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Hemunnaa noauyumemus (MI1) — kaonanvhoe muenonpoaughepamueroe 3aboneséanue, 4acmo conpogoxcoaroujeecs HeepoaoeuecKkumu
cumnmomamu. Pedxumu nposierenusmu HII moecym Goims 0sucamenvruie paccmpoiicmea (8 nepeyr ouepeds Xopes) U KOZHUMUBHbIE Ha-
pyuwenus (KH), komopbie 56A530MCsL NOAHOCMbIO UAU YACMUYHO 00paAMUMbIMU NPU HA3HAYEHUU NPABUAbHO20 AedeHus. Mol npedcmaeas-
em cayuaii xopeu ¢ KH 'y myacuunst 69 aem ¢ noomeepocoentoit mymayueti ¢ 1849G>T (V617F) 6 eene JAK2 u omcymemeuem cocyoucmoii
namoaocuu no OAHHLIM Hellposusyaruzayuu. Y nayuenma ommeuaemcs: 4emKas 63auMocesnb peepecca 08U2AMeNbHbIX PACCMPOUCme
¢ nposedeHuem neebHbIX KPOBONYCKAHUI U HAYAAOM NPUEMA SUOPOKCUMOUEBUHbL, YO NO380AAem cOeAamyb 661600 0 MOPUUHOU (opme
xopeu. KoenumueHvie cumnmomsl nocie Ha4ana Ae4eHus u 6 mevenue 200a HabA00eHUs OCMABAAUCH HA NPENCHEM YPOGHE U He NPo2peccu-
posanu. Yuumoeieas 6o3pacm 6016H020, HEAb3S MAKICE UCKAIOYUMb CONYMCmEyoujee Helipodeeenepamugroe 3abonesanue. Taxum obpa-
30M, Y NOJCUNBIX RAUUEHMOE ¢ 6nepable pazsuguielics xopeei u KH eaxcro paccmampusams HIT kak 603MONCHYHO0 NPUHUHY OGHHbIX HAPY-
uleHuil, NOCKOAbKY PaHHss OUACHOCMUKA 3020 COCMOSHUS NO380A5em 808PeMs HA4amb IQeKkmugHoe aeuenue u npedomspamums pasz-
suUmuUe 0CA0NUCHEHU].
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Polycythemia vera (PV) is a clonal myeloproliferative disorder that is often associated with neurological symptoms. Rare manifestations of PV
may include movement disorders (mainly chorea) and cognitive impairment (CI), which are fully or partially reversible with appropriate treat-
ment. We present a case of chorea with CI in a 69-year-old man with a confirmed c 1849G>T (V617F) mutation in the JAK2 gene with no vas-
cular pathology on neuroimaging. In this patient, there is a clear correlation between the regression of the movement disorders with therapeutic
phlebotomy and the start of treatment with hydroxyurea, which allows the conclusion that chorea has the secondary form. The cognitive symp-
toms remained at the same level after the start of treatment and during the one-year follow-up and did not develop further. In view of the patient's
age, a concomitant neurodegenerative disease cannot be ruled out. In elderly patients with new-onset chorea and CI, it is therefore important
to consider PV as a possible cause of these disorders, as early diagnosis of this condition allows timely initiation of effective treatment and pre-
vention of the development of complications.
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Xopes — TUIEPKUHETUIECKOE IBHUTATeIbHOE PaCcCTPOii-
CTBO, XapaKTepu3sylieecss ObICTPBIMUA, HEPUTMUYHBIMU, TOJTY-
KOOOpa3HBIMM M HEKOOPAMHUPOBAHHBIMM HACHUJILCTBCHHBIMU
JIBIDKEHHMSIMM, BO3HUKAIOIIMMU OECITOPSIAOYHO B pa3HbIX YaCTIX
tena [1—3]. TlpuunHO#l Xopen MOryT ObITh KaK reHeTUYecKue,
TaKk M TpuoOpeTeHHbIe 3a0oseBaHus [3, 4]. MHorue npuobpe-
TE€HHbIE BUIbl XOpPEU MOIAIOTCS JICUEHUIO, TTOTOMY BaXKHBIM

Hesponoeus, Heiiponcuxuampus, ncuxocomamuxa. 2023;15(6):101— 108

STATlOM JUATHOCTUKY SIBJISIETCS] UCKITIOYEHHNE TTOTEHITNATBHO 00-
paTUMBIX 3a00JIeBaHUI (TaK Ha3bIBaeMbIX “don t-miss” disorders).

[TpryrHBI TPUOOPETEHHOU XOpeu pa3HOOOPa3HbI U MOTYT
OBITH CTPYNITMPOBAHBI B IIECTh KaTeropuii: 1) CTpyKTypHbIE;
2) MeTabomyecKue,/3HI0KPUHHbBIC; 3) UH(MEKLIMOHHBIE; 4) Me-
MMKaMEHTO3HbIe; 5) ayTOMMMYHHBIE/TIapaHeoTUIaCTUIECKUE;
6) npyrue (tabm. 1).
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Xopest MOXET OBITh HAaYaTbHBIM TIPOSIBIEHUEM HEKOTO-
pbIX comMaThuyeckux 3adosieBaHuii, Takux kak CKB, anTtudoc-
GOMUTTUIHBIN CUHIPOM, CaXapHbI TUMa0eT W UCTMHHAS TTOJIH-
uutemus (WIT). Cpeau Hux UII ciaemyet paccMarpuBaTh Kak
BO3MOXHYIO IPUUYMHY XOPEU Y JIMI TTOXUJIOrO BO3pacTa.

UI1 — xnoHanbHOe MuenonpoandepaTuBHoe 3a00jeBa-
HUe, XapaKTepuaylleecs MPeuMYyIeCTBEHHOI Mpoudepa-
LIMe BPUTPOUTHOTO POCTKA KPOBETBOPEHUS C YBEJIMUYCHUEM
KOJIMYECTBA SPUTPOIIMTOB U MOBBIIICHUEM KOHIICHTPALIMU Te-
MOTJIOOMHA, TPOMOOLIMTO30M, JIEMKOIIMTO30M B KPOBU, He3a-
BUCHMOCTBIO 3PUTPOIIO033a OT HOPMAaJIbHBIX MEXaHM3MOB IIH-
TOKWHOBOM PETYJISAILNN; TTIOYTU BCe OOJBHBIC SIBIISTFOTCS HOCH-
rensamu Mytauun V617F rena JAK2 wnu apyroit (pyHKLIMO-
HaJIbHO CXOMHOU MyTauuu [5, 6]. K HeBpoiornueckum rnposis-
nennsiM U T yaie Bcero OTHOCST pa3BUTHE OCTPBIX U XPOHM-
YEeCKUX LiepeOpoBacKyIsIpHbIX ocyioxxHeHuit [7]. Tlo maHHbIM
JINTEPATypbl, B KIMHUYECKON KapTUHE XPOHUYECKUX Hapylle-
HUI MO3roBOoro KpoooOpaiieHus Ha ¢poHe WMIT nomuHupyoT
Hedaarnyecknii CMHAPOM, a TakxKe BECTUOYJISIpHbIE Hapyllie-

IIpuvuner npuobpemenuoil xopeu
(adanmuposano us [4])

Causes of acquired chorea
(adapted from [4])

Tabmuua 1.

Table 1.

Kareropus IIpumepsi

CTpyKTypHbIE
MATOJIOTHN

CocyaucTble TPUYMHBL: MIIEMUYECKUI

U TEeMOPPAruyeCKUil MHCYJIBT, COCYIUCThIE
Majibhopmalu

Omnyxoaun

JleMueTMHU3UPYIOIIUE OYaru

MeTtabonmmyeckue,/
SHIOKPUHHBIE
3a00J1eBaHUST

HexeToaunmornueckasi TMIIEpriIMKEMUsT
Tunornukemus

Tunokanuemust
TunoHaTpueMusi/TuriepHaTPUEMUS
Ypemus

TTpuoGpereHHast (HEBUILCOHOBCKASs)
rernaTouLepedpaibHasl JereHeparmst
Tuneprupeos
Tunonaparrpeos/runeprnapaTupeos

Tokcornazmo3
BUY-sH1edanonarus
ITpuoHHbIE 3a00J€BaHUS

MHubeximn

JleBomona

Koxkaun (“crack-dancing”)
AmdberaMuHbI

AHTHUKOHBYJIbCAHTbI

[pemapatst tuTHst
AHTHXOJIMHEPTUYECKHEe TIpenapaThl
OTMeHa HepOJIeTITUKOB

JlekapcTBeHHBIE
mpemnaparbl

AyTOUMMYHHBIE/ Xopest CuneHrama

napaHeoruiactuyeckue PeBmatuueckue 3a001eBaHuUs:
CKB, aHTrhOChOTUITUIHBIN CUHIPOM,
CUCTEMHas1 CKJIEPOJepPMUsI
AyTOUMYHHBIE HEBPOJIOTUYECKIE CUHIPOMBI:
anti-CRMP-5, anti-NMDA,
anti-Hu (ANNA-1), anti-Yo, anti-LGII,
anti-CASPR2, anti-GAD65, anti-IgLONS5

WcTtuHHasT MOJUIUTEMUST
Postpump-cunapom

Hpyrue

Ilpumenanue. CKB — cuctemHasi KpacHast BOJTYaHKa.

|
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Hus [7]. Pexe Ha ¢pone UIT MmoryT HabtonaTbesi ABUTATEIbHbIE
paccTporicTBa (4alle Bcero xopes uiau remuodamiusm) [8]. Hes-
pPOJIOTMYECKUE CUMIITOMBI MOTYT OBITh HAaYaJIbHBIMU TTPOSIBIIC-
Husimu WTT 1160 ciry>XnuTh IPU3HAKOM MPOrPECCUPOBAHMS Te-
MaToJIOTUYecKoro 3abosieBaHust [8]. B nureparype onucaHbl
HEMHOTIOYMCIEeHHbIE ciaydyau pas3Butus xopeu Ha ¢onHe WII
(MpeuMyIIECTBEHHO Y JIMII MOXUI0ro Bo3pacrta) [9—24]. IBu-
raTeJibHbIC MPOSIBJIEHUS B TaHHBIX CIIyJasix ObLIM OMHMCAHbI KakK
reHepaan30BaHHbIE, 0eCTIOPSAOUYHBIC, HEITPOU3BOIbHbBIC IBH-
KEHUS C TTPEUMYIICCTBEHHBIM BOBJICUEHUEM BEPXHUX KOHEU-
HOCTe# 1 opodalimaabHOM MYCKYJIaTyphl, B HEKOTOPBIX CIyJa-
SIX OTIMCAaHO pa3BUTHE JIEBOCTOPOHHEH reMuxopeu. B momaps-
o1IeM OOJIBIIMHCTBE HAOTIONEHUH (3a UCKITIOUeHUEM cIrydast,
onucaHHoro S. Bhattacharjee [17]) Ha ¢oHe JeyeHuUs remMaTo-
JIOTMYECKOTO 3a00JIeBaHUsI OTMeUasach IMOJOXUTEIbHAsT TMHA -
MHKa B BUJIe perpecca IBUraTeJIbHbIX pACCTPOMCTB, YTO MTO3BO-
JISITIO aBTOPaM ClieJiaTh BbIBOJ O BTOPUYHOM 3TUOJOTUM XOPEU.
OaHako B psiie OMUMCAHHbBIX CJIyyaeB JeueHHe BKIYaI0o KOM-
OMHUPOBAaHHYIO Tepamnuio (B TOM YHCIE HEHpoJeNTUKaAMM),
YTO MOTJIO TTOBJIMSITh HA MHTEPIIPETALINIO MTOJTYYCHHBIX PE3YJIb-
TaTtoB. JlaHHbIX 0 yacToTe couetaHus xopeu u UII Her, Tak Kak
KPYITHBIX 3TUIEMHOJIOTMIECKUX MCCAeIOBAaHUI HE TTPOBOIM-
JIOCh, a MH(MOPpMAIIUS 10 JaHHO TeMe TIpeAcTaBIeHa JIUIIb OT-
JIETbHBIMU ONMMCAHUSAMU KIMHUUECKHX caydaeB. CBogHAsT MH-
¢dopManms 1Mo HalIeHHBIM CTaThsiIM B 0a3e maHHbIx PubMed
TpescTaBieHa B Ta0u1. 2. [ToMCKOBBIN 3aTIpOC TIPOBOIUIICS Cpe-
QA TIOJTHOTEKCTOBBIX IYOJIMKAIIMI 110 CIoBaM «polycythemia»,
«JAK2», «chorea», «<hemichorea». B pyccKosi3bluHOU 6a3e naH-
HbIX eLibrary ornucaHHbIX ciydaeB xopeu Ha ¢poHe MIT He Haii-
neHo. B 6a3e manHbix PubMed HalineHa ccblika Ha ONMcaHue
clyJasl XOpeu B COYETaHUU C TAaHTPEHOM MasiblieB Ha (hOHE MOo-
JqunuteMun B «2KypHalle HEBPOJOTMU W TICUXUATPUU
uM. C.C. KopcakoBa» ot 1962 ., o1HaKO ITOCTYIT K MOJHOTEK-
CTOBOMY IIOKYMEHTY TTOJTYYUTh HE yaanoch [25].

B nutepatype Takke omMcaHbl CIMHUIHBIC CIIydad obpa-
TUMOTO HapyllIeHUsI KOTHUTUBHBIX (pyHK1MI Ha (hoHe UIT B co-
YyeTaHUU ¢ xopeeil uinm 6e3 Hee. B 6aze nanHbix PubMed nipen-
CTaBJIEHbI OTMMCAaHUS JBYX CJIy4aeB OCTPO Pa3BUBLIEICS XOpeu
B COYETAaHUU C JIOOHBIMU TTOBEIEHYSCKUMU PacCTPOMCTBAMU,
TaKMMU KaK PacTOPMOXEHHOCTh, OTBJIEKaeMOCTh, HEYMECTHBIE
KOMMeHTapuu u noseaeHue [10, 11], ciayyan u3oaupoBaHHOM
KOTHUTUBHOM AUC(YHKIIMU BCISACTBUE Te€MOIMHAMUYECKOTO
nHdapkTa [26] 1 CyOKOPTHKAJIBHONM aTepOCKIEPOTHYECKON SH-
nedanonaruu [27] Ha one UII, a Takke ciaydail ClyTaHHOCTH
CO3HaAHMSI, TICMXOMOTOPHOTO 3aMeICHUsI U abynuu 0e3 mpu-
3HAKOB MHCYJIbTA, HO C JIETKOI KOPKOBOI 1 TIOAKOPKOBOI aTpo-
(ueii o maHHBIM HelipoBusyanm3anuu [28]. Bo Bcex omumcaH-
HBIX BBIIIE CIyYasiX MPEACTaBICHbI MALIMEHTHI TTOXWIOTO BO3-
pacTa, y KOTOPBbIX KOTHUTUBHBIE (DYHKIIMY YIYUIITUINCH TTOCITe
Havasa jeyeHus UII.

B Hamieit craTtbe mpeicTaBIeHO OMUCaHUE CITydasl Xopeu
C KOTHUTUBHBIMU HAPYIICHUSIMH Y MYKUMHBI 69 JIET ¢ TOATBEP-
xaeHHoi mytarmeit ¢c1849G>T (V617F) B rene JAK2. Tlocne
Havasia Jjeyenust MI1 y maineHTa oTMedeH OTUETIMBBII perpece
JIBUTATEJIbHBIX pacCcTpoiicTB. KOTHUTUBHBIE CUMIITOMBI OCTaBa-
JINCh Ha TIPEKHEM YPOBHE.

Ilayuenm C., 69 sem, obpamuacs na koncyasmayuto 6 Ha-
yunblii yeump Hesponoeuu (HI[H) 6 ceasu ¢ napywenuem nams-
mu. U3 anamuesza uzeecmno, 4ymo gnepgvle HapyuleHus namsmu
nosieuaucy 200 Hazad 6 eude 3a0bi6aHUS HeOAGHUX COObIMUIL,
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Tabnuma 2.
Table 2.

HcTounuk

Friedemann M.
etal., 1965 [19]

Sangster J.E,
1970 [23]

Cohen A.M.
et al., 1989 [23]

Ahmad E
et al., 2009 [24]

Kumar H.
et al., 2009 [20]

Huang H.C.
etal., 2011 [22]

Severs M.
etal., 2012 [11]

Lew J.
etal., 2013 [18]

HAWNHUYECKHUE HABNKWAEHUA

Cayuau xopeu na ¢poune HUIl, naiidennvie ¢ 6aze dannvix PubMed
Cases of chorea associated with PV found in the PubMed database

Bospact
neotora, Ilon
TO/BI

65 X
71 X
65 X
60 M
82 X
70 D
73 X
87 X

O0mumit
aHaMHe3

3a rox 10 MOSABIEHUS
JBUTATETbHBIX
CHMIITOMOB
BITEPBBIC OTMEYEHO
MTOBBIIIEHIE
reMorIoonHa

B aHamHe3e UHCYJIBT,
apTepuaibHast
runepreHsust (nmpuem
TUAPOXJIOPTHA3NIA,
METHUJIIOTIbI)

IMotepst Mmacchl Tena,
apTepuaibHast
TUIEPTEH3MSI

(rpuem ateHosoza),

KHCTA SIMYHUKA

TonosHas 6oJib,
COMPOBOXKAAIOIIASICS
HEYETKOCTBIO 3pEHMUSI

AptepuanbHas
TUIEPTEH3Us], KypeHUe.

ﬂeKapCTBeHHbeI aHaMHE3:

TUIPOXJIOPTUA3K,
upbecapTaH,
rnapaweTamost + KoIeuH

Het nundopmarnyun

OcTteornopo3 (rnpuem
ANCHAPOHOBOW KUCJIOTHI,
KapOoHaTa KaJlbLys,
KoJieKanbldepoa),
peLMANBUpYIOIITE
MH(OEKIUN
MOYEBBIBOISIIINX
MmyTei, peBMaTUIECKasT
MOJIMMUANTHS (TIpUEeM
MPEeTHN30JI0HA)

ComnyTcTByIolINe
3a00J1eBaHMS
HE OTMEYArOTCs

Xopen(OpPMHBIE JIBUKEHUS

JIBurarejbHbIe

Heitposuzyam3anus
CHUMIITOMBI P Y

ITHeBMO-
nedanorpadust —
HOpMa

TeHepanu3oBaHHbBIE

C TIPEUMYIIECTBEHHBIM
BOBJICYEHUEM
BEpPXHUX KOHEYHOCTE,
MMMMUYECKUX MBIILILL
U S13bIKA, AU3aPTPUSI

Pentren
yeperna —
HOpMa

BripaxkeHHast
reHepa30BaHHast
XOpes C BOBJICYEHUEM

JIMLIEBOW MYCKYJIaTyphl,

U3apTpust

TeHepanuszoBaHHbIE
XopeudopmMHbIe
JBUXKEHUS
B KOHEYHOCTSIX,
anmobykkanbHast

KT — Hopma

JUCKWHE3U, TU3apTpUs

XopeudopmHbie KT — Hopma

JIBUKEHMST KOHEYHOCTEH,

MUMUYECKON
MYCKYJIATYpPbI U SI3bIKa

MPT —
0e3 0cOOeHHOCTe!

[enepanuszoBaHHbIE
XopeudopMHbIe
JIBVDKEHMS BEPXHUX
KOHEYHOCTEM,
MUMUYECKOUN
MYCKYJIATYpbl, sI3bIKa

XopeuhopMHbIe MPT ronaoBHOro
JIBIDKEHUST mo3ra — Hopma. ODDKT
opodanuonuHreaibHoit ¢ auranaom TRODAT-1 —

CHUXXEHME 3axBaTa
JIMraHaa B 6a3ajbHbIX
siIpax ¢ ABYX CTOPOH,

S>D. ®AT-TIDT —
3HAYUTEJIbHOE CHUXKEHUE
3axBata DI B oGnacTn

TPaBoOU 1OPCOJIATEPATBHON

npedpPOHTAIBLHON KOPbI
U B 00J1aCTU KOPBHI JIEBOTO

001acTH, KOHEYHOCTE

OCTpOBKa
IpyOnie MPT —
HETMPOM3BOJIbHBIE yMepeHHbIe
JBUXKEHUS MPU3HAKKI
¥ aBTOMATU3MBI PTa, XPOHUYECKOU
sI3bIKa, HLIEMUT
xoperdopMHbIe TOJIOBHOTO MO3Ta
JBUXKEHUS

BEPXHUX KOHEYHOCTEN

JleBoCTOpOHHSIS MPT —
remMuxopesi, 0e3 0coOeHHOCTE!
IU3apTPUSI

Jleuyenue,

ekt

OT Tepanuu

JleueOHbIE
KPOBOITYCKaHMSI,
AHTUKOATYJISTHTBI,
XJIOPIMA3ETIOKCHI,
KOMILTAMHWH —
TTOJTOXUTETbHAST
IMHAMUKA

JleueOHbIE
KPOBOITYCKAHUST —
MOJIOXUTETbHAST
JIMHAMUKa

JleueOHbIE
KPOBOITYCKaHUST —
MOJIOXUTEIbHAST
JIMHaAMUKa

JleueOHbBIE
KPOBOITYCKAHUSI,
TaJIOTIEPUIOT —
MOJIOXUTETbHAST

JMHaAMUKa

FI/II[pOKCI/IMO‘-ICBI/IHa —
TIOJIOKUTEIbHASA
JUHaAMHKa

JleueOHbIE
KPOBOITYCKAHMS —
MTOJIOXUTETbHAST
IMHAMUKA

JleueOHbIE
KPOBOITYCKaHUS —
rnocJie 4-it npoLeaypbl
XopeudopMHbIe
JIBVKEHMS
MOJTHOCTBIO UCYE3JIH,
JIBUTaTEIbHOE
0eCIOKONCTBO
3HAYUTEJbHO
YMEHBIIWIOCH

JleueOHbIE
KPOBOITYCKaHMSI,
TMIPOKCUMOYEBHIHA,
aleTHIICATTUITIIOBAsT
KHUCJIOTa —
TTOJTOKUTETbHAST
IMHAMUKA
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HcTounuk

Liu G.
etal., 2014 [13]

Barow E.
etal., 2017 [9]

Garcia-Cabo C.
etal., 2018 [10]

Rodrigues V.
etal., 2019 [15]

Bhattacharjee S.,
2019 [17]

Koya Kutty S.
et al., 2020 [16]

Bette S.,
Moore H.,
2020 [12]

Bospact
neotora, Ilon
TO/BI

Ooumii
aHaMHe3

70 X ComnyTtcTByIolIne
3a00JIeBaHMS

HE OTMEYAKOTCAI

73 M Her nundopmarmu

96 M TuneproHnyeckast 6oJe3Hb,
GubpuLISIIMS Mpeacepanii
(npuem anukcabaHa),
XPOHUYECKAst UIIEMHUSI
HIDKHUX KOHEYHOCTEW.

B anamuese — UII
B TEUCHUE TTUTEITHHOTO
BPEMEHM, 33 MECSIIL
110 1e01oTa IBUTaTeIbHBIX
CHUMIITOMOB — OTMEHa
THIPOKCUMOYECBIUHBI

75 X PeakTuBHas nenpeccus,

JIBurarejbHbie
CHMITOMBI

JleBocTOpOHHSIS
reMuxopest
C BOBJICUYCHUEM
MUMUYECKOMN
MYCKYJIaTyphl,
MBIILILL SI3bIKA,
IU3apTpUst U aucharvs

JleBocTOpOHHSIS
reMuxopest
C BOBJIEYCHUEM
JIMLIEBOW MYCKYJIaTyphl

JleBocTOpOHHSIS
reMuxopest
C BOBJICYCHUEM
JIMLIEBOM
MYCKYJTaTypbI

XopeudopmHbie

TUTNICPTOHUYECCKAA 60.’163Hb, JBW2KEHUSA C BOBJICYUCHUEM

MUEJIOJUCTIIACTUYECKU I
CUHAPOM

80 X TosoBHast 60Jib,

MBIIIIII JIULIA, PTa
M KOHeuHocTel (bosee
BBIPaXKEHHbIE B TPABOI
HVMXKHE KOHEUHOCTH)

XopeuhopMHbIe

IIPUEM TUIIOTEH3UBHBIX  OBM2KCHUA C BOBJICUYCHUEM

MpernapaToB

79 X HenpennamepeHnHas
MOTEepsI MacChl TeJla
B TeUEHME 6 MecC.
B anamuese UI1T
B TEUCHUE ITUTEITEHOTO
BpeMeHM — Ha (oHe
TpueMa TUAPOKCH-
MOYEBUHBI OTMEYAETCsI
OTpUIIATeIbHAS TUHAMUKA
reMaTOoJIOTMYeCKIX
noKaszaTesen
86 M HenpennamepeHHast
MOTepsI MacChl TeJla
B TeueHue | mec. JleBo-
CTOPOHHMI MPEeXOAsIINA
aMaBpo3, HEBPUHOMA
JIEBOTO CJIyXOBOT'O HEpBa
(ymajneHue ¢ MOMOIIIBIO
PaguoOXUPyprudecKoit
onepanum), CIIOHANIONE3
C, 1y (;1eBOCTOpOHHMIA
remMumapes)

opodanmanbHoii 06JacTH
U BEPXHUX KOHEUHOCTEH

[eHepanu3oBaHHas
xopest
C MPEeUMYIIECTBEHHBIM
MopakeHUEM
OpOMaHIUOYISIPHOMN
00J1aCTH M BEPXHUX
KOHEYHOCTEN

YMepeHHO
BbIpaKeHHast
reHepaan30BaHHAs
Xxopest
C JOMUHUPYIOLIUM
BOBJICYEHUEM
MUMUYECKON
MYCKYJIaTyphbl,
MBIIIIII SI3bIKA

Heiiposusyamm3anus

MPT — ymepeHHbIe
TPU3HAKKI

IIpodoaxcenue mabn. 2
Continuing of Table 2

Jleuyenue,

ekt

OT Tepanuu

Tanonepuaon — mosoXxu-
TeJTbHasi TMHAMUKA C TIOCTIe-

XPOHMUYECKON UIIEMUU  IYIOIIMM BO30OHOBIEHUEM

TOJIOBHOI'O MO3ra

MPT — nogoctpblii
UILIEMUYECKUI UHCYIIBT
B IIpaBoit
TEMEHHOM 10J1e

KT — Hopma.
MPT He npoBoauiach
U3-3a HAJINYUSL
TPOTUBOMOKA3aHU I

MPT —
MPU3HAKKI
MUKDPOAHTUOTIATUI

MPT — cTpyKTypHOI
TTaTOJIOTHH
HE BBISIBICHO

MPT — nerkoe
CyNpaTeHTOPUATbHOE
TMOPaXXEHUE METKUX
COCY/IOB
U Hecrenupuyeckast
CUMMETpUYHas
TUTIEPUHTECHCUBHOCTh
B pexxumax T2
u FLAIR B cTBOJIE
TOJJOBHOTO MO3ra

MPT —
6e3 ocobeHHOoCTei?
3a MCKITIOYEHEM
MOCJIEOTEPALIMOHHBIX
M3MEHEHMI ITOCIIE
yIajieHus: HEBPUHOMBbI
JIEBOTO CJIYXOBOTO
HepBa

CHUMITTOMATHKU.
TunpokcuMoueBrHa,
KJIOTTUIIOTPENT —

IIOJIOKUTEIbHAsA TMHAMUKA

KapbamasenuH, BalbIpo-
eBast KMCJI0Ta, TUATIPUI,
OJIaH3aIMH, OyMPOTUOH,

TPaMUTIEKCON —

6e3 apdekra. JleueOHbIE

KPOBOITYCKAHUSI,
TMIPOKCUMOYEBHMHA,
aleTUICATULINIIOBAs

KUCJIO0Ta, TeTpabeHa3uH —
TMOJIOXUTEIbHAS TMHAMUKA

Tanonepuno:n,
KJIOHa3emnam —
6e3 achdexra.
Bozo6HOBIEHME
npuemMa

TUAPOKCUMOYECBUHBI —

TTIOJIOKUTEJIbHAA
JUHaMUKa

FI/IILDOKCI/IMO‘{CBI/IHa —

TOJIOKUTEIbHASA
JUHaAMHKa

JleueOHbIE
KPOBOITYCKaHUSI,
aleTUICATUIIIOBAsT

Kucjora — 6e3 ahdekra

Terpabenasun —
C MOJIOXKUTETbHBIM
addexTom.
PexomeHnnoBaHa
TMOBTOPHAsI OLIEHKA
reMaToJIOrMYeCcKuX
noKasaTesen
JUISL OTIPEe/IeTIeHUS
TaKTUKU JICUCHUS

TuapokcumoueBuHa,
TeTpabeHa3uH,
AleTUICATTUIIAIOBAsT
KUCIIOTa —
MTOJIOXKUTETbHAST
JUHAMUKA
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OkoHuanue maba. 2

Ending of Table 2
Bospact O6mii ey Jleuenue,
Hcrounuk neowora, Ilox a]-la“uMl-[le“E) cn b1 Heiiposu3yanusanus ekt
ropl MIITO OT Tepanuu
Raza H.K. 78 X Her nundopmarun XopeudopMHbIe MPT — Tuanpuna
etal., 2021 [14] JIBUOKEHUST TIEPUBEHTPUKYJISIPHBIE TUAPOXIIOPULL,
C BOBJICYCHUEM Ouaru Turep- TMIPOKCUMOYEBIHA —
MBIIIIIT SI3bIKA MHTEHCUBHOTO CUTHAJIA TTOJTOXUTETbHAST
1 KOHEYHOCTEN B pexume T2 FLAIR IUHAMHUKa

Ipumenanue. KT — xomrbiorepHasi tomorpadusi; MPT — marHutHo-pe3oHaHcHast tomorpadusi; ODDKT — onxHoGOTOHHAsE SMUCCMOHHAsS KOMITbIOTepHAst TOMOrpadusi;

DT-TIDT — no3UTPOHHO-3MUCCHOHHAsE ToMOTrpadusi ¢ HTOPAE30KCUTITIOKO30iA.

UMeH, HA36AHUI MEPMUHO8 U UUPp, C8A3aHHbIX ¢ pabomoil (no
npogpeccuu xumuk). Cnycms HecKoAbKO Mecsueé NOABUNUCH INU-
30001 dezopuenmayuu. Yepes Hekomopoe épems NOAGUAUCH HENPO-
U3601bHbIE OBUNCCHUS 8 KUCMAX PYK, NAeHax, 20108, 3adiCMypU-
8anue, epumacel, HenpouseoavHvle 3eyKu. Taxice noseuiucey He-
YemKOCMb peu, NPUKYCbI8AHUE A3bIKA, NOGbIULEHHOE CAIOHOOMJe-
AeHue, UHo20a HeMOmueupo8aHHvlil cmex. M3 anammesa yucusHu
U36€CMHO, HMO 6 0eMCKOM 803pacme NAUUEHM nepeHec peemamu-
ueckyio xopero. B cemeiinom anamnese 6e3 ocodenrnocmeii. Conym-
cmeyuue 3a001e6aHUS: MePYAMenbHas apummus, apmepuans-
Has eunepmensus, hooaepa. TlocmosnHno npunumaem pugapoxca-
bau, nponagheHoH, anionypuUHoN, AUeMUACAIUUUN08YI0 KUCAOMY,
A03GPMAH, po3y8acmamuH.

Ilpu o6caedosanuu negponocom cnycms 4 mec om debroma
CUMNMOMO8 nayuenm Ovla OpUeHMUpPo8aH 8 mecme U cOOCHMEEH-
Holl AuuHOCMU, 00HAKO owubcs 6 dame Ha 3 Ona. Tecmuposanue
no wkare Mounpeansckoeo koeHumuenozo mecma (Montreal
Cognitive Assessment, MoCA) — 24/30 6anno6: ommeuanrocs Hapy-
weHnue namamu (omcpovenHoe 6ocnpoussederue 08yX U3 namu
c108), cHuxceHue beenocmu peuu (9 croe 3a munymy). B neepono-
2UYEeCKOM Cmamyce omMmedeHbl nape3 630pa 86epx, Aeekas Ou3-
apmpus U 8blpaNCeHHblIl 2eHepanru308antblil XopeuphopmHoLil u-
nepkuHes. B ocmanshom Heeponoeuueckuii cmamyc 6e3 0cobenHo-
cmeil. Taxum obpasom, nayuenmy oUaeHOCMUPOBAHO eUnepKUHe-
muueckoe paccmpoicmeo ¢ CUHOPOMOM
VMEPEeHHbIX KOSHUMUGHBIX HAPYUICHU.
Ilposoduaacy Jughpepenyuanvnas duae-
HOCMUKa Mexcoy 6MOPUYHbIMU NPUMUHA -
mu xopeu u O6oaesHvlo lenmunemorna
¢ NO30HUM HA4ANOM.

Hasznaueno doobcaedosanue oas uc-
KAIOYeHUs OCHOBHbIX Memaboau4ecKux
npuUYUH Xopeu, MAaKux KaK eunepeaukemus,
NeKmpoaumHble Hapyuienus, Odeguyum
eumamuna B, noueunas nedocmamou-
Hocmb. B obuwem anaauze kposu obpawaiu
Ha cebs 6HUMAHUe NOAUUUMEMUsl, NeliKO-
yumo3 u mpomboyumos. buoxumuueckuii
aHanu3 Kposu, 3NeKmpoiumsl Kposu, 6u-
mamun B, u poauesas kucroma — Hopma.
C yenavio uckawuenus 6oaesHu Buavco-
Ha—KoHosanoea Hasnaven anaaus kposu
Ha YpoGeHb Uepyaonad3MuHa — HOPMA.
Takoce HazHaueHo cenemuueckoe mecmu-
posanue 0 uckarouenus Oone3nu lewn-
munemona ¢ no3oHum Havarom. Yucao
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CAG-noemopoé 6 eene HTT cocmaeuno 12/21 (nopma — do 35);
makum obpazom, duaenos e noomeepxucoer. Ilpu MPT eonroeroco
M032a 8bl6AeHO Heboabuloe pacuiuperue 00KO08bIX JHCeny0oUKo8s.
Hoeoobpaszosanuil, ouazoebix usmeHeHuil, Namoa02UHecKux ume-
HeHUll 6a3anbHbIX s0ep He 8blA6AEHO (CM. PUCYHOK).

B c6a3u ¢ 6bi61eHHbBIMU USMEHEHUSMU 8 00UeM aHanu3e Kpo-
6u 3anodospena U1, nayuenm nanpasnen Ha eeHemu4eckoe uccae-
dosanue, npu Komopom eviaearena mymayus cl1849G>T (V617F)
6 eene JAK2. [layuenm KOHCYAbMUPOBAH 2eMamon02oM, OUuaeHo3
HII nodmeepaicoen. Yepes 7 mec om 0ebroma cumnmomos 8binoaHe-
HbL 1eueOHble KPOBONYCKAHUS, 3ameM Ha4ama mepanus eudpoKcu-
MOHeBUHOU.

Ilpu ocmompe uepes 8 mec nocae debroma 3a601e6aHus 6bl-
PAJCEHHOCMb 2UNEPKUHE308 N0 CPABHEHUIO ¢ NPedblOyUUM 0CMO-
mpom 3amemuo cHususacs. OOHAKO COXPAHANUCH HCAN00bl HA HA-
pyuterue namamu. Hasznauenv donosnumensuvle uccaedosauus
015 UCKAI0UeHUS NPUOOPEMeHHbIX NPUHUH XOpeu — IHOOKPUHHBIX
HapyuleHutl (cunomupeos, cUNONapamupeos), UHMeKUUOHHbIX 3a-
6oaesanuii: yposru eopmoros TTI, ceobodnoeo T, karvyus, na-
PameopmMoHa 0Kasaiucy 8 Hopme; ckpunuue Ha BUY, cughuauc,
eenamumol B u C — ompuyamensvnuiii. Jlna uckaouenus napa-
Heonaacmu4ecko2o0 CUHOpOMAa HA3HAYEHA NAaHeAb AHMUHeUpo-
HanvbHbiX anmumen (Aaiin-6aom: Hu, Yo-1, CV2, Ma2, Ri, amgu-
¢usun) — ammumena He 8vl6AeHbl. Yuumovieas nepeHeceHHYH

MPT 2on06n020 mo3ea nayuenma 69 nem ¢ xopeeii na gone HUII. Obpawaiom na cebs
GHUMAHUE OMCYMCMBUEe 04a208bIX (6 MOM Hucae cOCYOUCMbIX) USMEHEHU,
HebobUOoe pacuuperue jHeeay0ouKo8oi cucmembl U CyoapaxHOUOANbHbIX
npocmpancme 100HO-meMeHHO-8UCOUHOL obracmu
MRI of the brain of a 69-year-old patient with chorea due to PV. Of note is the absence
of focal (including vascular) changes, mild enlargement of the ventricular system
and subarachnoid spaces of the fronto-parietal-temporal region
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6 demcmee peeMamu4eckyio xXopero, Ovin npoeder aHanu3 Ha aH-
mumena k cmpenmoausuny O (ACJI-0) — nHopmanvublii pe3ynsb-
mam. Jlns uckawouenus 3a004e6anus coeOUHUMENbHOU MKAHU UC-
caedosanvl anmunykaeaphvle aumumena (ANA, IgG cymmapnuiil,
KauecmeeHHblli mecm) — pe3yabmam NoA0NCUMENbHbli; npu 00-
00cnedoeanuy memooom umMmyHoorommuHnea (aumumena Kk Sm,
RNP/Sm, SS-A, SS-B, Scl-70, PM-Scl, PCNA, CENP-B,
dsDNA, Histone, Nucleosome, Rib P, AMA-M2, Jo-1) — cneyu-
@uueckux anmumen He 8bi561€HO.

Yuumoieas nososcumensvholii aHaiuz Ha aHMuHyKaeapHvle
anmumena (IgG, kauecmeennvlii aHaiu3) u mom ¢akm, umo om-
puyamensivle pe3yabmMamol UMMYHOOA0MA He NO360ASIOM UCKAI0-
Yumo 3a601e6anue cOeOUHUMENbHOU MKAHU, Obl10 NPOGedeHo 00-
obcnedosanue: anmumena k gocguaunudam (IgG+IgM cymmap-
Hble) — Hopma, aumumena K kapouoaunury (1gG+IgM~+IgA cym-
MapHvle) — HopMma, awmumena K Oema-2-eauxonpomeudy
(IgG+IgM+IgA cymmapuvie) — 41 (nopma do 20), anmumena
K dsycnupanvhoilt IHK (IgG, HDA) — >25 (nopma do 10, comnu-
menvHblil pesyrsmam 10—15, noasoxcumenvho >15). Aumumena
K deycnupanvroil IHK naubonee cneyughuunst ons CKB. Y nayu-
eHma He 0MmMe4anoch Hu 00H020 KAUHUHECK020 Kpumepusl, Heo0xo-
dumoeo Oas  Oduaenocmuxu CKB coeaacHo  Kpumepusm
EULAR/ACR (2019), mak kax K Helponcuxuampuveckum cum-
nmomam, 6KAIOUEHHbIM 8 OUaeHOCMUYecKue Kpumepuu, OmHOCIm-
¢ auwb cydopoeu, deaupuil u ncuxos. Tem He meHee maxue npose-
snenuss CKB, kax dsueamenvHbie paccmpoiicmea, 6 mom vucae xXo-
pest, U 0eMeHUuUs, XOpouio uzeecmuul. B ceés3u ¢ amum ovi10 nazua-
ueHo paseepHymoe doodcaedosanue. B uacmuocmu, ¢ yeavio Koau-
YeCMBEeHH020 OnpedeneHUss MUmpa AHMUHYKAeapHbIX aHmumen,
a makdjice YMoYHeHUs MUna ceeveHus Ha3HaveHvl aHmuHyKaeap-
Hble aHmumena Memooom HenpaMoil UMMYHOGAIOOpecyeHyuY Ha
npenapamax HEp-2-kaemok: noayuen pesyasvmam 1:160 (nopma
<1:160) u evis6rer yeHMpoMepHbLil, YUMONAAZMAMUYECKULl MUN
ceeuenus. Llenmpomeproe ceeuerue xapaKmepHo 041 HAAUYUS AH-
mumen K yenmpomepam xpomocom (CENP A/B) u moxcem acco-
UUuupoB8amuvCs ¢ MaKumu 3a001e8aHUAMU, KAK CUCIEMHAsL CKAepO-
depmusi, CREST-cunopom u CKB, moeda kax yumonaazmamuue-
CKUIl mun céevenus xapaKkmeper 04s WUPOK020 CNeKmpa aHmu-
men, 8 mom 4ucae He acCOyUUPOBAHHBIX C 3a001e8AHUAMU COOU-
HUMeNbHOU MKAHU. Yuumovieas 6bvls6AeHHOe DaHee HNOGbluieHUe
KOHyenmpauyuu anmumen Kk odgycnupasvHoil JIHK (memodom
HDA), ¢ uenvto uckarueHus 10ICHONOA0NCUMENbHO2O Pe3YAbMaAma
Obl1 HA3HAYeH noomeepICcOarouuil mecm anbMepHaAMUGHbIM Me-
modom — uccaedosanue anmumen K dgycnupanvroil JITHK memo-
dom HenpsaMOll UMMYHODAIOOpeCUeHUUU ¢ UCHOAb308AHUEM CYO-
cmpama Crithidia luciliae (Crithidia luciliae Indirect Fluorescent
Test, CLIFT), noayuen ompuyamenvhuuiit pezyaomam. Jonoaru-
MenbHO HA3HAYEHO UCCAe008AHUE YPOGHSI AHmMUmMen K IKcmpaupy-
emomy sidepromy ammueerny Sm, IgG (Anti-Sm autoantibodies,
1gG), komopovie seastomes ewje 0OHUM CREUUDUUHBIM MAPKEPOM
CKB — pe3yabmam ompuyamenvHbiil; npogedeHa makice OUueHKd
ypoeHsa Kkomnonenmos komnaemernma C3, C4, cHusiceHue Komopozo
A615emcs 00HUM U3 UMMYHON02UHECKUX Kpumepueg OuaesHoCmuKu
CKB, pe3yabmam 6 npedenax HOpMbl.

C yenvlo cKpuHUHea HA NPOMEUHYPUIO, KOMOPAs A6A5Aemcs
00HUM u3 KauHuueckux kpumepuee CKB, nasnaueno uccaedosanue
anbOYMUH-KpeamuHuH08020 COOMHOWeHUsl (PA308as NOPyUs Mo-
uy), pezyromam Hopmanvhulil. Beinoanena KT neexkux: kaunuvecku
3HAYUMble UBMEHEHUS He BblA6AeHbl, OAHHBIX, CBUOCMEeNbCIBYIOULUX
0 Haauvuu 3a004e6anusi COeOUHUMENbHOU MKAHU, CapKoudosd,
He noayuero. Takum o6pasom, yuumovléas HeebICOKUL MUmp aHmu-
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HYKNeapHbiX anmumen, OmMpuyamenvbHole pe3yabmams noomeep-
ACOAOUWUX UMMYHON0UMECKUX MeCmO8 U OMCYymcmeue Heo0xoou-
MbIX KAUHUMECKUX NPU3HAK08, 8 Hacmoaujuil momenm duaenoz CKB
ModHcem Gblmb UCKAIOUEH.

Takum o6pasom, y nayueHma UCKAKUeHbl HACIeOCMBEHHbIE
(6ore3ny lenmunemona c¢ no3onum Hauanom, 60ae3nb Bunvco-
Ha—KoHosanosa, Heilpoakanmouyumos — 66udy 0mMcymcmeus
AKAHMOUUMO8 8 MAa3Ke KPO8U U YMEHbUEHUS MANCeCMU CUMNIO-
MO8 ¢ meueHueM 8peMenU) U npuoodpemenHsle NPUHUHbL Xopeu, ma-
Kue kak BUY, memaboauueckue, SHOOKPUHHbIE HAPYWeHUs, napa-
HeonaacmuuecKull CuHOpom, 3a001e6anuUs. COCOUHUMENbHOU MKa-
nu. Ilpuema nexapcmeeHHviX npenapamos, cNOCOOHbIX 6bI36aMb
Xopero, 6 anamuese He 0bin0. Yuumoleas yayuuieHue Ha gone mepa-
nuu 2UOPOKCUMOUEBUHOU, OUASHOCMUPOBAHA CUMIMOMAMUYECKAS
xopest, accoyuuposannas ¢ UI1. Tak kak dannbiii 6ud xopeu umeem
MeHOeHYUI0 YMeHbUambCsl Ha (hoHe NeweHUs. OCHO8HO20 3a001e6a-
HUs (WMo MblL U HaOAOaAU Y Haule2o NayueHma), 0bia0 peKoMeHO0-
8aHO HaONIOOeHUe 2eMamonoed, npoooadIceHIe mepanuil.

Cnycms 200 nocae 0eboma nepevix CUMNIMOMO8 8 CESA3U
€ COXpaHeHUuem Heanol Ha HapyueHus namsamu NAyUeHm KOHCY1b-
muposan Ha cneyuarusuposarnom npueme ¢ HI[H. [Ipu ocmompe
8 HeBpON0UMECKOM CMAMmyce OMMeHAAUuch AeeKas OU3apmpus,
Ae2Koe dgueamenvHoe 0echOKOUCMEO U Ae2KUll NOCHYPAAbHbLi
mpemop pyk. B ocmanvrom negponocuueckuii cmamyc 6e3 ocoben-
Hocmeil. TIpu KoeHumMueHOM MecmMupo8anul CyMMapHas OueHKd
no Addenbpykckoii wkane (Addenbrooke's Cognitive Examination,
ACE-R) cocmasuna 91/100 6arnos, umo ¢ghopmarsho coomeem-
cmeyem nopme. Ilpu oyenxe cyourxar ACE-R noayuenwt caedyro-
wue pe3yabmamol: 6HUManue u opuenmayus — 18/18, namame —
21/26, peuesas akmuenocmo — 12/14, peub — 26/26, 3pumenvHo-
npocmparcmeennvle yukyuu — 14/16. Hexomopoe cuusicenue
pe4esoil akmugHocmu npedcmagieHo CHUNCCHUEeM AUMEePaabHOLL
beenocmu (12 croé 3a munymy), cHudiceHue namsamuy — mpyoHo-
CMAMU OMCPOHEHHO20 B0CNPOU36eOeHUst (NpU IMOM COXPAHHO
80cnpoussederie npu UCnoAb308aHUU NOOCKA3KU gblbopa). Kpam-
Kas wkana oyeHku ncuxuveckoeo cmamyca — 29/30 6aanos, umo
makoice COOmeemcmayem HopManbhuim 3navenusm. Hecmomps na
POPMAnbHO HOPMANbHBIE BHAYEHUS CKPUHUHROBbIX WIKAN, 8 3AKAI0-
YeHUU HeliPONCUX0102a OMMeUeHbl CHUICeHUe NPOU3B0AbHO20 GHU -
MaHUs, ymepeHHoe MOOanAbHO-Hecneyuguueckoe Hapyuenue na-
MSAMU, INeMeHMbl hpacMeHMapHo20 80CNPUSIMUS, CHUMNCEHUe No-
Kazamenell 3pUMeAbHO-NPOCMPAHCMBEHHOI NAMAMU, MPYOHO-
cmu no OUHAMUYECKOMY MUuny 6 0sueamenvHol cghepe Ha oHe
NOGbLUUEHHOU MPEBONCHOCHIU.

Taxum obpazom, yuumvleas NPAKmMu4ecKu NOAHbLI peepecc
d8uUeamenvHbIX HApYUWeHUll Ha oHe mepanuu 2UOPOKCUMOHEBUHOIL,
Haubonee 8eposimHo, Mo y 0aHHO20 NAYUeHma HAbAOANach Xo-
pes, accoyuuposantras ¢ UI1. O0Haxo Heav3s UCKAIOUUMb, YMO CO-
nymcmeyioujee 1e2koe KOSHUMUBHoe paccmpoiicmeo npeumyecm-
8€HHO OUCDe2YASIMOPHO20 XaPAKMePa CAYICUM NPosiaeHUeM 0ebto-
ma conymcmeynue2o HelipodeceHepamueroeo 3a004e8anus, 0co-
OeHHO ¢ yuemom OmMCymcmeus cocyoOucmviX UsmMeHeHuil, Komopoie
Moeau 0bl 00ssicHUmMb 0anHble cumnmomsl. [layuenmy pexomendo-
8aHO UccAe008aHUe MapKepos 00ne3HU Anbyeeiimepa u HabardeHue
3a cocmosiHuem 6 QUHamuKe.

Obcymnenue

HaunGosee yacTbIM mpeaosaraeMbiM MEXaHHU3MOM JIBH-
rarejbHbIX paccTpoitictB npu WMIT cuurTaeTcss MOBBIILIEHHAS
BSIBKOCTh KPOBM B COCYyIaX, KpOBOCHAOXKalOIINX 0Oa3abHbIC
anpa [8, 12]. Takke Oblj1a mpeanogoxkeHa B3auMOCBSI3b Pa3BU-
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TUSI XOpeU ¢ U3MEHEHHBIM MeTaboIn3MoM nohaMUHa B TPOM-
OoIMTaX WJIM TUIEPYYBCTBUTEILHOCTHIO HO(MaMUHOBBIX pe-
LenTOPOB Ha (hoHe neduIMTa ICTPOreHa y XeHIINH B TTIOCTMe-
HoTay3e, TOCKOJIbKY B ONTMCAHHBIX B JTUTEPAType CIyJasix mpe-
BaJIMUPYIOT JIMLIA XXEeHCKOTOo 1oja [8]. JIpyroit BO3MOXHBIN Me-
XaHU3M, BIiepBble TpeaioxeHHbli S. Bette 1 H. Moore [12],
CBSI3aH HEIMoCpeACTBEHHO ¢ MyTanueit JAK2. [penmnonaraercs,
yt0o myTtauus V617F B rene JAK2 npuBOAUT K MTOBBILIEHUIO €I0
BKCTIPECCHUM B CTPUATYME, YTO BBI3BIBAET MPOBOCTIATUTEILHOE
COCTOSIHUE, TPUBOAS K HEWPOBOCIAJICHUIO M aCTPOIIMO3Y
B moJjiocatoM Teiie [12]. TeopeTHyecku 3TO MOXET TIPUBOIUTH
K HapylIeHUWIO Tiepelauyld CUTHAJIOB MEXIy HEeMpOHAMU W SB-
JISThCA MpUYMHOU Xopeu [12]. UHTepecHbIM (DakTOM U3 aHaAM-
He3a Halllero TalllMeHTa sIBJIsIeTCs] TepeHeceHHas] B JIETCTBE
peBMaTHyecKasi Xopest, YTO He ITO3BOJISIeT UCKIIOUUTh BO3MOX-
HYIO CBSI3b NAHHBIX COCTOSIHUI. DTa TMIoTe3a TpeOyeT Hayib-
HEWIMX ucciel0BaHUM.

Jleuenue WII BxioyaeT npouaakTUKy TPOMOOTUYECKUX
OCJIOXKHEHU, (U3NIecKoe yaajleHe U30bITOUYHOM MacChl LIMP-
KYJUPYIOLIHUX SPUTPOLUTOB U LIUTOPEAYKTUBHYIO TePAITUIO MO
HabmogeHueM Bpada-remarosiora [6]. Crneumduyeckoe jede-
Hue WMII nmpuBoauT K perpeccy ABUTaTeIbHBIX HApPYIICHUI, Kak
3TO OBLIO TTPOAEMOHCTPUPOBAHO B TTOAABIISIIONIEM OOJIBIIMHCT-
BE ONMCAHHBIX B JIUTEpaType ciydaeB (CM. Tabl. 2) M y HaIllero
nanueHTta. OnHako B ciaydae, onvcaHHoM S. Bhattacharjee [17],
y TIalleHTa COXPaHsUTICh XOpern(hOpMHbBIE IBVXKEHUS, HECMOT-
psI Ha YMEHbIIIEHWE BSA3KOCTU KPOBM ITOCHIE CIEIUMUUECKOrO
JIeYyeHusl, a B ciyydae, npeacraBieHHoM J. Lew u coaBr. [18], xo-
pest HabJIoalach y MalKdeHTa ¢ HOPMaJIbHbIM T€MaTOKPUTOM,
Ho ¢ mytauueit V617F B rene JAK2. [laHHble HaOIIOAEHMS, Be-
POSITHO, TOATBEPXKIAIOT TEOPUIO O TOM, YTO MEXaHM3M XOpeu

HAWNHUYECKHUE HABNKWAEHUA

ripu UTI cBsi3aH He TOJIBKO C MOBBIIIEHHO BSI3KOCTBIO KPOBHU.

M. Severs 1 coaBrt. [11] peAnoNOXWIN, YTO NaTOPU3NO-
JIOTYsI KOTHUTUBHBIX HAPYIIEHUI B cliydae coYeTaHUs JTOOHOM
CHUMIITOMATUKN C JIBUTaTEJIbHBIMM PACCTPOMCTBAMU MOXKET
OBITh TaKOM ke, KaK M B CIyyasix ¢ M30JMPOBAHHOI Xopeeil,
HO C y4YyeToM BOBJICYEHMSI JOOHBIX noJieil. B omucaHusx
G.M. Alkemade u coaBr. [26] 1 M. Kowar u coaBT. [27] KOrHH-
TUBHasI TUCHYHKIIMS CBSI3bIBAJaCh C COCYIMCTOM TaTOJOTHEH
Ha pone UIT (reMogrmHaMu4ecKuii MHMAPKT, CYOKOPTUKAIbHAS
aTepockiepoTnyeckas sHIedanonaTus). B Haiiem ciaydae 1mo
IAHHBIM HEHPOBU3YyaIM3allMM BBISBJICHBI JIETKHAE aTpodude-
CKH€ M3MEHEHUS U OTCYTCTBYIOT IMMPU3HAKKM COCYAUCTOTO Iopa-
JKEHUsI. YUUTHIBAsI, YTO TIOKWION BO3PACT SIBIISIETCST (DaKTOPOM
pucka He Tosibko MII, HO Takke HeliponereHepaTUBHBIX 3a00-
JIEBaHUM, HEJIb3sl UCKIIIOUUTh AeOIOT COIMYyTCTBYIOIIEH MaToJIO-
run. st nuddepeHunanu 1aHHbIX COCTOSIHUIM 11e1ecoo0pas-
HO JajibHeiiliee aoo0cienoBaHue (MpoBeneHUE JIOMOATbHOM
MyHKLMK C UCCIeIOBaHMEM MapKepoB 00JIe3HU AJsblreiiMmepa).
B cBsI3M ¢ OTCYTCTBMEM JaHHBIX JIUTEPATYPhl O XOpee KakK Bapu-
aHTe neblora 00se3HU AJblreiiMepa B3aMMOCBSI3b JAHHBIX CO-
CTOSTHUIT KaXKeTCsl MaJIOBEPOSITHOM, OMHAKO JaHHBINM (DakT Tpe-
OyeT naabHeNIInX HaOII0eHU.

3aknwyenne

OnuvcaHHBI HAMU CJTy4yaii IeMOHCTPUPYET PeIKOE HEBPO-
siornyeckoe mnposineHue MIT u nomuepkruBaeT HEOOXOIUMOCTD
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XOpPEW U KOTHUTUBHBIMU HAPYLICHUSIMU TSI UCKITIOUEHUS T10-
TEHIIMATbHO OOpaTUMBbIX cOCTOsSIHUI. CBOEBPEMEHHO HayaToe
JIeYeHUEe TO3BOJISIET JOOUTHCS XOPOILEero MPOrHo3a U MpeaoT-
BPaTUTb OCJIOXHEHMSI OCHOBHOTO 3a00J1€BaHMSI.
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