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PE3IOME

AkTyajabHOCTh. B nurepaTtype ncuxmueckue pacctpoiictsa (I1P), BosHuKaromue y G0JBHBIX C UCTUHHOW MOJHIIHU-
temueil (MI1) kak BTOpU4HBIE IPOABICHU, UcceoBaHbl HeaocTaTouHo. Ilens: nzyuenue I1P B cBsasu ¢ UII Ha ocHOBe
aHaJIM3a KIMHUYECKUX CIIy4daeB, IPEUMYIIECTBEHHO OMMCAHHBIX B aHIVIOA3BIYHON HAy4YHOM JIUTEpaType, Ui YCTaHOB-
JICHUS CBS3M MEXIy CHMIITOMaMH, (h)aKTOpaMH pHcKa, ucxonaMu. MaTepuaasl U MeToabl. [Touck, oT60p 1 cucrema-
THYeCKi aHanmn3 kirmHngecknx ciaydaeB (UI1 ¢ [1P), momyueHHsIx u3 6a3bl naHHBIX PubMed, i cpaBHEHUS pe3yIibTa-
ToB sieuenust. KitroueBsie cioBa st moucka uudopmanmu: “polycythemia vera”, “mental disorders”. PesyabraTbl. O6-
30p MOCBAIICH aHATN3Y JUTEPATypPHBIX AAHHBIX 110 MaTepHajaM OITyONMKOBAHHBIX KIMHHYeCKHX ciaydaeB [1P mpu UIT
Ha aHrmmickoM s3bike. Opranndeckoe [1P aBnsercs xapakTepHbIM ncuxudeckuM nposiBineHreM HII. ComaroreHHsle
ncuxornarojormdeckue cumnromMs! pu UI1 Becema pazHooOpasHbl. B kimmHndeckoit npaktuke y nanuenTos ¢ UIT ¢ BEI-
COKOM 9acToToil BeTpedatoTcs Herncuxotndeckue [1P u ncuxo3sl, Takue Kak aenupuil u napaHoun]. OnucaHbl KOTHUTHB-
HBIC U TPEBOXHBIE PACCTPOICTBa, NEMPECCUBHBIN U MaHMaKaIbHBIN cuHIpoMsbl. [losBnenue npusHakoB IIP (TpeBoru,
TMIO/IABJICHHOCTH, OECIIOKOICTBA, pa3IpaKUTEIbHOCTH, JICIIPECCHH, KOTHUTUBHOTO CHIDKEHHs) y nauuenToB ¢ UII B pas-
BUTHH 0OJIC3HU CBUICTEIIHCTBYET O MPOTrPecCUpOBaHKH 3aboeBanus. B rpymne pucka passutus [1P nmpu UIT Haxozastes
MAIUEeHTHI TI0KUIIOTo Bo3pacTa. XOTs ¢ yBEpEHHOCTBIO TOBOPUTH O NMPUYMHHO-ceAcTBeHHOM cBs3u IIP u UII, ux o6-
mux (haKTopax PUCKa CIOKHO, OMHAKO YITy4IICHHE COCTOSHUS IMAllMEHTOB B TEYEHHE KOPOTKOTO BPEMEHH mHocie ¢ie-
60TOMHNM 1 HOpPMaJIM3AIMK YPOBHS T'eMOTIIIO0NHA TTO3BOJISIET MPEIIOJIOKNTD, YTO B JAHHBIX ciydasx uMmexHo MII npu-
Bella K Pa3BUTHIO BTOPUYHBIX IICUXMUYECKUX HapylieHui. [TonoxkurensHas quHaMuka (yirydmieHne GU3ndecKoro 1 rcu-
XOJIOTHYECKOr0 COCTOSIHHS, YMEHbLICHHE 0OJIH, yNydIleHHe IPOrHo3a) MOCIe LHUTOPSIYKIUH YKa3bIBaeT HA HAMYUC
00paTUMOr0 TTATOreHETHYECKOTO MeXaHu3Ma, BbI3biBatomero [1P. 3akaouenue. BoisBieHre BTOPHUIHBIX, HOTEHINATb-
HO TIOJUIAIONIMXCS KOPPEKIUH WM YCTPAaHEHHIO (haKTOPOB, BBI3BIBAIONMIMX pa3BuTHe [IP, upe3BbluaifHO BaskHO UIs
NPEOTBPALLECHHS ITPOIEHHOTO Bpesia OT HEOOOCHOBAHHOTO (PapMaKOJIOrHUECcKOro JIEUEHHs ICUXOTPOITHBIMU TIperapa-
TaMHM ¥ MUHUMM3AIIMH PUCKA 33/IePXKKH MOCTAaHOBKM JTMAarHO3a U Hayasa jedeHus. CBOeBpeMEeHHas JUAarHOCTHKA U Te-
panus [1P Ha panHHX cragusax y 60mpHBIX ¢ M1 cmocoGCTBYIOT ONTHMU3AIMH JIeueOHO-peabIINTalHOHHBIX MEPOIIPHS-
THH, IPEOTBPAILECHHUIO OCIOKHEHHUH, CHIKEHHIO HeONaronpHATHBIX TOCIEeICTBUI 3a001eBaHNs M HHBAJIHIHOCTH.

KnroyeBble cnoBa: muenodubpos, HCTHHHAS TOIUIMTEMHS, SCCEHIIHAEHAS TPOMOOIIUTEMHS, TPOMOO3bI, ICHXHYE-
CKHe paccTpoiicTa (maroreHes), Gue00TOMUs, IUTOPEAYKIIHS.

BBEJIEHUWE

B nwmreparype mncuxuyeckue paccrpoiictBa (ITP)
BeaeacTBre uctuHHOM noymiuremun (MIT) — oHko3a-
0oneBaHNN KPOBETBOPHON CHCTEMBI — OIHCAHBI HEMO-
cratouHo. VMccnemoBanuii Ha 3Ty TeMy OITyOJIMKOBaHO
HEMHOTO, UX OIHMCAaHMS COAEPKAT MaJoe KOJIHMYECTBO
uH(pOpPMAIMHY KaK O METOIAX W Pe3yJbTarax, TaK H WH-
Teprperanun nposieienuid [1IP npu muenonponudepa-
TUBHOM 3a0osieBanuu. [latorene3 TP npu muenodud-
poze (M®) HenocrarouHo xopouo usyueH, [1P moryT
OBITH JTETEPMHHHUPOBAHBI COUCTAHUEM (DH3HOJIOTHYC-
CKUX, TICHXOJIOTHYECKHX M COIMAIBHBIX (PaKTOPOB.
N3zyuas mexanusMsel passutus IIP npu comatnueckux

3a00J1eBaHMAX, KIIMHUKY W MATOTEHE3 IICHXOIaTOIOTH-
yeckux cuHApoMmoB, b.A. Llemubeer (1972) ommcan
4 cimydast icuxo30B M 16 cilydaeB HENCHXOTHYECKHX
I[P B paMkax U3MEHEHU JMYHOCTU MALMEHTOB
B MBILIUICHUH U noBezieHud [1]. TIpopeMOHCTpHpOBaHbL
[P y 118 manmenToB ¢ 3a001€BaHUSIMHU CHCTEMBI KPO-
BH, B IpeodiajatonieM OONBIIMHCTBE HEBPOTHYECKHE
PpaccTpOMCTBA U HO3OI€HHBIE PEAKLIUU B BUJIE TPEBOI'H,
CTpaxa, JICTIPEeCCUH, UIMOXOHAPUH WM OTpHLAHUS 60-
J€3HH, a TAKXKE COMATOr€HHBIN NCUX03 Yy 3 MalUeHTOB
¢ UII [2]. ¥V noxuibIx NaUeHTOB C BIEPBbIE Pa3BUB-
HIelcs Xopeed U KOTHUTUBHBIMU HApYILIEHUSMU aBTO-
PpBI pexoMeHTytoT paccmarpuBaTh UIT kak BO3MOXKHYIO
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Jekummn. O630pbI

MPUYMHY JTAHHBIX HapyIIEHUH, LENeco00pa3sHO BBISB-
neHue 3a0oJieBaHUS Ha paHHEH CTaJuH, TaK KaK HC-
KIIFOUHUTETHHO PAHHSS JAWATHOCTHKA STOTO COCTOSHUS
MO3BOJISIET ONPEAETUTh TPABUIBHBIA BBHIOOP KOM-
IUIEKCHOHM Teparuy, MpeaoTBpaTuTh Pa3BUTHE OCIIOXK-
HEHHH, YIy4IIUTh TPOTHO3 [3].

Bonbmee sanmanve [P y 6ompHbIX ¢ UIT ynenser-
csl B paboTax 3apyOeXHbIX aBTOPOB. BhIsgBIEHa BBICO-
Kasi pactpoctpaneHHOCTh (44,1%) 1P B mpocnekTus-
HOM CTaI[IOHApHOM HCCJCHOBAHUM, BKIIOYas pac-
crpoifctBo  amantaiuu  (22,7%),  paccTpoUCTBO
HactpoeHus (14,1%), TpeBOXKHOE pPacCTPOMCTBO
(8,2%), nemmpwuii (7,3%). O6HapyX)eHa CTATHCTUIECKH
3HauUUMas CBSI3b MEXJY PacCTPOHCTBOM HACTPOEHMS,
TPEBOXKHOCTBIO M PACCTPOMCTBOM  afanTaIuu
(p=0,022) ¢ GompIei MPOIOIKUTEITBHOCTHIO MTPEObI-
BaHUs B CTallMOHApE MAIMEHTOB C XPOHUUECKUM MHe-
nouauaeM JteiikozoM (P=0,003) [4]. B ucropuyeckom
acIleKTe TPENCTABISCT HHTEpeC OIyOIMKOBaHHAsA 00-
nee 70 ner nasan pabora J. Haber, roe npuseneno 16
ciyyaes I1P, Bei3BanHbIX UII, cpeau sTHx Habmrome-
HUIA OITUCHIBAINCH OONBHEIC C ICIUPUEM, ETIPECCUEH,
MaHHeH, BBIPa)KEHHBIMI KOTHUTHBHBIMU HapyIICHUS-
MH. ABTOp CUHTAET, YTO MICHX03 MOXKET BO3HUKAThH KaK
OCIIOKHEHWE WJIM COIMYTCTBYIOIIEE COCTosHUE [5].
Cnyyaii cuaapoma Jo0HbIX nosied npu UIT co 3Hauu-
TEJNbHOW O00PaTHUMOCTBIO Tocie (IeOOTOMUH JEeMOH-
cTpupyeT penkoe mnposinenne MII u puck 3anepxxku
B IMaTHOCTHKE W JICUCHWUH JIHI[ TOKAJIOTO BO3pAcCTa.
[lcuxmarpuyeckue CUMOTOMBI MOTYT OBITH CBSI3aHBI
C COIyTCTBYIOIUM IICUXOCOIMAIBHBIM CTPECCOM HIIH
JeTeHepaTHBHEIM 3a0oneBanneM. OmmcaTelsHOe HUC-
CIIeIOBaHME KIMHUYECKUX CIy4acB OOOCHOBBIBAET
HEOOXOAMMOCTh  KOMIUIEKCHOM  TrepHaTpU4ecKoi
OLICHKU JJISI K&KJOTO IMOXKIJIOTO YeJoBeKa ¢ M3MEHe-
HUSIMU B TIOBEAICHUN [6].

K npuunnam BosHukHoBeHus I1P npu UII aBTOpBI
OTHOCST IMUPOKHUH CIIeKTp (hakTopoB: TpoMOO3bI, TO-
BEIIICHUE YPOBHSI T€MOTIIOOMHA W TEeMATOKPHUTA, YBE-
JIMYCHUE KOJIMUYECTBA SPUTPOLUTOB M 00bEMa LIUPKY-
JIUPYIOIIEH KPOBH, TMIEPIUIA3UI0 BCEX POCTKOB KPO-
BETBOPEHUS, IICHXOCOIHAIBHBIE (DaKTOpHI (IUCIIaH-
CepHOE HAOJIIOZCHNUE, BBIHY>KACHHBIE OTPAHUUCHUS
B 00pase xu3Hy, ctpax cMeptr). IIpu UIT moryT dop-
MHUpOBaTbCs pasHele Buabl [IP: mempeccus, TpeBOX-
HbIC U INICUXOTHUYCCKHEC paCCT’pOﬁCTBa, KOTHUTHUBHBIC
HapyuieHusi. Bmecte ¢ tem TP npu WII He siBsttoTcs
00s13aTENMBPHBIM KJIMHIYECKAM TIPU3HAKOM, Y MHOTHX
MAIMEHTOB IICUXUYECKOE COCTOSIHUE HE IMpeTepIeBaeT
M3MEHEHUH Ha MPOTSHKEHUH BCETo 3a00JIeBaHusI.

HEJIb UHCCIEJOBAHUA

N3ydyeHne NCUXUYECKUX PACCTPOMCTB B CBSI3U
C UCTUHHOM MOJIMIUTEMHUEN Ha OCHOBE aHaIM3a KIIU-
HUYCECKHUX CJIy4acB, NMPECUMYIICCTBCHHO ONHNCAaHHBIX
B AHIJIOSI3BIYHOM HAYYHOMW JIMTEpAType, AJsl YCTAaHOB-
JICHUSI CBSI3M MEXKIY CUMITOMaMH, (paKTopaMH pHC-
Ka, ICXOJIaMH.

MATEPHUAJIBI U METO/bI

[ouck, oTOOp U CHCTEMATUYECKUI aHAIN3 KIIMHU-
yeckux ciydaes (MII ¢ I1P), momyueHHbIX u3 Ga3bl
naHHeIX PubMed, mist cpaBHEHUs pe3ylIbTaTOB Jiede-
Hus. KoroueBsle croBa miis ToWCKa HMH(OPMAIHH:
“polycythemia vera”, “mental disorders”.

PE3YJIbTATHBI U OBCYXXIEHUE

WUII oTHOCHTCS K peIKUM M XpOHHUYECKAM 3a00Jie-
BaHMSIM, HMEIOIINM T€HETHIECKOE ITPOHCXOXKIICHHE.
[Mo maHHBIM 3apyOEKHBIX PETHCTPOB, IEPBHUHAS 3200-
neBaemoctb UII coctaBuser 0,4-2,8 ciyuas na 100
Toicy  Hacenmenwst. MII, wium Oome3nr Bakesa —
MuesonpoaudepaTMBHOE HOBOOOpA30BaHKE, XapaKTe-
pusyromeecss reHeTmdeckoit Mmytamwedt JAK2V617F
BreHe JAK2 wimm npyrod (pyHKIIMOHAIBHO CXOTHOM
MyTanuen, TMPOSBILIETCS IMOBHILICHHBIMA YPOBHIMHI
reMornoonHa (>185 1/ y MyxuuH, >165 1/1 y XKeH-
mmH) W reMatokputa (>49% y wmyxuwms, >48%
y JKEHIIWH), 3PUTPOIIMTO30M, 3aYacCTyIO JIEHKOIUTO-
30M M TPOMOOIIMTO30M, a TaKKe IOBBIIICHHBIM
pHCKOM TpoMO003a, TPOTPECCHPOBAHUEM IO MHEIO-
(ubpo3a WM OCTPOro MHUEIOUIHOTO Jieiko3a. Jlis
CTaHIApTU3AIMU JUATHOCTHYCCKUX U JICUeOHBIX MOJ-
X0/10B B P® B COOTBETCTBUM C MPHHIMIIAMH J0Ka3a-
TePHOW MEIWIMHBEI pa3paboransl HanmoHanbHBIE
KIMHIYECKUE PEKOMEHIAINK MO JUATHOCTUKE U Jie-
YCHUIO KJIACCHYECKHX Ph-HeraTMBHBIX MHEIIONPOIIH-
(bepaTHBHBIX 3a00ieBaHui [7]. MyTallMOHHBIN aHAIH3
nareHToB ¢ MIT npuBen k pa3paboTke HHCTPYMEHTOB
cTpatiu(UKalMy WHIUBUAYATBHOTO PHCKA Pa3sBUTHUS
Iporpeccupyroero 3adoneBanus. B Hacrosiee Bpe-
Mg nens aeyenns UII — oOserdenye CUMITOMOB
U CHIDKCHHE TPOMOOTHYECKOrO PHCKa, BMECTE C TEM
Ba)KEH MOHUCK CPEICTB, MOAMU(PHUIIMPYIOMNX TEUCHUE
Y MIPEAOTBPAIIAIOIINX IPOTPECCHPOBAHUE 3a00eBa-
Husl. B koHTekcre IMPOrHOCTUYCCKUX HWHCTPYMEHTOB
U TEPaIeBTUUECKUX MOIX00B K jieueHuro MIT ocoboe
BHUMaHHE yAemsIeTcs 4 KjaccaM IpernapaToB: MEeTHIIH-
poBaHHBIi  uHTepdepoH-anbda-2,  aHTATOHUCTHI
MDM2, MUMETHKH TeNCHAWHA W WHTHOUTOPHI TH-
crouzearietriassl [8]. Bomee 50% marueHTOB UMEIOT
BapHaHTBI/MyTaluu nociegoBateapHoctd JIHK, or-
mnuHble oT JAK2, Takue xak TET2 (18%) u ASXL1
(15%). IIporHocTrveckr HEOIATONPHATHBIE MYTAaIlUH
(remsr SRSF2, IDH2, RUNX1, U2AFl) npu WII
BCTpedaroTcs ¢ yactoTo 5-10%. dakTtopsl pucka
BBDKMBACMOCTH BKITIOYAKOT MOKHAJION BO3PACT, JEUKO-
[UTO3, AaHOMAIBHBIN KapHOTHII, HATMYHE HEeOIarompu-
ATHBIX MyTauuil. Tekylas tepanus — nepuoauvecKast
(hmeboTOMUS C LIENEeBBIM TeMaTOKpUTOM <45% B code-
TaHUM ¢ actupuHOM 81 mr B mo3e 1-2 pasza B JEHB.
IIpy UMTOpPENYKTMBHOM Tepanuu A MalUEHTOB
C BBICOKMM PHCKOM 3a00JIEBaHUs TIperapaTaMy BbIOO-
pa SBISFOTCS THIPOKCUMOYCBUHA, TETHIAPOBAHHEIN
uHTepdepoH-0, OycynbhaH U pykcomuTHHUO. [larm-
€HTaM C BEHO3HBIM TPOMOO30M B aHaMHE3e PEKOMEH-
JyeTCsl CHCTEMHas aHTHKOAryJIstHTHast Tepanust [9].

84 Siberian Herald of Psychiatry and Addiction Psychiatry. 2025; 3 (128): 83-94



Opnos 9.B., 3otos I.B., lonexkos A.B.

Mcuxuyeckme paccTpoiicTea NpY UCTUHHOWM nonuumTemumn (063op. ..)

Mytanust JAK2 npu muenonponudepaTHBHBIX 3a-
00JIeBaHMAX TOBBIIIAET PUCK LEpeOPaTbHOTO BEHO3-
Horo tpombo3a (LIBT). ¥V namuentku 40 ner ¢ mpo-
TPECCUPYIOIIMMH  KOTHUTHBHBIMUA  HapyIICHUSIMH,
C1abOCTbI0 KOHEYHOCTEH CHUMIITOMBI YXYyIIIMIUCH Ha
(hoHe J1eueHNST MAHHUTOJIOM, TIOCTaBIICH THArHO3 KPO-
BOM3JIHUSAHUA B MO3T. C TIOMOIIIBIO0 HEHPOBU3YATTU3AIIHI
Y TIOJTHO3K30MHOTO CEKBEHHPOBAHMS TUAarHOCTUPOBaH
BT u MHOXeCTBEHHOE BHYTPUUYEPETHOE KPOBOMBITH-
SIHUE B CBS3U ¢ NepBUYHBIM M® u mytamumein JAK2
V617F. 3adukcupoBaHO BOCCTaHOBIIEHHE CIa0OCTH
KOHEYHOCTEH IIOC/IE€ Tepanuud HU3KOMOJEKYJIAPHBIM
remapudoM Hatpus 3800 ME 2 pasa B jeHb
U IEpOPAIbHOM aHTHKOAry ITHTHOU Teparuu [10].

Kak mnpasuno, WUII pasBuBaerca memieHHo. Ha
HaYaJIHHOM JTare O0JIe3Hb YacTo MPOTEKaeT OeCCUMII-
TOMHO, a W3MEHEHHUs B aHaJIM3aX MOTYT MOSIBUTHCS
Jaxe panblue mpossieHuid WUI1. Drta cragus xapakTe-
pU3yeTcs YMEPEHHBIM ASPUTPOLIUTO30M B KpOBU. 3a
CYET YBEIWYEHHUS 4YMCJIA DPUTPOLUTOB IOBBILIAETCS
BSA3KOCTb KPOBH, YTO BEJIET K 3aMeIUICHHUIO KPOBOTOKA
B cocyJax U K runokcuu. C runokcuei Mosra cBs3a-
HbI 0O0mIas ci1abocTh, YTOMIIIEMOCTb, HapYyIICHHS
CHa, TPEBOXKHBIC, ICTPECCUBHbIC M JIETKUE KOTHH-
TUBHBIC HapymieHus. B psge ciiydaeB OonbHBIE
IPEIBSBIAIOT MHOKECTBO HIIOXOHIPUIECKUX JKaI00.

Heiiporicuxuarprueckue HapylleHHS U Xopes —
HauMeHee pacno3HaBaeMble nocienctsus UIL, mo cux
IOp OTCYTCTBYET MOHMMAaHHE UX POJIHU B Pa3BUTUHU
noct-UIT M®. KnuHudeckue NMpu3HaKu, MpencKasbl-
Batomue noct-Ul1 MO, HecneunduyuHbl. Y MOXKUIOTO
narenta ¢ Ml pasBuimch ocTpele  00paTHMEbIE
HEUPOTICUXUATPUIECKUE HAPYILEHHUS, COMPOBOXKIAIO-
yecs reHepann3oBanHol xopeeil. Ilocne uccnenosa-
HUSI KOCTHOI'O MO3Tra OKOHYaTeNIbHO TUArHOCTUPOBAaH
noct-UIT M®. Kpome Toro, ¢ 1966 r. ommcano emie 4
ciydas nozaue UII, cs3aHHBIX ¢ HEMpOICUXUATPU-
YECKMMHU CUMIITOMaMH, MPOAHAIM3UPOBAHbI UX KJIH-
HIYECKUE XaPAKTEPUCTHKA ¥ TEPAIeBTUYCCKUNA 3(-
text. Cnenan BeiBoA, uto WII, cBA3aHHBINA C sSHYyC-
kuHazon 2 (JAK2), sBisieTcst M3neunMol MPHYHHON
MO3IHEH XOpeH, M YTO XOpesi MOXKET OBITh MpeIBECT-
HUKOM YXYJIIIEHHUS TeMaTOJOIMYECKUX IOKa3aTeneH.
ITaumentam ¢ murensHbM TedenueM UII pexomeHn-
JyeTcs IPOBOAUTH MOBTOPHOE UCCIIEJOBaHNE KOCTHO-
ro MO3ra MpU TMOSIBICHUM HEHPONCHUXUATPUIECKUX
CUMNOTOMOB Ui paHHel nuarHoctuku noct-UIT MO
[11].

ITo maHHBIM OXHO(POTOHHOM SMHUCCHOHHOW KOM-
nefoTepHOil  Tomorpadun (OPOKT) y 20-netHero
nauuenta ¢ M1 BbIsBIIEHO CHIKEHHE MO3TOBOTO Kpo-
BOTOKAa BCJICZCTBUE IIOBBILIEHHOM BA3KOCTH KpPOBH
W/ MUKPOSMOOJIMH, YTO, BEPOSITHO, IMPUBOIHUIIO
K IIYTAlOIIVM  3PUTEIBHBIM HMCKXEHUSIM  (JTUCMOp-
(oricum), CBSI3aHHBIM C MEPLAIONIMMHU KpaITMHKAMHU
SIPKUX [[BETOB (TEUXOMCHH). DTO, IPEAOTI0KHUTENHHO,
crpoBorpoBanio aropagobmo. Ilocie rocnurammsa-

UM COCTOSIHUE TMAlMeHTa YIIy4IIUIOCh Onaromaps
COYETaHHIO MHOXKECTBCHHBIX BEHECEKLUH U aHTUArpe-
TaHTHOH Tepanuu (acnvpuH 75 mr 1 pa3 B IeHb) B Te-
4yeHHe 3 MeEcAleB B COYETaHUU C CHUCTEMAaTH4ECKOI
neceHcuOMnu3anueil u ncuxorepanueid. I[lociemyro-
masi O®OKT nokazana yBennmyeHre MO3TOBOTO KpO-
BOTOKa O HOPMAJIBHBIX 3HAYCHHH, YTO COBIAIO CO
CHI)KEHHMEM CHMITOMOB aropagpoOuu U UCUE3HOBEHHU-
€M 3pUTENBHBIX HWCKAKEHUH TpU JAIbHEHIIEM
HabmogeHnn. [IpuBeNeHHBIA TpUMEp — aHAIU3 Tpe-
BOXXHOTO (DM3UYECKOTO CHMIITOMA, BEPOSITHO, IPUBO-
JSIIET0 K KOTHUTUBHO OOYCIOBIICHHOH TAHWKE, BBI-
3BaBIIIEH TTOCPEICTBOM KIIACCHYECKOTO OOYCIIOBIHBA-
Hus aropagobuto. [IpenBaputensHoe nedeHne Gpusn-
YECKUX CUMITOMOB CIOCOOCTBYET MPOLIECCY CUCTEMA-
THYECKOW meceHcuommm3sanuu [12].

VY 73-neTHell MalMEHTKY NPUCTYIBI HETIPOU3BOJIb-
HBIX JIBXKEHUH PYK U TOJIOBBI, OIIYLICHHUE HEIOBKO-
CTH BO PTy/si3bIKE, OHEMEHHE JICBOTO BEPXHErO KBa-
paHTa JMIa, HEBO3MOKHOCTE TOBOPHUTH HOBTOPSUTHCH
HECKOJIbKO pa3 B JIeHb M ydamauuchk. [Icuxuatpuue-
cKoe o0cIieIoBaHre He 0OHAPYKHUIIO ITPU3HAKOB JICITH-
pust. Hediporcuxonornaeckoe TECTHPOBAHUE BBISIBIUIO
JErKue KOTHUTUBHBIE HapyLIEHUs ¢ OOMIMpPHOM J100-
HOM CHUMIITOMAaTHKOM, YTO MPHUBEIO K COLUAIBHON
PacTOPMOXKEHHOCTH, OTBIIEKAEMOCTH, YTHIH3UPYIO-
meMy MOBEJCHUIO, CKIIOHHOCTH K mofapaxanuto. [1pu
MOCTYIICHUN BBIIBIIM BBICOKHE YPOBHHU TeMOTJIOOH-
ma (18,7 r/mn) u remaroxpura (0,57 /1), cpemHmit
00BEM aputpormToB (88 dir). ObHapy)eHHe MyTalluu
JAK?2 moareepmwio nuarHo3 UII. Beuia Havyara dure-
o6otomust 500 mur 2 pasa B Hepenro. [locite eTBEpToit
(eboToMuUM YIyUIIMIOCH CAMOYYBCTBHE, IPUCTYIIBI
XOpeH HCUE3JH, JBUraTelIbHOEe OECIIOKONHCTBO YMEHB-
ok, ypoan Hb w Ht cumsmmmce. IToBTopHOe
HEHPOTICUXOJIOTUUECKOE TECTHPOBAHUE BBIBHJIO 3HA-
YUTETIFHOE YIyUIlICHHE IMOKa3aTesieil JTOOHBIX IoJeH;
CITycTs 6 MECAIIEB PEMICCHS COXPaHsIach. Xopes Kak
nepBbiii cumnrom UII BcTpewaercs peako, HO B Ciy-
yae BbIcokoro remorokputa UII cienyer paccmarpu-
BAaTh KaK MOTEHIHATBHYIO pUunHy [6].

Bropas (pa3ssepHyTas, npoiuQepaTiBHas) CTaaus
HUII nposBisieTcs MIETOPUYECKUM CHUHIPOMOM, KOTO-
PBIi XapaKTepU3yeTcsl YBEINUYEHUEM MacChl IUPKYJIU-
PYIOIIUX SPUTPOIHUTOB, a TaKXKe MHUeNIonpoindepa-
THUBHBIM CHHAPOMOM, BO3HHUKAIOIIUM IIPU IOBBIMICH-
HOM 00pa30BaHUM IPUTPOLUTOB, TPOMOOIIUTOB U JICH-
koruToB [7]. B passutuu 1P kpoMe rMITIOKCHH MOYKET
MMETh 3HAUCHHUE MTOBBIIICHHBIN pactial TpaHyJIONUTOB,
YTO TPHBOAUT K THUIEPYPUKEMHH, YyCYTyOJsIomeit
o0miee cocTosHUE TAIMeHTa W OKa3bIBAIOIIEH TOKCH-
yeckoe Bozzeiicterue Ha [[THC. IloBwnmienHoe Kommde-
CTBO KJIETOK, aKTUBUPOBAHHBIE LUPKYJIUPYIOLIUE MU-
CJIOUIHBIC KJICTKH, MUKpOArperaThbl HeﬁKOHI/ITOB
U TPOMOOLIUTOB MEPHOAUYECKA MOTYT 3aKyIOpUBATh
MUKpOIMpKysinio B mosre [11]. Ora cramus UII
00BIYHO Mpojospkaercs a0 10 ser.
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Wuapkr mMo3ra, rojoBHbIE 00NN, jKajlo0BI Ha 3pe-
HHe — pacnpoctpaHeHHble cumnrTombl WII, xopes,
HEWPOIICUXNATPUUCCKAES HAPYIICHUS — MEHEe pPacIio-
3HaBaeMbIC MOCIEICTBUS 3a00J€BaHMsA. Y OIHOIO U3
nanuentoB ¢ UIT Habmronamick npaBOCTOPOHHUI re-
MHOAIUTN3M C PE3KUMH, HEPUTMUYHBIMH TBIDKCHUSIMU
B IIPaBOU PyKe/HOTE U MICHX03, Y BTOPOTO — XOpesi He-
YTOYHEHHOW 3THONOrMH. B obonx ciyyasx ycraHOB-
nten guarno3 JAK2-monoxurensnoi UII, mocne nava-
nma (prnebOTOMHUM HACTYIHIIO 3HAYMTEIILHOE YITydIle-
Hue. M3-3a HEU3yUeHHOCTU CBSI3U MEXIy HeUporcu-
xuatpudeckumu cumrtomamu u UI1 nannsle my6mm-
KyeMoi HH(pOPMAIIUK, BEPOSITHO, 3aHMKeHbI [11].

[NpenmnonaraeMble MEXaHU3MBI Pa3BUTHS MICUXHUAT-
pudecknx cumntomoB npu MII BrimrowaroT mepe-
OpasbHyI0 THUTIONEP(Y3HI0 BCIICACTBUE MOBBIIICHHOM
BAI3KOCTH KPOBH, CHIDKEHHS MeTaboyM3Ma B MO3Te,
Pa3BUTHSL MHUKPOMIIEMHUYECKHX 30H; TH CHMIITOMBI
9aCcTO PE3UCTEHTHHI K TPaJULIUOHHBIM IICHXHATpPHYC-
CKIUM MeETOHaM, Jydlle MOANAIOTCS JICUYCHUIO IyTeM
KOPpPEeKIIMH TIeMaTOJOTHYecKoro 3aboieBaHusd. 68-
JICTHHUH MAIMEHT ¢ YCTaHOBJICHHBIM 7 JIET Ha3al aua-
THO30M TIOJIMHEBPUTA, TOATBEP)KACHHBIM HAIITIHEM
MmyTaimu JAK2, oOpartuiicsi B HEBPOJIOTHYECKOE OT/Ie-
JICHHE C ’kaj100aMu Ha ¢1aboCTh B JIEBOW pyKe B Teve-
HHUE 4 MECSIeB, CHIKEHHE KOTHUTHUBHBIX CIIOCOOHO-
cTeil B TeueHME MOCIEAHEro Mecsa (Ie30pHeHTalus,
3a0BIBUMBOCTh, Opel PEBHOCTH, Opel Benu4us, Bep-
OanbHas ¥ (U3MYECKas arpeccus). 2 roga IoIydai
(1e00TOMUIO U THAPOKCUMOYEBUHY, CAMOCTOSITEIIEHO
npekparuwi jedeHue 5 ner Hasax. MPT ronosroro
Mosra (BO BpeMsi TOCHHMTAIM3AIMH) BBIABHIA XPOHH-
YECKYIO HIIEMUUYECKYIO THIIEPUHTEHCUBHOCTE B O€JIOM
BEIIECTBE C 00CUX CTOPOH U 3HIIE(PATOMATIINOHHYIO
30HY B IPaBOW TeMEHHO-3aThIIOYHOMW joiie. Jlabopa-
TOPHBIC aHANM3bl ITOKA3aN{ TOBEHIMICHHBIE YPOBHU
reMoryIo0NHa, JEHKOIUTOB U TpoMOOIMTOB. [Ipn ncu-
XMATPUICCKOM 00ciiefoBaHnH Habpai 28/30 mo mikase
oteHku genupust U 7/30 mo Kpartkoii 1kaie oneHku
NICUXUYECKOr0 cTaTyca. JIMarHoCTUpOBaH BTOPUYHBII
no otHommeHuto k UII nemmpuit. Ha ¢one neuenus
TaJIONIEPUIONIOM 5 MI/CYT YyAydIlleHHs He HaOroaa-
nock. Ilocne 5 ceancos ¢neb0TOMUM TeMaTOKPUT CHU-
susica 1o 49%. Jlanee JOMONMHUTENBHO TOMyYall THI-
pOKCHMOUYeBHHY W acmupuH. [locme remaronormde-
CKOTO BMEIIATEeNIbCTBA HAOMIONAIOCH  YITydIlCHHE
TICUXOTHYICCKUX CHUMIITOMOB U PA3pCHICHUC ACIIUPUA,
HO KOTHUTHBHAS TUCHYHKIMS COXpaHsuiack. Beimican
C TIPOJOIDKEHMEM TeMaTOJIOTMYECKOro  JISUSHHs
Y Ha3HAUYCHWEM DPHUCTICPHUIOHA 2 MI/CYT IUIS KyIHpO-
BaHMUS OCTATOYHBIX IICHXUATPUYECKUX CHMITTOMOB.

[Icnxuarpuueckue mposieaeHns npu HII moryt
YKa3bIBaTh HA 3aITyLIICHHYIO CTaJHIO 3a00JIeBaHMS MITH
nporpeccupoBanne M®. Xotsa neuenne UIl moxer
00paTHTh BCIIATH CHIKEHHE MO3TOBOTO KPOBOTOKA,
BBI3BaHHOE ITIOBBIIIEHHON BA3KOCTBIO KPOBM, U YJIyd-
IINTh HEKOTOPble KOTHUTHBHBIC (YHKINH, CTOMKHE

KOTHHUTHBHBIC HApPYIICHUS MOTYT OBITh OOBSICHEHBI
JaKyHapHBIMU UH(ApPKTaMUu B pe3yJbTaTe IIUTENHHO-
'O MOBBIMICHUs YPOBHS rematokpuTa [13].

[lcuxmarpuyeckue CUMITOMBI HE Bceraa oObsic-
HSIOTCS. B KOHTEKCTE IICHXOJIOTHUECKOIO CTpecca.
JIBoiicTBEHHas] TIpUPOJA TCHUXUATPUIECKUX CHUMIITO-
MOB CO3[Aa€T IIOCTOSHHYIO IHArHOCTHYECKYIO IIPO-
6nemy. 50-netHuii nanueHt ¢ nuarHosoM MII, mocras-
JICHHBIM 32 HECKOJIBKO MECAIIEB 10 MOSBJICHHS IaTo-
JOTHYECKUX YOEXIEHWHA, oOpaTuicsa B CIyxOy TIcH-
XMYECKOT0 3/I0POBbsl C XKajobamu, uTo paboTonaTenn
cTpemsiTcsl HaBpeauTh ero penyraruu. MPT romosHo-
ro Mo3ra He BbIBUIIA OTKIOHEHUH. Co CIOB manueH-
Ta, B CEMEMHOM aHamHe3e OoTcyTcTBYIOT IIP mnm co-
MaTuyeckue 3abosneBaHus. COTPYIHUKHA KOMITAHHH
«XOTeNN TUCKPEAUTHPOBATE» €ro, YTBEpKIas, 4TO
OH He yMmeeT paboraTh B komaHje. PaHee OH «3aMe-
THJD) CIEXKY COCITYXMBLIEB uepe3 MOOUJIBbHBINA Tele-
¢oH ¢ mensio ero 3amyraTte. He BeImepkaB gaBieHus,
rofl CIyCTS €My NPHUIUIOCh YCTPOHUTHCS B HOBYIO
¢upMy, HO M TaM OOHaApyXHJ, YTO pabOTOHATENH
CTPEMATCS. TOJHOCTBIO MOAYMHHUTH €Tr0 BONIO, Kak
W Ha TPeIpIAyINX MecTax paboTel. B pesymprare
YBOJIMJICSA U OCTajcs 0e3 CPEeACTB K CYIECTBOBAHUIO.
Byt yOexxneH B TOCTOBEPHOCTH CBOWX HIEH IIpecie-
IoBaHHMA Ha pabote. bpenmoBple muenm mmTeIEHOE
BpeMsi HE TOAJABAUCh KOPPEKUIUH TPaJAUIIMOHHBIMU
TICUXOTPONHBIMHU TIpENapaTaMu, B TOM YHUCIE B CBS3H
C HECOOITIOICHHEM PEXKIMa JICUCHHUS M3-3a TOOOYHBIX
s dextoB. Opmnako cepus ¢redoromuii mpuBena
K YIYUYIIEHHAIO TICHXHIeCKoro cocrostaust [14]. Hamu-
gue [IP Ha nponmdepaTnBHONW CTaauK MPEAMIECTBO-
Bajio noctanoBke auarnosa UII. Opranuueckoe Ope-
nosoe (mm3odpeHonogodHoe) paccrpoiicTBo (F06.2)
TTOATBEPKAACTCA CICAYIONIMM: CTOWKHHA Open mpe-
CIIEIOBaHUS; MPU3HAKH CHCTEMHOTO (H3HYECKOTO
3abosneBanus (UI1); BpeMeHHast CBS3b MEKIY Pa3BH-
THEM OCHOBHOTO 3200JICBaHUS U TOSBICHIEM MICHXH-
YEeCKHX CHMITOMOB; IOCJIE BEHEITyHKIUU ICHXHYC-
CKO€ COCTOSHHME YIyYIIMJIOCh, HET JIOKAa3aTEeNIbCTB
QIBTEpPHATUBHON TNPHUYMHBI 3TOTO CHHApOMA. ITa
TOYKa 3pEHHs TOATBEPKIACTCS  IMOCTEIICHHBIM
YMEHBIIIEHHEM CHMIITOMOB U JAUCKOM$OpTa Tocie
MOCJIEIOBATENbHBIX KpOBOIycKaHui. Peakmuio Ha
AHTUTICUXOTHYECKHUE TPEmapaTsl OBUIO TPYAHO Olie-
HHUTh U3-32 MOOOYHBIX 3(PEKTOB, MPUMEHCHUE AHTH-
IICUXOTHKOB HE COOTBETCTBOBAJIO OXHIAEMOMY pe-
3yNbTaTy. YIIydIIeHHe COCTOSHHS IOCIE CEpUH Be-
HENMYHKLUUN MOATBEP>KAAET, YTO JIEUEHUE aHTUIICUXO-
THYECKUMH TpenaparamMu Obuto Obl MeHee 3¢ddek-
TUBHBIM, Y€M JIEYEHHE COMATHYECKOr0 3a00JI€BaHUS.

TpomboTnueckne OCJIOXKHEHHUS  TPHUBHOCST
HanOonpIid BKIax B cTpykrypy [IP mpu UII. My-
tarst JAK2V617F cuuraercs omHuM u3 (hakToOpoB
pHucka 1epedpanbHOro BeHozHoro tpomoosa (LIBT).
Puck tpombo3a B Teuenue 20 JeT cocTaBiseT MpHU-
MepHo 26% [9].
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Mcuxuyeckme paccTpoiicTea NpY UCTUHHOWM nonuumTemumn (063op. ..)

Knunuyeckuii ciekTp TpomM003a MO3TOBBIX BEH Ya-
CTO HecmemuduyeH W BKIIOYACT HW3OJIHPOBAHHYIO
BHYTPHUYEPENIHYIO TMIIEPTEH3HI0, OYaroBble HEBPOJIO-
THYECKUE HAPYIICHUS U SHIE(ATOMATHIO. DTH COCTO-
SIHUSL MOTYT MPOBOLMpPoBath octpbie [1P, yacto nenu-
puii. Kak muaumym 1 daktop prcka MOXeT OBITh BbI-
aBied B 85% ciyuaes LIBT. Knunuueckuil cnexrp
BT HecnemuduyeH W BBI3BIBACT KIUHUYECKYIO
HACTOpOXeHHOCTh. Omnucanbl 4 CHHApPOMA: H30JIUPO-
BaHHAsg BHYTpUUYEpEeNlHas TIUIEPTEH3Us, CYIOpOrHy,
OYaroBbIC HEBPOJIOTMYECKHE HapyIICHHs, JHIedano-
natust. Tpom003 KaBepHO3HOTO CHHYCA — €IHHCTBEH-
werii [IBT, umerommii XxapakTepHBIA KIMHAYECKHHA
cunapom. [Ipusnaku LIBT Ha KT 6e3 koHTpacTuposa-
aust 1010BbI (KTH) MOHO pa3feiuTh Ha MpSMbIC
(MIOTHBI ~ BEHO3HBIA  CTYCTOK B MO3TOBOM
BEHE/MO3rOBOM BEHO3HOM CHHYCE), KOCBEHHBIE (OTEK
Mo3ra, IiepeOpaibHblil BeHO3HBIN HH(papKT). Jluarsos
IIBT moarBepxkmaercs ¢ momormpio KTB, BeIsiBmsio-
el BEHO3HBIN CTYCTOK Kak Je(eKT HAITOJTHEHUS, WK
MPT/MPB, obecneunBaroiieli TOYHOS OIMCAHHE I1a-
peHxuMaTo3HbIX aHomanuit. [IBT — pemkoe 3abomeBa-
HUE B OOIIeH MOITyJSAIMH, YacTO OMHUOO0YHO THUArHO-
CTHpYEMOE MPH MEPBUYHOM OCMOTpeE. 3HaHHE OOIINX
KJIMHAYECKUX MPOSIBIEHUN U MPU3HAKOB, ITOJIYyYEHHBIX
C MOMOILBIO BU3YaJIM3alliK, UMEET pellarollee 3Haue-
HHE ISl CBOEBPEMEHHOM auarnoctuku [15].

ITaTodu3nonorus NCUXUYECKUX HApYIICHUH IIpH
HNII u3ydyeHa HEOOCTATOYHO, MpeAsiaraeMble MOJAETU
BKITIOYAIOT JIBa MEXaHU3Ma Ha Pa3HbIX CTaJHUsIX pa3BH-
TS 3a00J1€BaHUs: 3aMe]JIeHHe KPOBOTOKA C TUIIOKCH-
eif, MHOXXEeCTBEHHbBIE TPOMOO3BI, MEITKUE M JUCCEMH-
HupoBanHble [[HC. JleueHne NCHXWYECKHX CHMIITO-
MmoB mipu UII peppakTepHO K NCHUXOTPOIHBIM Iperna-
param, Ooyiee >(PQPEKTHBHA Tepanus TeMaToJOrHde-
ckuMu Tiperaparamu. [lamment 54 ner mocTymwn
B OT/ICJICHUE HEOTJIOKHON MOMOIIU C kanmodamu Ha
JI€30PUEHTALIMIO, 3pUTEJIbHBIE, CIYXOBBIE U IMEPCEKY-
TOpHbIE FAJUTIOLIMHALIMY B TEUEHHE MecsLa. Y YUThIBast
BO3pacT TMAaIleHTa, NPEANOJIOKUIA OPraHUYECKOe
MIPOUCXOXKIEHUE NIEJIUPUO3HOTO paccTporictBa. Ha
TpeTHil IeHb Teparuy PUCTICPUIOHOM 2 MI/CYT BBIIH-
CaH ¢ ToJyIepKuBaromieil Tepanuend. Yepes 4 nHs
BHOBb T'OCIIUTAIIM3UPOBAH B COCTOSIHUU B036y)K}Z[eHI/I$[,
arpeccuy M HecBsI3HOM peun. Bo BpeMs rocruranusa-
U B ICUXUATPUICCKYTO 6OJ'H)HI/IL[y BbIAICHUJIOCH, UTO
y Opata nanuenTa nocie 40 eT HabIIIATUCH CX0XKUE
NICUXUATpUYeCKue CUMINTOMBL. IlpuHUMan pucnepu-
IOH 6 MT/cyT 1 KioHazenam 2 mr/cyt. [locne BTOpOH
TOCIIUTANTM3AIIMA  HAXOMWICS Ha  aMOyJIaTOPHOM
HAOIOACHNY, NIPUHUMANT PUCHEPHIOH 4 MI/CYyT, *kKa-
JIOBAJICA HA CTpax, COLHUAIbHYIO HM30JALHUIO, YacTYIO
3a0BIBUMBOCTh, Open mpecienoBanus. Yepes 6 mecs-
LIEB IIOBTOPHO IOCTYNMJ B OTIEJIEHUE HEOTJIOKHOU
MIOMOIIM B COCTOSHUH TICHXOMOTOPHOTO BO30YXIIe-
HUS W JE30PpUCHTHUPOBKU, CO CIYXOBBIMU TIaJUTHOIIU-
HanusiIMu 1 OpenoM mpecnenoBanus. [locie amOyina-

TOPHOI KOHCYJIbTAllMU JTOCTaBJIEH B OTJEJICHUE HEOT-
JIO)KHOW TIOMOLIM C JE30pPHEHTAIMEN, IMOBBIIEHHON
OMTETBHOCTBIO, CIIYXOBBIMU TJLTFOIIMHAIIAME, Ope-
JIOM TIpeciefoBaHus, 3a0bIBUYMBOCTHIO W TOJIOBHOM
6onpro. beut HazHaveH acnmpud 200 Mr/cyT M mpose-
JeHbl KpoBomyckanus. [Ipu ¢usukampsHOM 00cneno-
BaHUHM BBIABJICHA 3HAYUTENbHAS CIUICHOMETaHs,
PEHTTEHOJIOTHUECKOEe  UCCIEAOBAaHUE  COBMANANO
c pesynbTatamu KT. Tlocre kypca KpoBomycKaHWiA
1 BO300OHOBJICHUS TpHeMa ICHXOTPOIHBIX IIperapa-
TOB HaOJIOAANOCH YIyUllleHHe OpeOBBIX CUMITOMOB
U ctabuin3aius 1a00opaTOpPHBIX TOKa3aTesei, BhITH-
can depe3 4 musa. [locnme TpeTheil rocnUTaTM3aIH
aMOyJIaTOpHO HAOMIOJANCA Y TeMaToJIora U ICUXUaT-
pa. HckimodeHbl BTOPUYHBIE MPUYMHBL MOIUTIO0Y-
muu (KypeHue, THEBMONATHH, 3a00JIeBaHUS CepIa
Y novek), ans oOcnenoBanusi Ha WII BBIMOJIHEHBI
OuoricHss KOCTHOTO MO3Ta (IIOJIOKUTEIBHBIE PE3yIb-
TaThl) W WccnenoBanne myrtannd JAK2 (BbIiBieHa
myTaus). Hasnauensr rugpokcumodeBmHa 1000
Mr/neHs U ¢GueboTOMHM € UENblo TocThxkeHus Ht
<45%., 4TO MPUBEJIO K NOCTIXEHUIO pemuccud. [lcu-
XuaTpuieckass Opuraga NPHOCTAHOBWIIA TIPHUEM Jie-
KapCTB 4Yepe3 TOJ B CBSA3H C MOOOYHBIMH PEAKIHSIMH
Ha JiedeHHe (MO3THSIA AUCKUHE3WS M 3JI0KaYeCTBEH-
HBI HEUPONENTHYECKUHA CHUHAPOM) M OTCYTCTBHEM
CHUMIITOMOB, OOECIEYHB BBINKCKY IOCTe OeccuMI-
TOMHBIX KOHCYJbTallMH 0€3 mpuema IcUXHaTphye-
CKUX TIpemapaToB. B Hacrosiiee BpeMs HaXOIHUTCS
MoJl JWHAMHYECKUM HAONIOJIEHHEM C BU3UTAMH
B TeMATOJIOTMUYECKYI0 KIIMHUKY, TCUXHATPUUYECKHE
CHMITTOMBI OTCYTCTBYIOT [16]. AHamu3 maHHOTO CiIy-
yasi MOKa3bIBAET, YTO MOIHUIIIO0YNHs TpedyeT 0codo-
I'0O BHHUMAaHHs, IICHUXO03 MOXCT 6I)ITI> MPOSABJICHUEM
TaKoTo peaKoro 3aboseBanus kak UII.

IMoxwumoit Bo3pact (ctapme 60 neT), Hamu4we
TpOMOO30B B aHaMHe3e, THIEPTPOMOOIUTO3 (Oosee
1000x10°/71) MOBBIIIAIOT PUCK TPOMOO30B U PA3BUTHS
ITP. Ommcan cnyuait 65-neTHEH MAIMEHTKH, TOCITH-
TaﬂHSHpOBaHHOﬁ C HCAJACKBATHBIM IIOBCACHUCM, HEC-
BHSTHOU pC€UbI0, 3PUTCIBHBIMH TaAJUIIONUHAUAMU.
JlaGopaTopHbIe HCCIEIOBAaHUS MTOKA3aIl 3HAUYUTENb-
HOE TOBBINICHHE YpOBHEH remornobuna (189 r/m),
rematokputa (56%), opurpouutos (6,6x10%%/x),
tpomGoruToB (1090x10%1), netikonuros (18x10%m1).
Ha KT arpodust ronoBHOro mosra, HeOONbIINE WH-
(I)apKTI:I B TEMCHHBIX O0JIAX I'OJIOBHOIO MoO3ra, 4dro
MOJKET TPHBOAUTH K KOTHUTUBHBIM U HEBPOJOTHYE-
CKHM HapyIlieHusM (MoTepsi NaMsTH, CHUKEHHE WH-
TCJUICKTA, U3MCHCHUA JIMYHOCTHU, HAPYIICHUE KOOp-
JOUHAIMM JIBWOKEHHIA). J[HarHOCTHPOBAH JEIHPHIA,
BbI3BaHHBIA BrepBble BeiABIeHHON HUII. Ilocne Be-
HECEKIIUH TICUXMYECKOE COCTOSHUE YIYUIIUIOCH.
[TanmnenTka BbIMHCAaHAa IOMOM B YAOBIETBOPUTEIb-
HOM cocTosHMH. OJHAaKO BCKOpPE IMOCJIE BBITUCKU
3a(KCUPOBAH 31301 MAHUH, CBSI3aHHBIN C PEIHIHU-
Bom MIT [17].
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B noxuiom Bo3pacTe JOBOJIBHO YacTO BCTpeda-
IOTCSL JIETIPECCUBHBIE paccTpoiicTBa. OmuUCaHBl CO-
XpaHAIOUIHECS [UINTEIFHOE BPEMS BHIpA)KCHHEBIE Ie-
MPECCUBHBIE CUMIITOMBI, cBsi3anuble ¢ UIT (momas-
JICHHOE HACTPOEHHE, yTpara HHTEpeca K >KU3HH).
VY myxxuunsl 72 net, B Tedenue 11 ner crpaparomero
UII, pa3Bunachk TspKenasi ICUXOTHYECKAsl JEMPEeCcCHs
C CyHLMUJAIBHBIMUA MBICIISIMH, CIIYXOBBIMU TaJLTFOLH-
HarusaMmu 1 OpenoM. B anamuese wacteie TUA, nore-
ps Beca okono 5 kr. Ha KT oOHapykeHa pacrpo-
CTpaHEHHas aTpoQus TOJOBHOI'O MO3ra, OYaroBBIX
MOpaXeHWH He BhIABIEHO. Yepe3 6 Henens mocie
Ha3Ha4YeHUs rajonepuaona, JodenpamuHa U Qiayo-
KCeTHHA M MPOBEACHHUS DIIEKTPOCYIOPOKHOU Tepa-
I[THH, TOMUMO TPEBOTH, JKai00 He BbisiBieHO [18].

Crenyromuii ciry4ail MoATBEP>KIACT, YTO HATHYNE
TEHETUYECKUX MyTanuii (C 4eM CBs3aHa yCTONYH-
BOCTh K MPOTUBOBUPYCHBIM U MPOTHBOOITYXOJIEBBIM
npernaparaMm) MOXKET BbI3BaTh JICKAPCTBEHHYIO PE3H-
CTEHTHOCTBh IIPU JEMPECCUBHBIX PacCTpoilcTBax. Tak,
y KEHIIUHBI 69 NeT Aenpeccus ¢ CyWIUIATbHBIMU
MBICIIIMH M OpeioM pasBwiach depe3 9 et mocie
BesiBiieHnst UII. [lo manHbIM aHanmu3a KpoBu OOHa-
pyxensl sputponutos (9,9x10%%/1), TpomGouuTo3
(900x10%m), neiikomuros (14x10%mn). B amammuese
IBa TEpEeHECEHHbIX HH(papKTa MHOKapaa, dYacThle
TUA, uncynst. Tepanus WMII nuroctaTMkoM U aH-
THONPOTEKTOPOM (OyCYb(haHOM U TEHTOKCHIILIH-
HOM) OKa3ajgach Hed()(EKTHBHON I0 YyCTpaHEHHIO
cumnromoB genpeccun [19]. UIT u ncuxotuueckas
JeTpeccrsi MOTJIM CIy4yailHO COBMAcCTb, HE SBJISSCH
pe3yabpTaToM apyr apyra [11].

VY 64-netHeil manueHTKH yepe3 6 jer mocie nua-
rHoctupoBanus UII pa3sunack ycToiiunBas K Tepanuu
JeTIpeccus, OT KOTOpOH OHa CTpajaia MOCICTHUE
4rona. Ilepuoauueckn OHa BbICKa3bIBajia OpEIOBHIC
uaed. B 1guHaMuKe HapacTtano KOTHHTHBHOE pac-
CTPOMCTBO ¢ YXYIIICHHEM MO3HABATEIBHBIX (DYHKIU
(mamsTH, BHUMaHUS, peun). Jledenue u anekTpocyo-
pOXHasg Tepamusi He YIydlIid cocTosHue. Kpome
TOTO, MOSBHJIOCH CMEIIAHHOE IBHUIATEIBHOE pac-
CTPOMCTBO C PUTMHYECKUMH IBIDKCHISMH TYJIOBHIIA
U Ta3a, aKaTU3UEH, THIIEPBEHTWIALUEN U TIIEBPOTOHU-
eil (cunapom Iluza). B xome oOcnenoBaHus nuarHo-
CTHPOBaH TPOMOO3 TIYyOOKHMX BEH HOT. [ eMaToKpuT
coctaBisl  55%, KONWMYECTBO  IPUTPOIUTOB  —
6,6x10%%/1, TpomGonuToB — 1080x10%. Tlanmentka
moxynena Ha 20 kr. B cBs3m C TOBpexaeHU-
€M/yBEIHMYCHHEM CEJIC3CHKH MPOBEACHA CIDICHIKTO-
musi. Jlempeccust oka3zanach Pe3UCTEHTHON K aHTHIIe-
MPECCUBHOM TEpanmuy ¥ CHEIU(PUICCKOMY JICUCHUIO
Oycynmb(paHoM, THAPOKCHMOYEBHHON, AICTHIICATUIIH-
JI0BOHM KucioTod. MOXHO IPEANOIOKUTb O BO3MOXK-
HOM CBA3MU MCKOY THUINOKCHYCCKUM TMOBPEKICHUEM
TOJIOBHOI'O MO3Ta, BBI3BAHHBIM TOBBIIIEHHOH BS3KO-
CTBIO KpoBH u3-3a MII, 1 ycTOMYMBOCTBIO JENpeccuu
K Teparuu [20].

V¥ nanuento ¢ UII HaOmronanuch pa3iuuHbie KO-
THUTUBHBIE HapyIICHUs, BKIIOYas CIYTaHHOCTh CO-
3HAHMS, MOTEPI0 OPHEHTAMK BO BpPEMEHH M MpO-
CTpaHCTBE, NICUXOMOTOPHYIO 3aMEIJICHHOCTh, OOIIHe
MOBEJICHYECKHE HAPYLICHUsS ¢ HECOOIIOIEHUEM COLIU-
AITBHBIX HOPM H MIPaBWII, CHHAPOM JIOOHOMU JOIH B BH-
Ji¢ CHIDKEHUS/YTPaThl KOHTPOJS HUMITYJIbCOB, SMOIIHI
M colMalbHBIX B3amMojedcreuii [6, 13, 21, 22].
VY manueHToB ¢ CHHAPOMOM JIOOHOW NOJHM U XOpeei
npu WII, xak npaBmiio, 06a CHMITOMa YacTHYHO KY-
MUPOBAIIUCH TIOC/IE KPOBOIYCKaHMSA, T.€. CHHKEHUE
TeMaTOKPHTA C IIOMOIIBI0 (HIe00TOMUY MOXKET IPHBE-
CTH K YJIyYIICHUIO KOTHUTHBHBIX (PYHKIWH y HEKOTO-
ppix mammeHToB ¢ MII. MexaHn3M BOCCTaHOBIJICHUS
CBSI3aH C YJyYIIEHHMEM KPOBOCHA0XKEHHS TOJIOBHOTO
MO3Ta ¥ yMEHBIIIEHHEM BOCIATICHHS.

[Ipu oOpameHnn 3a MEIUIIMHCKOW IMOMOIIBIO
B aMOYJIaTOPHYIO KJIMHUKY Y TIAlIUEHTKU 67 JIET BBISB-
JeHbl OBICTPO mMporpeccupyoliue (B TedueHHe He-
CKOJIBKHX He[IeJIb) KOTHUTHUBHBIC HAPYILICHUS C TOTe-
peil maMsATH U HECTIOCOOHOCTHIO BBIMIOJHSTH IOBCE-
OHEBHYIO NEATeNBHOCTh. B TeueHHe mpemplaymnx
2 MecsIeB HaOMIOMAINCh CIyYau IMajeHUs C BEJIOCHU-
nena u3-3a «TpyJHOCTEH ¢ paBHOBecHeM». CHMIITO-
MaThKa 10 JaHHBIM HWHCTPYMEHTAIBHBIX HCCIIEIOBA-
HUAW COOTBETCTBOBAJIA KPHUTEPHSM KIMHUYECKOH Jie-
MeHIWMU. B aHanu3ze kpoBU 0OHApy>KEHO MOBBINICHUE
ypoBHst remMoriiobuna (220 /1), yMepeHHBIH JIEHKOIH-
103 (9,2x10%1),  OTCyrCTBHE  TPOMOOLHMTO3a
(198x10%n). Ha KT reHepanu3oBaHHOE MOPAKEHUE
0enoro BelecTBa TOJIOBHOTO MO3ra, HECKOJIBKO Oda-
TOB TeMOPParunIecKuX HHPAPKTOB B TEMEHHBIX JOJIIX.
OOHapyxeHa TeHeTHYeCKas aHOMAJIUS — MYyTaIus
JAK?2. [lnarnoctupoBaHa BIiepBble BbIiBIeHHas WII
Ha3nadeHpl BeHECEKINS W AICTHICATUIIOBAs KHC-
nota 100 mr/cyr. Uepe3 6 Henenb KOTHUTHBHBIE CITO-
COOHOCTH MAIMEHTKH YIy4IIHiIuch. YacTU4HO BOC-
CTaHOBMJIACH CIIOCOOHOCTH 0€3 TIOCTOPOHHEH TTOMOIITH
BBINOJHATG ITTOBCEITHEBHBIE JIOMAITHHUE OOSI3aHHOCTH
[22].

BaxxHo TiiarenbHo 00CIENOBATH ITOXKIIBIX IAI-
€HTOB C KOTHUTHBHBIMH HAPYIICHUSMH, KOTOPBIE MO-
TyT OBITH CHUMIITOMOM pa3JIMuYHBIX 3a00JeBaHMI (T0-
JIOBHOTO MO3ra, auadera, TUIEPTOHUH, 3a00JeBaHUi
[IMTOBUIHOM kene3nl, [1P), B TOM 4rciie 00paTHMBIX,
B TaKWX CIy4asx PaHHs;s JUArHOCTHKA U JIEYeHUE MO-
TYT 3aMETHO YJIYYIIUTh KauecTBO >KU3HU MAIMEHTA,
MIPEIOTBPaTHTh NalbHEHIee YXYAIIEHHE COCTOSHII,
pa3BHUTHE IEMEHIINH, HHBATHIHOCTH. McTopust Gomnes-
HU 82-JIeTHEH >KEHIIUHBI JEMOHCTPUPYET 3HAYUMOCTb
TIIATENbHON JMAarHOCTUKM MAIMEHTOB C KOTHUTHUB-
HBIMH HapyIICHUSMH, YTOOBI UCKITIOYUTH BTOPHIHBIC
¥ BO3MOJKHBIE TOJIAIONIHECS JICUCHHUIO pUIrHbL. 110
pesynerataMm KT romoBHOro Mo3ra oOHapy>keHbI TIpH-
3HAKH TOJKOPKOBOH aTepOCKICPOTHICCKON dSHIeda-
nonatuu. JlaGopaTopHbIC HCCIICIOBAaHUS BBISBIIN
TIOBBINIEHHBIH YpOBeHb reMoryioouna (199 r/m).
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B xozxe manpHEHIINX UCCIEA0BAaHUN BBISBIEHA MYy-
tamua JAK2 xak puarsoctnueckuii nmpusnak UII. o-
cie cnenuduyaeckoro JieueHust MI1 kKorHuTHBHBIE CTIO-
COOHOCTH 3HAYUTENIBHO YMYUIIWINCh. B 3TOM KIMHU-
YECKOM CJIy4ae yCTaHOBJIEHA CBSA3b MPOrPECCUPYIOLIE-
ro KOTHUTUBHOIO HapyllEHHs C HEJAaBHO TUAarHOCTHU-
posannoii 111 B coueTannu ¢ panee CymiecTBOBaBIIEH
TMIO/IKOPKOBOM aTepOCKIePOTHYECKOH 3HIIe(aIonaTu-
eit. [locne tepamuu, nampasnennoit na WII, xorxu-
TUBHBIE PYHKIUH YIydmimch [23].

BricTpoe cHMKEeHHE KOTHHUTUBHBIX CIIOCOOHOCTEH
KaKk IepBBIi CHMIOTOM IepeOpasbHOTO BEHO3HOTO
Tpombo3a nipu UII sBIIAETCS OTHOCHTENBHO PEIKUAM
seiierneM [10]. VxyaineHne KOrHUTHBHBIX (YHKIIHIA
JETEPMUHUPOBAHO HApYIIEHHUEM Iepellaud HEPBHBIX
nmmynscoB. [Ipu nporpeccupoBannu [IBT koranTtus-
Hble HapyLICHUs MOTYT YCHIUBATHCS, MPOSBILSSCH
B BUJIE NTPOOIIEM C AaMSITHIO0, BHUMAHHUEM, PEUBIO.

76-neTHMI My)XK4rMHA OBLI HANpaBIeH B KIMHUKY
MaMsATH, B T€UEHHE 4 MECAIEB y HEro OTMEYAIHCh
MIPU3HAKK CIYTAHHOCTH CO3HAHHSA, TICHXOMOTOpHAS
3aTOPMOXXEHHOCTD, anaTusi, a0yws, TPyTIHOCTH KOH-
LEHTpaly BHUMAaHMSA, CHIDKEHHE HMHTEpeca K OKpY-
sxarorieMy. Ilocie BBINONHEHUS TPaHCYpPETPATbHOMN
pE3eKIrn TPEeACTATENIbHON Kenne3bl pazpmiach TUA.
JlaGopaTopHble TaHHBIE MOKA3aJIH IOBBIIICHAE TeMa-
TokpuTa (60%), remornoduHa (192 /1) 1 neHKoMTOoB
(11,2x10%1). KonudecTBo TpOMOOLHUTOB B Mpeeiax
HopMBI (210x10%m). KT BBIABMIA JIETKYHO aTpO(UIO
KOPBI U MOJIKOPKOBBIX CTPYKTYp ToJIoBHOTO Mo3ra. Co
CJIOB JKEHBI, 3a IOCIETHUN IOl y MyXa CHHU3HIACH
CIIOCOOHOCTh  0€301IacHO  YIPABIATh aBTOMOOHIIEM
(HecKONBbKO pa3 BbIEKAT HA BCTPEUHYIO MONIOCY, HE
BCerza obparan BHUMAaHHE HA CHTHAIBI cBeTodopa).
OTmeyanuch 3MM30/bI HOYHOM CITyTaHHOCTH CO3Ha-
HUSA, OCCCOHHHIA, MOBEPXHOCTHBIA COH C YaCTBIMHU
npoOyxaeHusiMu. Kpome Toro, Habmromaanck HOCO-
BbI€ KPOBOTEUYEHHS, OHEMEHHE U MOKAIbIBAHUS B PY-
Kax ¥ Teje, TOJIOBHBIC OOIH, TOJIOBOKPYKEHUE, YTOM-
JIIEMOCTb, CHUXKCHUEC KOHUCHTpAIUN BHUMAHUA, 1yB-
CTBO YCTAJIOCTH JaXKe MOcie OTAbIXxa. BropuuHble
npuarHel WIT Oblin wickiroueHbl. J[narHocTupoBaHa
Brepsble BbuiBiieHHas MII. Ilocne Tpex BeHecekuwuii
U IIpUeMa THIPOKCUMOUYCBUHBI KOTHUTHBHBIC (DYHK-
LUK yIYYIIWINCh, 3MU30/bl CIYTaHHOCTH CO3HAHMSA
npeKpaTuiInch. OTMEYanoch YaCTUIHOE BOCCTAHOBIIC-
HHUC HAPYIICHHBIX (I)I/ISI/I‘ICCKI/IX, KOIrHUTHBHBIX U IICH-
XOJIOTHYECKUX CIIOCOOHOCTEN, OTCYTCTBHE TIOBTOPHBIX
SMU30/I0B CIIyTAaHHOCTH CO3HAHMSA U HOCOBOI'O KPOBO-
TeyeHusi. Heliporcuxonornyeckoe TECTUPOBAHUE BbI-
SIBUJIO HOPMAJIM3ALMIO B KOHCTPYKTUBHOM J€ATEIbHO-
CTH, pacyeTax U paccyxaeHusix. MccnenoBanue noka-
3bIBA€T, YTO KOTHUTHBHbIE HapyweHus npu UII ga-
CTUYHO OOpaTUMBI NPH CHIKEHHM YPOBHSA IeMaro-
KpHTa JI0 HOPMBL JTO MOXKET OBITH CBS3aHO C 00Opa-
TAMBIM CHMXXCHHUEM MO3roBOI'O KpPOBOTOKA, BBI3BAH-
HBIM TOBBIIICHHOW BA3KOCTHIO KPoBH [21].

Tperba cramus (MuenougHoil merarmazuu) MIT
xapakrepusyercss TpaHcopmanueil B Muenoduodpos
WM OCTPBI MUENOWIHBIA JIEHKO03, YTO KIMHUYECKH
MPOSIBIISICTCA CHWKEHHEM IOKaszaTeliel KpoBu (aHe-
MUl B BUJIC YMEHBIIICHHUS YPOBHSI 3PUTPOILIUTOB H/UITU
reMOTJI00HHa), TIOSBJICHUEM «JICBOTO CIIBUTA» T'PaHy-
JIOUUTApPHOTO POCTKA M IPUTPOKAPUOLIUTOB B I'EMO-
rpamMme, yBEIMYEHHUEM CEeJEe3EHKH, YTO OOYCIIOBIEHO
MOSIBJIEHUEM dKCTpaMenyJUIIpHOro muenonolsa. Kpu-
TEpUSAMH MHEIOPHOPO3a BBICTYNAIOT aHEMHUS MU
CHIDKEHHE KOHLIEHTpaLUU reMorioonHa He meHee 20
I/ OT UCXOAHOTO YpOoOBHA. PHCK pa3BUTHS MHeNo-
¢ubposa cocraBiser meHee 10%, puck Tpanchopma-
I[MU B OCTPBIA MHUEJIOUTHBIN JIeHK03 paBeH 5% [7].

IIpu passurun noct-UII M® TunuyHOE TeueHue
3a00JICBaHUS CBS3aHO C IIPOTPECCHPYIOMINM POCTOM
OIyXO0JIeBOM Macchl. M30BITOUHBIA pacmaj KIETOK
kpoBu nipu UII ¢ BEICBOOOKIEHHEM TOKCHUECKHX Me-
TabOJIUTOB MOKET IIPHBECTU K OIyXOJEBOW MHTOKCH-
kanuu. I[locine BropumuHoro M® Ha done UIT wmm
TpaHC(OpMaIi B OCTPBIA MHEIOUIHBIN JIEHKO3 4a-
CTOTa TPOMOO30B, TEMOPPArHYECKUX W HH(EKIIUOH-
HBIX OCJIOKHEHHA, HAapyIeHnH (QyHKIIMHA BHYTPEHHHUX
OpraHoB 3HAUUTENBHO BO3pAcTaeT. YXy/IIeHHe oo1ie-
T0 COCTOSIHHA B CBS3M C mporpeccupoBanrneM MO
CHIDKACT BEPOSTHOCTH ONArOMPHUATHOTO UCXOIa Tepa-
MM ¥ KaYeCTBO KHU3HU.

Heiiporicuxuarpuyueckue CUMITOMBI (HapyILIECHUS
BOCIIPUATHS, aPEeKTUBHOU chephbl U MOBEICHNUS) TIPH
UII pomxHBI BRI3BIBATH MOJO3pEHHE Ha (PUOpPO3HYIO
Tpancopmaiyo. MO, pazsusmmiica nocne UII, sB-
JSIeTCSl KPUTUUECKUM TeMaTOJIOTHYECKUM OCJIOKHEHHU-
em UII. CormacHo pe3yibTaTaM peTPOCIIEKTUBHOM
onieHku 272 kutaiickux mauuentoB ¢ MII u myramu-
et JAK2V617F, npuMepHO y 4yeTBepTH U3 HUX (N=63,
23,2%) pazBuica noct-UIl M®. Cpeanss nponod-
JKHUTEJILHOCTD KM3HU ManueHToB ¢ noct-Ull MO co-
crapysier 8 ner. TpomGoumTos (>550x10%m) u crute-
HOMeTaJIHs ObUIH OTIPE/IeIICHbI KaK He3aBUCHMBIE (hak-
TOPBI PHCKa W 3HAYMMBIE MPEIUKTOPHI TpaHchopMma-
uu B nioct-UIT M®. B cBoro ouepenp aHemus (ypo-
BeHb TemoriioonHa <100 /1) ¥ Bo3pact crapiie 65
JIeT ABISUTMCH 3HAYMMBIMH MPEIUKTOpaMH HeOJaro-
npuatHoro mnporuosa noct-UII M® y nanueHros
¢ UIT ¢ myrauueit JAK2 V617F [24].

B psane cimyuae noct-UII M® compoBoxnaercs
CEPLE3HBIMU TICHXMIECCKUMH OCJIOKHEHUSMHU (TICHXO-
3bl B BUJIE YTpaThl CBSI3U C PEasIbHOCTBIO, FAJUTIOLMHA-
uuit). Y nauueHTa 68 neT BHE3aHO MOSBUIIMCH HApY-
IIEHUE CHA, TICHXOMOTOPHOE BO30YKICHHE ¢ Openom,
TaJUTIOLMHALMAMHA U TOBTOPSIOLIMECS HENPOU3BOJIb-
Hble JBIDKEHMS JIMLA, TYJOBHUILA U JIEBBIX KOHEYHO-
cteid. HeBponorndeckoe o0ciaeioBaHNe BBISBUIIO JIET-
K€ XOPEWYeCKHE IBWKEHHS B JICBBIX KOHEYHOCTSX
Y MBIIIAX JIMIa C H3BHUBAIOIIMMUCS JBIDKEHUAMHU
A3bIKA, C HEKOHTPOIUPYEMBIM HAIyBaHHEM MIEK
u rpumacamu. Y mnamuenrta 10 ner Hazan aquarHocTu-
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poBar JAK2V617F-nomoxwurenereii UII, monrteep-
XKJICHHBIN Ouoncuei koctHoro mosra. Ilocne mocra-
HOBKH JIiarHO3a MPOXOaus 3(Q(HEKTHBHYIO TEPaIHio
rugpokcumoueBuHoit 500 mr 1 pa3 B nens. 3a nocnen-
HHe 3 roJa HaOIOAAN0Ch B SMM30/1a HEIPOU3BOJIb-
HBIX XOPEO(POPMHBEIX IBIKEHHH IIOCIE OTMEHBI THI-
pokcMOUYeBHHBI. CTEpeOTUITHBIE HAPYILICHHUS IBIDKE-
HUsSE OBUTM KYIHMPOBAHBI TIOCIEC CHUMITOMATHYECKOMN
AHTHIICMXOTHIECKON Tepanuu (Thanpunm). B mocmen-
Hee BpeMs 3apeTHCTPUPOBAHO YXYAILICHUE pe3yibTa-
TOB oOIero aHanusza kposu. IIpouwsomenmuii uH-
(hapKT cene3EHKH B CBSA3U C TPOMOO30M CEJIC3EHOYHOM
aprepun siBisietcs: ocnokHennem HII. Pesymnbrarsr
J1a00paTOPHBIX UCCIEAOBAHUIA: JerKas CTEHCHb aHe-
muH (remornioduH 114 /1), B npeaenax HOpPMATUBHBIX
3HaUeHUH mokaszarenu remarokputa (41,9%) u sput-
POIIMTOB (4,9x10%/m), TPOMOOIIUTOTICHHS
(125x10%n), neiikomTo3 (36,5x10%1). Ha KT sHue-
(hayromMaAIuMs JIeBOi JIOOHOW M MPaBoOi TeMEHHOH 10~
JIel, TIMO03, TIPU3HAKK 3a00JICBAaHUSI MENKHAX COCYIOB
TOJIOBHOTO Mo3ra (IOpOXKAAIOIIME KOTHUTHUBHEIE,
SMOIMOHANIBHEIE, IBUTATEIbHBIE HapyIIeHwus). Mccme-
JOBaHWE KOCTHOTO MO3Ta BBLIBHIJIO TJIOOANBHYIO TH-
nepruiazuio ¢ GuOpo3oM, XapakTepHyro ais noct-I11B
M®. Bce BBIIENEPEYUCICHHBIE pPE3YJIbTaThl CBUIE-
TENBCTBYIOT O nuar”Ho3e xopen u IIP BcrnenctBue
noct-UIT M®. Jlo3y ruapOKCUMOYEBHUHBI HE YBEIH-
4yuBaiM, JApyrue npenapatel (nHruburop JAK2) He
HA3HAYAJIMCh B CBSA3H C I000YHBIMU dPPeKTaMu
U TPOMOOIUTONIEHHUEH. BBIpakeHHOCTh HENPOU3BOIb-
HBIX JBWKCHHH, TICUXUYECKUX U MOBEICHYCCKUX OT-
KJIOHEHUH ITOCTETICHHO YMEHBIINIACH, HEKOHTPOIH-
pPYEMBIE COKpAIIIEHHUS JTUIEBBIX MBI U KOHEUHOCTEH
ucuesnu. Yepez 2 HenmenM KOMIUIEKCHOM Tepamuu
(Tranpum, KIOHa3emaM W KBETHAIHMH) COCTOSHME Iia-
OUEeHTa HOPMAaJIH30Bajoch. [IOBTOpHBIE pe3yIbTaTHI
71a00paTOPHBIX MCCIEIOBAaHMI depe3 6 HeAenb. MpH-
OMDKCHHBIE K HOpPME IIOKa3aTeldH JICHKOIUTOB
(4,1x10%mn), remornoouna (125 r/x1), HO TOHMKEHHOE
KonraecTBO TpombonuTos (115x10%mn). XapakrepHsie
U1 XOPEeHU HEMPOU3BOJIBHBIC U 6€CHOpHZ[O‘lHI)IC JBU-
KCHUST HE HaOIIONAIOTCS, THANPHI C IMTOCTETICHHBIM
CHIDKEHHEM J103bI ObLT 0TMeHEH. ITocie oTMEHBI IICHU-
XOTPOIHBIX TpenapatoB cuMnToMsl IIP He BO300HO-
Buyich [11].

Xopest Kak OTHOCHTEJIBHO PEIKOe 3a00NeBaHME
BcTpeyaeTcss MeHee ueM y 5% mnanuentoB ¢ UII. Ko-
THUTHBHEBIC HapyIICHUS, CBS3aHHBIE ¢ HecOamaHCH-
poBanHoil HUII, Takxke SBIAIOTCS ManopacnpocTpa-
HCHHBIM OCJIO)KHCHUEM U MOTYT YJIYUYIIUTHCA IIPpU
MpaBWIGHOM JiedueHnr. KimHnYecknit ciaydail marm-
eHra-monroxurens ¢ JAK2V617F-monoxuTensHOMR
UII nemonctpupyer odpatumoe IIP ¢ ocTpriM Hava-
JIOM, COTIPOBOX/IABINEECS T'€HEpAIM30BaHHON Xope-
eif, KOTOpOMy TOCIIE HCCIEA0BaHUsI KOCTHOIO MO3ra
O0buT mocTaBneH auarHo3 moct-Ull M®. 96-nerHuit
MY>KYMHA TTOCTYIWI B OOJIBHUIYY CKOPOW IOMOIIH C

BHE3AIHO BO3HUKIIUMH 4 JHS Ha3all HENpPOHU3BOJIb-
HbIMHM JIBIKEHHUSMHU JIEBOW BEpXHEW KOHEYHOCTH
uuna. OTHOBPEMEHHO HAaOMIOAAINCh HPOTPECCH-
pyiolliue U3MEHEHHUS! B MOBEACHUU, KOTOPBIC WICHBI
CEMbH OIUCHIBAJIM KaK PacTOPMOKEHHOE MOBEIECHHE
Ha ¢$oHe ocIabIeHUsT BOJICBOIO KOHTPOJIS, BKIIFOYAB-
mee HEYMECTHBIE KOMMEHTapuH M Oe3yIepKHBIN
cMex. B uctopun 0oyie3HM COAEPIKANTHUCH CBEICHUS
O THIIEPTOHUYECKOW Ooye3Hn, (QUOPUILIAIIUU Tpen-
cepauii, XpPOHWYECKON HIIEeMHUH HWKHUX KOHEYHO-
cteil. [Ipu ocMOTpe BBISBIEHBI XOpEUYEeCKHE XaOTH-
YeCKHe, OTPBIBUCTHIC ABIKCHUS MBIIII] JIAIA U TUIEY.
Becniopsimounbie cokpalieHuss MBI OBICTPO Tepe-
XOJWJIM C OIHOM YacTH TeJla Ha IPYryIo, 3aTpyAHAS
MOBCEIHEBHYIO JIeATeNbHOCTh. Heitporncuxomioruye-
CKO€ TECTHPOBAHHE BBLIABIIO JETKHE KOTHUTHBHEIC
HapynieHusi (3a0biBaHME MMEH M HENABHUX COOBI-
TUH), B IOBEJICHUH CKIIOHHOCTD K IMOJIpayKaHHIO, pac-
TOPMOXKEHHOCTD. [Ipn mabopaTtopHOM HCCIIeTOBaHUU
Ha MOMEHT ITOCTYIUICHUs] 0OHAPYKECHBI TOBBIIICHHBIN
ypoBeHb remornobuna (155 r/m), Oonee BBICOKHIA
YpOBEHb TEMATOKpUTa IO CPaBHEHHWIO C TMIpeIIe-
cTBytomuM (46%), moBsieHHEIH (>100 ¢) cpeqauit
00BbeM ApUTPOIUTOB. OCHOBHBIE MMOKA3aTeNd COCTO-
SIHAS KpOBU (FeMOTJIO0WHA, CPEIHEro o0beMa dPHUT-
POLIMTOB M TEMATOKPUTA) MOBBICWINCH B TCUCHHUE
Mmecsa a0 obpamenus. KT romoBHoro mosra moxa-
3aa HOpMy. BHe3amHoe MosiBIeHHE JI€BOCTOPOHHEH
TeMUXOpeH y MaIeHTa ¢ paHee AHarHOCTHPOBAHHOMN
¢ubpuAIMei npencepaAnii BBI3BANO O03PEHUE Ha
COCYIMCTOE HapyllieHHe B 00yacTH 0a3albHbIX TaH-
INIMEB. bbula yCTaHOBIIEHA YETKas B3aHMOCBS3b MEXK-
Aoy TOABJICHUEM THUIEPKUHC30B U KOTHUTHBHBIMU
HapyHICHUAMH, a TAKKE TMOBBIIICHUEM HOPMAJIbHBIX
3HAYEHWH TeMaTOJIOTMYECKUX IOKa3aTelel y maru-
eHTa. B Xome 3THOTPOITHOTO M CHMIITOMATHYECKOTO
JICUEHUSI THAPOKCHMOUYCBHHON (yCTpaHeHHE MpUUH-
HBl U TIPOSIBIICHUH 3a00JICBaHUS) COCTOSHHE YIyd-
munock. OQQeKTUBHOE IleueHHe, BOCCTAHOBICHUE
YPOBHEH TeMOrI00MHa U TEMAaTOKPHUTa O HOPMAaTHB-
HBIX 3HAUEHWI MPHUBEJIO K UCUE3HOBEHHIO XOpeHue-
CKUX W KOTHHTHBHBIX CHMIITOMOB. DTOT CIy4ail Io-
Ka3bIBA€T, YTO ITOXWJIBIX ITAIMCHTOB C HEJAaBHO BO3-
HUKIIUM JIBUTATEIILHBIM PAacCTPONCTBOM HEOOXOIH-
MO uccienoBarth Ha Hammuue M1 kak moreHnuaisLHO
U31e4uMOd NpuuuHbl. KOTHUTHBHBIE HapylleHUs,
cBsa3aHHble ¢ WII, MOTYyT yIay4IINTBCS IIpU aJeKBarT-
HOM Jieuenuw [25].

Bosnbmoe 3Hauenne mpu nocraHoBke auarHosa UIT
UMEeT OICHKAa KIMHUYeCKUX (TJICTOPHUYECKOTO CHH-
JpoMa), TEMaTOJIOTHUECKUX U OMOXMMHYECKHX ITTOKa-
3areneil. Paboumii nMarHo3 CTaBUTCS TPU HAJIHMYUHU
myTtarmui JAK2, cBsi3aHHOW C ypOBHEM TIeMOrIOOWHA
>185 r/n y My>xuuH u >165 1/n1 y >xeHIH. PekomeH-
IyeTCsl, OTHAKO HE SBIIETCS 00s3aTeNbHBIM, MOP(O-
JIOTHYECKOE TIOJATBEPXKICHUE C MOMOIIBI0 HCCIEI0-
BaHUs KOCTHOTO Mo3ra [9, 10, 25].
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Oprannueckoe [IP siBigercs xapakTepHBIM ICH-
xudyeckuM nposisaenueMm UII. Ilpenmonaraemsie me-
XaHU3MBI, CBA3BIBAIOIIME IaTOJOTHYECKUE H3MEHe-
HUS C KJIMHUYECKUMHU TMPOSBICHUSIMHU, YUHUTHIBAIOT
BO3MOKHOCTh HapyIleHHs MO3TOBOTO KpoBooOparie-
HUS U3-3a MOBBIIIEHHON BSI3KOCTH KPOBH, YTO IIPHUBO-
OUT K CHIDKCHHIO CKOPOCTH OOMEHHBIX IPOIIECCOB
(runomerabonu3My) B MO3re U MOXKET ObITh MPUUH-
HOHM 3amycka IICHXOTHYECKOro mporiecca. Jpyroi
MeXaHu3M Ipenmnosaraer, uro MII moxer BbI3bIBaTH
MHO>KECTBEHHbIE HEOOJIbIINE OYard HIIEMHH H3-3a
XPOHUYECKOTO HapyIICHHUs] KPOBOCHAOXKEHHUS MO3Ta,
KOTOpBIE MOTYT SBJATbCA IPUYMHONM aKTUBALMU
CKPBITOTO MICHXOTHYECKOTO Tiporiecca [5, 16, 26].

Comarorennsie [1P npu W11 xIMHUYECKU reTepo-
TEHHbI, B OCHOBHOM IIPOTEKAIOT B BUJE HaBSA3UMBBIX
MBICIIEH, TPEBOKHOCTH, CTPaxoB, W30€raHusl COLU-
aJbHBIX KOHTAKTOB, OJHAKO Ha ()OHE TsHKENoi opra-
HUYECKOHM MaTOJIOTMU BO3MOXKHO Pa3BUTHE ICUXOTH-
4ecKux cocTossHuM. [IP ABIstOTCA penKuMH mocien-
cteusimu MII. B mpuBeneHHbIX ciydasx HaOona-
JUCh ACNUPHUH, TMapaHOWIHBIN, NENPEeCCHBHBINA, Ma-
HUAKaJIbHbIM CHHAPOMBI, KOTHUTUBHBIE HapyLLIEHUs.
Hns 1P B TeueHue OoNe3HU XapaKTepHa OMpeeieH-
Hasg CMEHA IICUXOMNAaTOJOTHYECKUX CHHIPOMOB. IIP
MOTYT OBITh TIEpBUYHBIM TposiBiiennem MII [12, 13,
16, 17]. IlooTOMy M3y4eHHE UX MOCIEI0BATEILHOTO
pa3BUTHS TO3BOJIAET CYJIUTh HE TOJBKO O HO30JIOTH-
YECKOW MPHUHAJIEKHOCTH COOTBETCTBYIOIIMX pac-
CTPOICTB, HO U O MPOTPEAUEHTHOCTH (WM perperu-
eHTHOCTH) 3aboseBanus [2, 7, 20].

Crnenyer akLEeHTUPOBaTh BHUMAaHUE HAa BO3MOYKHOMH
cBs3u 1P u UIT. [Ty BcecTOpOHHEN OLEHKH NICUXUYe-
CKOTO COCTOSIHHMS MAIIMEeHTa MEePBUYHOE TICUXHATpUYe-
ckoe o00cieqoBaHUE IOJKHO OBITh KOMIUIEKCHBIM,
BKJIIOYATh CTAHAApTHBIE aHAIU3bl KPOBU U MEIUIIMH-
CKUI OCMOTp Uil UCKJIIFOYEHHUS OPraHWYECKOM 3THO-
jorud. B TO ke BpeMs onpenenseMslii B aHAJIA3€ KPo-
BU YPOBEHBb T€MOTIIOOMHA HE BCETNA SBISIETCS IMOBBI-
IIEHHBIM M €AMHCTBEHHBIM TPOSBICHUEM CBSI3aHHOM
¢ U1 ncuxonarosorudeckoil cumnromaTtuku. Ilaro-
(hU3HOIOTHIECKIM MEXaHH3MOM, IPHBOISIINM K pa3-
BUTHIO HEPBHO-TICUXMYECKHX HapyIIeHHHA, MOXET
OBITh HE TOJIBKO MOBBIIIIEHHAS BA3KOCTH KPOBU. Mexa-
HHU3M 3aCTOsI KPOBU M3-3a IOBBIIIEHHOH BSI3KOCTH YKa-
3bIBAET Ha OOPAaTUMBIN MPOIECC TOBPENKACHUS. ITO
TIOJITBEPIKIAETCS] TEM, YTO TOCTIe CHHKESHHUS BSI3KOCTH
KPOBH CHMIITOMBI TICHX03a Yy TarueHTa (HapylieHHs
BOCIIPUSATHSI, JIC30PTaHHU3AIMs [TOBECHHS) HCUC3aI0T.
VYirydieHue COCTOSIHUS MOCTe ITUTOPEMAYKIIMUA TaKKe
MOATBEPKIAET OOPaTUMOCTh MEXaHU3Ma, BEI3BABIIECTO
ncuxos [6, 12, 13, 14, 21, 22, 25]. I'emaTonornieckue
HapYIICHNS Y TIOXKHJIBIX MAIIMEHTOB YacTO HE MPHHU-
MaroTcsd BO BHUMaHHE Kak BO3MOkHas npuuuHa ITP.
Hamnuwne IIP B ceMeliHOM aHamHe3€, KOTOpOE 3ada-
CTYIO OTpHUIaeTCsl OOJBHBIMH, 3aTPYAHSIET IOCTAHOBKY
MIPEABAPUTEIBHOTO JIUATHO3A.

V¥ nanueHnTtoB ¢ mMTensHbIM TeueHueM MIT oOHa-
pyxenue Myranun reHa JAK2 MoxeT CIyKHTb Map-
KEepOM HPOTPECCHPOBAHUS 3a00JICBaHMS M Pa3BUTHS
MO, Tak ke Kak U KIMHUYECKHE IMposBiIcHUs. Peko-
MEHIyeTCsl, 4TOOBl MAIMEHTHl, MPOIOHKUTEFHOE
Bpemsi crpagaromue UII, npu mosiBieHnn MpU3HAKOB
[P mpoxoamnu TMOBTOpHOE 00CIEIOBaHHE KOCTHOTO
Mo3ra Al paHHeW nuarHoctukn M®, KoTopslii co-
KpalaeT Mpomo/UKUTENBHOCTh Ku3Hu [11]. Opranu-
geckue (PaKTOpHl MOTYT BBI3BATh YCTOWYHUBOCTD K Te-
parim [17, 19, 20]. Jleuernue I1P npu UIT okaspiBaercs
Hed(h(EKTUBHBIM TIPU UCTIONH30BAHUH IICHXOTPOITHBIX
[IperapaToB U JIydlle NOAJAETCsl FeMaTOI0THYeCKOMY
neueruto [14, 16]. B HEKOTOPBIX ONMHMCAHHBIX CIydasx
WUII neuenue IIP ncuxoTpomHbIMU IpenapaTaMy Ipu-
BEJIO JIMIIb K HE3HAYUTEJIFHOMY yJydllleHHuto. B npy-
TUX CIIy4dasX OTMEYallach BpEMEHHAs! PEMHUCCHUS CHMII-
TOMOB, KOTOpas 3aTe€M CMEHsUIach PELMIUBOM Jaxe
IIpU YBEJIMYEHUHU JIO3MPOBOK WM HCIOJIb30BaHUU
JPYTUX TICHXOTPOIHBIX cpencTB. I(P(GHEKTUBHBIM BHU-
nom teparuu 1P, cBsizanneix ¢ UII, nmo-sBunnmomy,
SIBIIIETCA ONTHMAJIBHOE CHM)KEHHE YpPOBHS TI'eMaro-
KpHTa, HOpMATH3alusd YPOBHS TeMOTTIOONHA, TIPEIOT-
BpallleHHE U JICYEHHE TPOMOOTeMOppParuyeckKux
ocnoxaenuid [7]. Kak ¢usuueckne, Tak W ICUXUYC-
CKHE CHMIITOMBI 3HAYHATEIFHO OCIabeBalOT TMOCIe
KPOBOITYCKaHUSI KaK CaMOCTOATENLHON MPOLEAYPHI
WIKA B COYCTAHUH C [IUTOPEAYKTHBHOMN Tepamnuei [14].
Berpewatrorest onMcaHus TOJIHOM PEMUCCHU IOCIE
(heboTOMUM ¥ HOPMAJTIM3ALWU YPOBHS TeMOTJIO0HNHA,
YTO  TOATBEPXKIAET  BO3MOXKHYH)  MPUYUHHO-
CIENCTBEHHYIO CBA3b Mexny WII u BOZHHKHOBEHHEM
TP [12, 17, 18, 19]. B GONBIIMHCTBE CIy4aeB MOCTE
UTOPENYKTUBHOW Tepanuy HacTymaja TOJHas pe-
MUCCHSI, U TIAIIEHTHI OOJIbIIe HE Hy>KAAUCH B JIEKap-
CTBEHHON mNOAAepXkKe. l'eMaTolornyeckoe JedeHue
N03BOJIIET HM30ekaTh MOOOUYHBIX 3(D(EeKTOB MCHXo-
(hapMakoTepanvi M TPEIOTBpAIIaeT TPOMOO3, KOTO-
phIii MOXKeT BO3HUKHYTH Kak ocnoxkaenune UII. Ko-
MaHJTHOE B3aUMOJICHCTBHE CIENMAIUCTOB B 00JacTH
MICUXMYECKOTO 37I0POBbSl M TEeMAaTOJOrOB OCOOEHHO
Ba)XHO B JIeueHHUH nanueHToB ¢ I[P, koTopsle He pea-
THPYIOT Ha JIeYeHHE TICUXOTPOITHBIMU TperapaTaMu.

3AKJIIOYEHUE

Xota IIP He ABNSAIOTCS YACTHIMHM IOCICIACTBUSIMU
WII, cnenmanucT AOKEH oOpallaTh BHUMaHWE Ha
cirydan opranmyeckux I1P, cBs3annbix ¢ 1T, ocobeH-
HO €CJIM CTaHAAPTHOE JICUCHHE OKa3bIBaeTCs Hedd-
(heKTUBHBIM WJIM B CEMEHHOM aHAMHE3€ HET IICHXHYe-
ckoii marosiorur. CBoeBpeMeHHas TUarHOCTHKa U Te-
parust [1P y 6omeHbIX ¢ UIT ciocoOCTBYIOT ONTUMH-
3aIUK  JIeueOHO-PeabMIINTAIIMOHHBIX  MEPOTIPUATHI
y JaHHOTO KOHTHHTCHTA IAI[MEHTOB, OOJICTYAIOT IPO-
(UIaKTUKY HEONarompusATHBIX IOCIEACTBHI 3a0oie-
BaHUS, €ro ocjaokHeHuH. IToBEBIIEHHE OCBEIOMIIEH-
HOCTH Bpayeil 0 pasnnuHbIX mposieneHuax MII moxer
CHHM3HTH PUCK STPOTEHHOTO BpEa.
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Jekummn. O630pbI

KOH®JUKT HHTEPECOB
ABTOpBI 3asBIISIIOT 00 OTCYTCTBUU SIBHBIX U IIO-
TCHLUAIBHBIX KOH(IUKTOB HHTEPECOB B

CBA3HU

C MyOJIMKaITUeH JAaHHOM CTaThH.

NUCTOYHUK ®UHAHCUPOBAHMUS
PaGoTa moarorosneHa mo ocHoBHoMy 1iany HUP

OI'BOY BO «YyBamickuii rocyJapcTBEHHbII YHUBEp-
curet uM. M.H. Yibsgaoay.

COOTBETCTBHME IPUHIIUIIAM 3TUKHA
BrinmonneH cHCTeMAaTHUYECKHM aHaAIW3 KIMHAYE-

CKHX CJIy4YacB IO JaHHBIM J'II/ITepaTprI; KIIMHUYCCKOC
HCCIICIOBAHUE, CBA3aHHOC C JIIOJbMHA B KauecTBE
CYOBEKTOB, HEe TIPOBOAMIIOCH, B CBSI3H C YEM €ro pac-
CMOTpEHHE B JIOKAILHOM STHYECKOM KOMHTETE HE
TpeOOoBaOCh.
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ABSTRACT

Introduction. In the literature, mental disorders (MD) occurring in patients with polycythemia vera (PV) as secondary
manifestations have not been sufficiently studied. Objective: to study MD in association with PV based on the analysis of clin-
ical cases, mainly described in the English-language scientific literature, in order to establish the relationship between symp-
toms, risk factors, and outcomes. Materials and Methods. Search, selection, and systematic analysis of clinical cases (PV with
MD) retrieved from the PubMed database to compare treatment outcomes. Keywords for information search were: “polycy-
themia vera”, “mental disorders”. Results. The review is devoted to the analysis of literature data on the materials of published
clinical case studies of MD in PV in English. Organic MD is a characteristic mental manifestation of PV. Somatogenic psycho-
pathological symptoms in PV are very diverse. In clinical practice, nonpsychotic MD and psychoses, such as delirium and par-
anoid, are highly common in patients with PV. Cognitive and anxiety disorders, depressive and manic syndromes are de-
scribed. The appearance of signs of MD (anxiety, depression, restlessness, irritability, depression, cognitive decline) in patients
with PV in the development of the disease indicates disease progression. Elder patients are at risk for developing MD in PV.
Although it is difficult to state the cause-and-effect relationship between MD and PV with certainty, their common risk factors,
however, the improvement in the condition of patients within a short time after phlebotomy and normalization of the hemoglo-
bin level allow assuming that in these cases PV led to the development of secondary mental disorders. Positive dynamics (im-
provement of the physical and psychological state, pain reduction, improved prognosis) after cytoreduction indicated the pres-
ence of a reversible pathogenetic mechanism causing MD. Conclusion. The identification of secondary, potentially correctable
or eliminable factors causing the development of MD is extremely important for preventing iatrogenic harm from unjustified
pharmacological treatment with psychotropic drugs and minimizing the risk of delay in diagnosis and treatment. Timely diag-
nosis and therapy of MD at early stages in patients with PV contribute to the optimization of treatment and rehabilitation
measures, prevention of complications, reduction of adverse effects of the disease and disability.

Keywords: myelofibrosis, polycythemia vera, essential thrombocythemia, thrombosis, mental disorders (pathogen-
esis), phlebotomy, cytoreduction.
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