kak [IKOB Bctpeudaercs u npu ayTouMMyH-
HBIX W MHQEKIUOHHBIX 3a00JeBaHusIX, dHIe(aona-
THSX Pa3IUYHOTO TeHe3a, 3JIeKTporpaduuecKkoM
SMUJIENTUYECKOM CTaTyce, COCYAHCTOM MOpPaKeHUHU
LHC (ocTpoe HapylIeHHEe MO3rOBOIO KpoBoOOpaiie-
Hus, Posterior reversible encephalopathy syndrome
(PRES)), o0beMHBIX 00pa30BaHUSAX IIEHTPATbHOU
HEPBHOW CHCTEMBI IEPBUYHOTO W BTOPUYHOTO TeHE3a
U Opu apyrux narojorusx [23].0aHako B coyeTaHuu
C aHaMHe30M 3a00JIeBaHUS U TUITHYHON KIIMHUYECKON
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Fig. 2. Electroencephalogram of patient A

kaptuHoi nopaxenus L{IHC, IIKOB oOpetaer BbICO-
Kyto crienuduuHocTh st cbK .

Hessupas Ha paranbaoe TeueHue 6oie3nn KpenTi-
¢enbaTa — Skoba cBOEBpeMEHHas JUarHOCTUKA 3a001e-

0,5 T, 35 T, Pexextop: Brn,, n-./.x. A

: P, ' H
’ e 10 B/, 25 mmfc, Monononapreiii 19, AL, A2, 500 My,

BaHUS TIO3BOJISIET HAMETUTD TAKTUKY BEJICHUSI MTAIMEHTOB,
CHHU3HUTh 3KOHOMUYECKHE 3aTpaThl Ha JUArHOCTUYECKUN
MOUCK, a TaKXKe OIpeJelsieT MPOTrHO3 POJICTBEHHUKOB
MANUeHTOB MPH reHeTndeckux Gpopmax BKS.
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