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Penko, HO MeTKO: opdaHHbBIe OO/Te3HU
KaK BbI30B COBPEMEHHOU MEIVIIVIHE.
MeXgucuuInHapHble aCIIEKThI

B pamxax XVIII MexcoucuunnunapHoii KoHgepeHyu ¢ Me#oyHapooHvim yuacmuem «Betinosckue umenus 2022»
no0 npedcedamenvcmeom Anexcest bopucosuua JJAHMIOBA, 0.m.1., npogeccopa, 3asedyrousezo kagedpoti HepeHbix
6onesreti ncmumyma npogeccuonanvrozo o6paszosarus Ilepsozo Mocko8cKo020 20cy0apcmeenHo20 MeOUUUHCKO20
yHusepcumema um. YI.M. Ceuenosa, 10 pespans 2022 2. cocmoszncs CUmMno3uym, Ha KOmopom eedyujie poccutickue
IKCNepmul ¢ PA3HLIX MOUeK 3PEHUS PACCMOMPeENnU ONMUMATbHbIE ANR0OPUMMDBL OUPPdepeHyuanvHoti OuazHoCMuKy

u namozenemuueckoti mepanuu 6onesnu Pabpu. Yuacmuuku cumnoduyma npedcmasuniu KauHu4eckue cayvau
navuenmos ¢ 6one3nvro Pabpu u npuIU K 861600y 0 HEOOXOOUMOCMU PaHHeli OUAZHOCIUKU, CeMeliH020 CKPUHUHeA
U cOmpyoHU1ecmea epayeti pasHvLX CNeyUAnbHOCMetl Npu siedeHuu O0IbHbLX ¢ PEOKUMU NATNONIOSUAMU.
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"pOCTO 0 CJIOKHOM: AMArHOCTUYECKAA OfMccea NaLueHTa c 6onesHblo

(Oabpu. B3rnap HeBponora

onesnp Pabpm oTHOCUTCA
BK TpyIIIe TM30COMHBIX 6o1es-

Hell HaKOIUTeHMs ¥ 006YCIoB-
JIeHa CHYDKeHMEM WM OTCYTCTBYEM
aKTUBHOCTU O-TaJTaKTO3Ua3bl A.
Kak ormernnia f.M.H., 3aBefyomias
Kadenpoil HeBPOTIOTUM, HENPOXMU-
PYpPruy, MegULMHCKON TeHeTUKU
Bonrorpafickoro rocynapcTBeHHO-
ro MeQVIMHCKOTO YHUBEpPCUTETa,
YjleH COBeTa 3KCIepToB Accolua-
LMY MEeXAUCIUIUIMHAPHON MEeNIIN-
HBI, IJIABHBI HeBpoyIor MuH3paBa
Poccun mo 0xHoMy denepanbHo-
My OKpyTy, mpodeccop Omnbra Buk-
toposHa KYPYIIIMHA, HecmoTps
Ha pepgkocTh 6omesnn Pabpu B mo-
OyIANUY, TaKue MalVeHTbl MOTYT
BCTpeYaTbCA B KIMHUYECKON Ipa-
KTUKE.
ITaTomnorus 4acTo fe6ITUPYET B AET-
CKOM BO3pacTe, O[HAKO €€ AMarHo-
CTMKA C/IOKHA M3-3a HOMTMMOPQHOIT
KJIMHUYeCKOJ KapTUHBI ¥ HecIlely-
¢raHOCTY paHHMX cumnToMOB. He-
CBOeBpeMeHHas JMAarHOCTHKA U Ma-
TOTeHeTNYecKas TePaIysA IPUBOLAT
K IIPOTPeCcCUPOBAHNI0 3a00IeBaHMs
VY CHVDKEHMIO Ka4yeCTBa M IIPOJO/DKI-
TELHOCTY >KU3HY MaLMeHTOB.

Jlanee moKmamguMK IpuBena IpUMep
Hab/II0eHNs MalyenTa ¢ 00Ie3HbI0
®abpy B peanbHOI KIMHUYECKOI
IIPaKTHKE.

Manbuuk popuics B ceMbe Oe3 reHe-
TUYECK) OTATOLIEHHOTO aHaMHe3a.
[Ipu poxfeHUN MaTONOTUY BBIAB-
neHo He 6bU10. [TepBble CHMITOMBI
[OSIBWINCH B LIECTU/IETHEM BO3pa-
cre. Brima mposeieHa mpo6a MaHTy
u 3adUKCUpPOBaH ee BUpax. Ilpu
o6cefoBaHNM 3aMOf03PEHO MH-
¢unypoBaHne MukobakTepueit Ty-
6epxyne3za. Ha3HaueH M3oHMA3WS,
Ha done nevenns pasBuics rematut
HEM3BECTHOJ! STUONOTUY, 3aTeM II0-
SIBYIMCD 6O/IM V1 SOKEHUe B JTaIOHX.
ITo cnoBam pebeHKa, ero 6ecmoxo-
VU OCTPBIE Pe3M, SKXKeHMe I TIOKa-
TbIBaHME B KUCTAX pyK. [Tosxe mpu
xob0Oe STH OLIYIIeHNs OTMeYaluch
B HOTaX — OT CTOII IO KOJIEH.
Pogurtenn ob6cnenoBanu pebeHka
Y PasHbIX CIIEIVATICTOB, KOTOPbIE
IIOCTAaBUIIM Cpa3y HECKONbKO JU-
arHosos. Kappmonor ompepgenun
Ha/M4due Majoil aHOMaINU PasBU-
TUsA CepALa, aHOMAJIbHOM XOP[bl
B JIEBOM >Kenyfodke. [acTposHTe-
pOJIOT — TeIaTUT HeACHON 3THONIO-

TUY, AaHOMAJIMIO JKeTYHOTO Iy3bIpA,
peakTUBHBI maHKpeaTut. OKymucT
MOCTAaBUJI IVIATHO3 «CIOXKHBIN MMO-
IYECKNIT ACTUTMATU3M», OPTOIIET, —
«HapyIIeHNe OCaHKI».

CormacHo pesynbraraM maboparop-
HBIX MCCIeOBAHMIl, 3HAYMMBIX OT-
KJIOHEHUIT OT HOPMBI He OOHapyxe-
HO.

JaHHbBIE 3nmeKTpokapauorpapun:
CUHYCOBasg TaXMKapjausa C 4acTo-
TOW CepAeYHBIX COKpalleHUl
94-111 B MUHYTY, CUH[IPOM PEIIOIA-
pU3anuy KemygouKoB. YIbTpasBy-
KOBOE NCC/IefloBaHMe MOATBEPANTIO
IPU3HAKY, XapaKTepHBbIE AJIsI aHOMa-
JINY YKeTTYHOTO MYSBIPs, SUCKMHE3UN
JKeTYeBBIBOIAINX ITyTell, 1uddys-
HBIX M3MEHEHMIT ITO/KeNTyLOIHOI
JKeresbl. PeGeHKy ObUIM HaHBI PeKO-
MeH/Jalli! 10 COOTIONEeHNIO JUETHI,
pexxuma, npuemy QonneBoit Kuc-
notsl, Kambuua D,, Xodurona, Ta-
cTpodapma. ITokazaHO MCKITIOYNTD
6enKoBbIe TpemapaThl, BBElEeHUE
BaKI[H U CBIBOPOTOK, OCBOOOANTD
0T GU3KYyIbTYpBl. PekoMeH0BaHO
[a/bHelIIee HAOTIOfEHYEe TIERUATPA,
Kap/IOpeBMaTOJIOTa, TACTPOIHTEPO-
JI0Ta U OKYJ/IUCTA.

HecmoTpst Ha mpoBefieHHbIe 06CTIe-
[OBaHMs U COONMIONEHNe PEeKOMEH-
JAI[Mil CIIENMaNNCTOB, COCTOSHIIE
pebeHka He ymy4qmmaoch. IIpoporn-

JddekTBHaA hapmakorepanua. 8/2022
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XKaMCh OO M OLIYIeHNe OKeHNU
B KOHEYHOCTSIX Ha (poHe (P1U31MIecKoit
aKTMBHOCTHU. MajIp4nk OBUI rOCIIN-
Ta/MM3MPOBaH I JOOOCIeTOBaHNA.
IIpn HeBpOMOrMYECKOM OCMOTpE
B CTallllOHape OpraHMYeCKle Hapy-
II€HVS He BbIAB/IEHBI.

B 11 net B 1€BOM KOJIEHHOM CYCTaBe
HOSBUINCDH 60JIb, OTEYHOCTD, YTPEH-
HAA CKoBaHHOCTb. Hapymmmace no-
XopKa. Bpaunm cBsAsbIBanIyM JaHHbIE
CUMIITOMBI C IIEPEHECEHHOI paHee
OCTPOII PECIMPATOPHOI BUPYCHOM
MHpeKumeit.

ITocTaBnen guarHos: 0BEHMIbHbIN
peBMaTOMTHBIN apTPUT, CyCTaBHas
¢dbopma, ONMUroaAPTUKY/ISIPHBIIL Bapu-
aHT, 6e3 Mopa)KeH!s TI/1a3, CTeleHb
aktuHOCTH II.

ComyTcTByIOIMIT 1MAaTHO3: Manas
aHOMaNMA PasBUTHUA CepAlla, aHO-
MaJjIbHas XOpJia B IEBOM JKENTy/l04-
Ke, IIPOJIallC MUTPAbHOIO K/alaHa
IIepBOJ CTENEHN C perypruTanuen
IIepBOJi CTENEeHM, XpPOHMYECKUIA Ta-
CTPOAYOZIEHUT, AaHOMA/IVA YKEMYHOTO
ITy3bIpSA, JUCKIHE3VIS KeTIeBbIBOA-
IIMX IIyTeN, pEaKTUBHBIN IaHKpea-
TUT, CTIOXKHBI/I MUOIIMYECKUI aCTUT-
MaTU3M, HapylIeH)e OCAaHKM.
HasnaveHa Tepanus: HecTepOUIHbIE
IPOTMBOBOCIA/INTE/IbHbIE IIpernapa-
TBbI, METOTPEKCAT, XOHAPOIPOTEKTO-
pol. JleyeHne jao MIIb BPEMEHHBI
addexr. Yepes HexoTOpOE BpeMms
cocrosiHMe pebeHKa YXYALIMIOCH:
npopgomkanyu 6ecrokouTs 6Gonu
U OLIYIeHMe ¥OKEHNSA U ITOKa/IbIBa-
HUA B PyKaX pasnMyHON MHTEHCUB-
HocTy. OHM BO3HUKA/IN CIIOHTAHHO,
IpeNMYyLIeCTBEHHO Ha ¢oHe Pusu-
YeCcKOil Harpy3Ku, Ipy M3MEeHEHUN
TeMIIEpaTyphl BO3MyXa, Ha >Xape
U 1of Bo3zelicTBMeM BeTpa. Obmer-
YeHJe HACTYIAJIO TOIbKO B IIOKOE,
py 06epTBIBAHNY PYK TKAHBIO, CMO-
YEHHOI B IIPOXJIaJHO BOJIE, VI 110-
TPY>KEHUM UX B BOTY.

ITo muennto mpodeccopa O.B. Kypy-
HIMHOIA, IIepeuncIeHHble CUMITOMbI
XapaKTepHBI /I HelIPOmaTIIecKo-
ro 6onesoro cumHApoma. Ilannen-
TBI C HEMPOIIATUYECKUM OO/IeBBIM
CHHJIPOMOM TIPEbSABIAIOT >KaMoObl
Ha MEePUOANYECKYIO JKIYIYI0, KOJIIO-
HIYI0, CTPENAKIYI0 UIM HOKIIYIO
601b pPa3HOl MHTEHCUBHOCTH, YTO

PeBMmatonorna, TpaBMaTonoriAa 1 opToneaua

HaO/II0fAETCST IPY OPaXKEHUI Mel-
KVX HEPBHBIX BOJIOKOH.

Popurenu mpomomKan o6pamarscst
3a IIOMOLIBIO B pas/jMYHbIe CIIey-
anM3MpOBaHHbIE LEHTPHI A1 fud-
(dbepeHUMPOBAHHOI AMATHOCTUKY
cocrosiumst pebenka. K coxanennio,
IVarHO3a, 0OBACHAIONETO CUMIITO-
MBI, TIOCTAB/IEHO He OBIIO.

B 2019 r. mpoBopuiIcA CKpMHMHT Ma-
L[EHTOB AyanusHoro nentpa. Cpenn
HUX ObUTa 6abyIKa HalIero mareH-
Ta. Y KeHIIUHBI 67 JIeT UMeII MECTO
XPOHMYECKMII MeTIoHePPUT, OCTpOe
HapylleHue MO3rOBOrO KpOBOOOpa-
menua (OHMK) B anamHese, uH-
(DeKIMOHHBII SHLOKAPAUT, TPYOBIiL
JIEBOCTOPOHHIT FeMUIIapes, sHIeda-
JIOIIATHSI, MHOYKECTBEHHbIE OC/IOXKHE-
HIIS1 M COITYTCTBYIOLye 3a00/IeBaHMs.
Y Hee 6bUIO BBISB/IEHO HA/IMYME TeHA,
OTBETCTBEHHOTO 3a pasBuUTHE 6O-
ne3uy ®abpu. Kak M3BecTHO, reH,
OTBETCTBEHHBIN 332 BOSHUKHOBEHE
6onesun Qabpu, nepegaercs mo Ha-
CIIEfiCTBY, II09TOMY IOTEHI[Ma/IbHBI-
MU OOJIBHBIMY MOTYT OBITH MHOTHE
Omu3KMe U JajbHUE POLCTBEHHMKIMI.
Jlaxxe y TeX pOfCTBEHHMKOB, KOTOPbIE
cauTaroT cebst aGCOMIOTHO 3OPOBBI-
MU, IpU 06C/TeTOBaHUY BBISBIIAETCS
HeE TO/BKO [JAHHBII I'eH, HO Y MHOXKe-
CTBEHHAs ITaTO/MOTVSL,

Vitak, 6Gnaromaps cTedeHUIO 06-
CTOATENbCTB Y Malb4MKa CIYCTS
IeCATD JIET TOC/IE MOABIEHUS CUM-
IITOMOB OBITT YCTAaHOBJIEH AMarHO3
«60ome3np Pabpu», MOATBEPIKIEH-
HBIJl MOJIEKY/ISIPHO-TeHeTUIeCKUM
MeTomoM (MyTauus B reHe GLA
¢c-1000-1G > A), CHM)KEHHOIT aK-
TUBHOCTBIO (-TaaKTO3UIAA3bl —
0,23 mxmorb/n/4 (Hopma — 0,80-15,0)
M IOBBIIIEHHBIM YpPOBHeM r71060-
tpuaosuncunrosnxa (LysoGb3) -
196,2 ur/mn (0,05-3,00), ¢ mopaxe-
HueM Iepudepuyeckoil HepBHOM
cucteMbl (Heliporarudeckas 60b)
U CYCTaBOB (peLUAMBUPYIOLINIT ap-
TPUT KOJICHHOTO CYCTaBa).

B Hacrosimee BpeMs MAIMEeHT IIO-
nAydaeT pepMeHTO3aMeCTUTENbHYIO
Tepanuio. Ero cocrosHne crabu-
IUSUPYETCs, TOITOMY IHOSIBUIACH
HafleXAa Ha OCYI[eCTBIeHMe Iia-
HOB B OTHOLUEHWUM aKTUBHO YKU3HA

U y4eOBl.

«BertHOBCKMe uTeHnsd 2022»

Ba’xHO, YTO B JaHHOM K/IMHNYIECKOM

cny4dae 6omesnp Pabpu BBIABUIN

paHbliie, 4eM cHOpMUpPOBanach cepb-
e3Has opraHMdeckas AUCOHYHKIUA.
be3 COOTBETCTBYIOLETO JIEYEHMUS

y TaKUX HAalMEeHTOB Pa3BUBAIOTCS

CepAeYHO-COCYANCTDIE, LiepeOpoBa-

CKY/ISIPHBIE OC/IOKHEHVSI VIJTH [T09ed-

Has HeJlOCTaTOYHOCTb.

ITpodeccop O.B. Kypymnna oxapak-

Tepu30BaJa IOPTPeT IaljeHTa ¢ 60-

nesubio Oabdpu:

v/ OTATOILEHHbIN CeMEHbIN aHaMHe3
(nHCYnbBTBI, MHPAPKTDI, XPOHUYE-
cKkass 60/e3Hb IOYeK); TOIOBHas
6071b, TOJIOBOKPY>KEeHIe, TIOBBILIEH-
Hasl Y TOM/ISIEMOCTb, CTab0CTb, II0-
Xast [IePEHOCUMOCTb >Kapbl;

/ 6011b B 0671aCTH CepyiLIa, HApyIIeHNe
puT™a;

v/ MHCY/IbTBI, VIIIEMUYECKUE aTaAKIU,
nepudeprdeckas MoNMHeNpOIaTys
HEsACHOTO TeHe33a;

v/ XpoHM4YecKast 60/esHb IOYeK;

v/ aHI'MOKepaToMbI (Ha julie, B 0671a-
CTHM XUBOTA, NYIKa, Oexep);

v/ BOPOHKOBU/IHASI KEPATOIATIS.

besycmoBHO, IpU [MAaTHOCTUYIECKOM

IOMCKe BaXKHbI NMOJPOOHBIN cOOP

CeMeITHOTO aHaMHesa I IIPOBefieHIe

CeMEHOTO CKPMHIHTA IIPYU NTOfI03pe-

Huu Ha 6omesub Pabpu.

Ha ceropHAmHMIt feHb AMA OBICT-

poit IOCTAaHOBKM [iMarHo3a paspa-

60TaH TeCT, OIpefe/AIINil aKTUB-

HOCTb 0-TaJIaKTO3U/Ia3bl A B CyXOM

nsaTHe KpoBu. TecT GecrmaTHBII,

U IO MOXKHO 3aKa3aTh IO TenedOoHy.

ITocnme monmydeHUs MHAMBULYATb-

HOTO TecTa CjIeflyeT HaHeCTU U BbI-

CYWINTD KAIUI0 KPOBM M3 IAIbIa

Y OTIPABUTD €0 C KYpbepoM B JIa-

6oparoputo. Pe3ynbraTel Tecta mpu-

XOJIAT Ha 37IEKTPOHHYIO IIOYTY Bpaya

WIN TIALMeHTa.

B saxmouenue npogeccop O.B. Ky-

PYLIVHA MOFYEepPKHY/a, 4YTO paHHee

BbLsiBNeHMe Oomesun Pabpu u Ha-

3HaueHMe (epMEHTO3aMeCTUTENb-

HOJl TepaIuy SIBJSIOTCS BaXKHBIM

YC/IOBUEM YCIIEIIHOTO BefeHNs Ia-

IIEHTOB, TOCKOTBbKY 6e3 JedeHms

HATOJIOTVs IPOTPECCUPYET U MOXKET

HOpMBECTU K HeoOpaTHMMbIM MHOpa-

JKEHVSIM OPTaHOB ¥ CHCTEM, KOTHMU-

TUBHOI JUCQHYHKIUY U COLIMATbHON

TesafanTalyn.
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"pOCTO 0 CJIOKHOM: AMArHOCTUYECKaA ofuccea NnaLueHTa c 6onesHblo

(Oabpu. B3rnap Hepponora

Hayaje CBOETO BBICTYIINIE-
HMsI Bpad BbICLIEN KBanudu-
KallMOHHOJ KaTeropuu, He-

(dponor-TpaHCIIAHTONOT, [TaBHBII

BHEIITATHBIN CIIeI[VaNNCT Heppomor

MuHuctepcTBa 3ApaBOOXpaHEHMS

Yenabunckoit obnactu JTogmnia

IOpbeBHa JKYPABJIEBA oTmeTnna,

YTO MYIBTUAVICHMIUIVHAPHBIN ITOJXOZ

K BbLsAB/IeHnI0 6onesuy ®abpu no3so-

€T Ha PaHHMX 9TalaX OCTAaHOBUTD

IpOorpeccpoBaHie 3a00/IeBaHNs I He

JOIyCTUTD PasBUTIUA IIOYEYHON Helo-

CTaTOYHOCTM Y ManyeHToB. OHa NOox-

pobHO paccMoTpena KIMHUYECKMIt

cry4aii manyeHTa 39 jieT, IpULIeIIEro

Ha [UIAHOBBI aMOY/IaTOPHBII HpyeM

K Hepporiory.

Koncynpranus Hedpornora 6pina pe-

KOMEHJIOBaHa BPauOM-HEBPOJIOTOM

OTHENeHNsI OCTPBIX HAPYIIEHMIT MO3-

FOBOTO KPOBOOOpALLeH s KPYIIHON TO-

POACKOI KIMHUKHY, Ifie 6OIBHOIT Ipo-

XOJIVIT TIedeHe B CBA3Y C MTOBTOPHBIM

1epe6pOBaCKYIAPHBIM COOBITHEM.

B o6uieM aHamuse Mour 0OHapy>KeHa

nporenHypus — 1o 0,3 /7.

/13 aHaMHe3a M3BECTHO, YTO B AeKab-

pe 2017 1. B Bo3pacre 35 €T y maum-

eHTa OCTPO BO3HUKIIO HapylleHMe

pedn, HOsBUIACH ACUMMETpPUS L.

Ha ocHoBaHMM JaHHBIX MarHUTHO-

pesonancHoit Tomorpadum (MPT) ro-

JIOBHOTO MO3Ta JAMAarHOCTUPOBaH

MHCYNbT (MHQAPKT TOTOBHOTO MO3Ta

B OacceliHe ITyOOKMX BeTBell JeBOI

cpenHert MO3roBolt apTepui). Biepsbie

ObII0 3aMKCUPOBAHO IOBBIIIEHME

apTepuanbHOTO HapyeHus. IIporenH-

ypus — po 0,029 r/n. IIpu nmposenenm
9XOKapAMOCKOIIY BbIAB/ICHO KOHIICH-

TPIYECKOe PeMOIeNPOBaHIe MIOKap-

1ia 6e3 3710KaveCTBEHHO TUTTEPTEH3 NI

B 38 nte, B peBpasne 2020 1., y marjeHTa

cny4nnock nosTopHoe OHMK. Coxpa-

HAJICA TaKKe MOBBIIIEHHBII YPOBEHDb

6enka B Mode — 1o 0,3 r/n. BonbHOI

BIIepBble OBIT HAallpaB/ieH Ha KOHCYIb-

TaIMI0 K HepOJIory TOpPOCKOro He-

¢ponornyeckoro nerrpa. Boito mpo-

BeJIeHO KOMIUIEKCHOe OOCIIeIoBaHe.

IIpu ynbTpa3ByKOBOM MCCIEIOBAaHNI

yCcTaHOBNIEHO Ay dy3HOe N3MEHEHNe

HapeHXVMBbI [I0YeK, IPeJMYILeCTBEHHO
Ha ypoBHe Mefy/LApHoro cnos. I1po-
BefieHa CLIMHTUTPAPUL [OYEK, KOTOpas
BBIABIJIA OIyIIeHUE IIPAaBOIl IIOYKYU
CO CHIDKeHUeM (QYHKIMOHUPYIOILIeH
HApEHXMMBI Y CKOPOCTH KITy6OUKOBOI
¢umbrpanuu (CKO), samenienue BbI-
Je/ITeBHOI (PYHKIIM TOYeK CPefHeit
cremeHu. B obiieM aHa/m3e KpoBU Ka-
KUX-TMO0 0COOEHHOCTe! 0OHAPY>KEeHO
He 6pu10. O61MIT aHAMN3 MOYM IO -
TBEpPAWI IPOTEUHY PHIO.

ITpy 2XOKapAMOCKONNY BBIABJIEHA
BBIp@XKeHHAasl KOHIL[EHTpUYeCKas I'U-
nepTpodus neBoro xenymouka, 6es
IIPU3HAKOB OOCTPYKIMM BBIXOIZHOTO
TpaKTa, HO C IPM3HAKaMM BHYTpIDKe-
JTyOYKOBOI 06CcTpyKIMM. OTMEYeHBI
YIIOTHEHNE CTBOPOK MUTPANbHOTO
KJIallaHa, KaJbLMHO3 MUTPANbLHOTO
AV-xornblla, MUTpajIbHas HEOCTATOY-
HOCTb BTOPOIl CTENeHY, AVIaTalusa
JeBOro Ipencepaus. IIpu stoM cokpa-
TUTENTbHAsA CIIOCOOHOCTD MMOKapia JTe-
BOTO JKe/yJ04Ka ObITa COXPaHHOIL.
[Taunenty mposesena MPT ¢ xon-
TpacTupoBanueM. OnpefeneHa BbIpa-
JKeHHas CUMMeTpUYHas TULIepTpodusa
MMOKap/a JIEBOTO >KeNMyfo4Ka C Ha/u-
4yeM 3aMeCTUTENIbHOTO MHTPaMMO-
KapamanpHoro ¢ubposa. IIpu stom
MPT-kapTiHa COOTBETCTBOBAIA N3Me-
HeHMSM cepatia pu 6onestn Dadpu.
Pesymbratel amexrpokappuorpadum
10 12 oTBefieHNAM: CUHYCOBBIN PUTM,
YacTOTa CEpAEYHBIX COKpalleHuit — 69
B MIHYTY, IIOBBIIIEHA HATPY3Ka Ha 00a
npencepaus. Iuneprpodus Muokapaa
TIeBOTO >KeTyfl0uKa C reMOofiMHaMIye-
CKOJI HarpysKoil, MIIEMI MMOKapfa
BEpXYIIKH, [epefHe60KOBOI CTEHKNI
JIeBOTO Xenyfouka. IlogbeM cermeH-
ta ST cTaHAapTHEIN, HarpysKa Ha 06a
npepncepaus. Iuneprpodusa Muokapna
JIEBOTO XKeTy[J0YKa TakKe C FeMOJIIHA-
MUYECKOJ HArpy3KO, MLIEMUA MUO-
Kapfia, BepXyLIKM, IepefHeOO0KOBOI
CTEHKM JIEBOTO >Kelylo4Ka, HOofbeM
cermeHTa ST, BeposATHO, reMoOfMHAa-
MMYecKoro xapakrepa. Hembss 6b110
UCKMIounTDb (peHomMeH WPW.

B cBs131 ¢ 9TMM OBUIO IIPOBENEHO XOTT-
TEPOBCKOE MOHUTOPUpPOBaHMe. Putm

CMHYCOBDII, N3HAYATbHO HapyIleHa

PpenornApu3aIA MMOKapa B BUTE KO-

COHMCXOJAIIEN HEIPecciyt CeTMEeHTa

ST mo 2 MM ¢ dpopMUpOBaHIEM OTPH-

IaTe/IbHBIX 3y610B T B NeBbIX OTBeNe-

HIAX.

I[TaumenT 6T OCMOTPEH HEBPOIOTOM.

JIvarHO03: BOCCTaHOBUTE/IbHBIN MEPYO,

nocre OHMK (depans 2020 r.). Ilepe-

HeceHHbIIT MH(apKT TOMOBHOTO MO3Ta

B bacceiiHe /1eBOJI CpenHell MO3rOBOI

aprepun ot 2017 r. [luctanpHas cuM-

MeTpUYHaA ITO/VHEJPOIaTHA BEPXHNX

Y HIDKHUX KOHEYHOCTe}l BTOPUYHO-

TO reHe3a, CeHCOpHasA opMa ¢ 607eBbIM

curapomoM. Ledanrirdecknit cuEpom.

Ha ocroBanym MPT-KapTuHBI JaHHbIX

3a CTPYKTYPHYIO IIATOJIOTVIO TOTIOBHOTO

Mo3ra He normydeHo. HebormbIas kncra

B 0071aCTI HIDKHEI CTEHKM JIEBOIT BEpX-

HEYETIOCTHOM Ma3yXul.

ITpn obcnepoBanuy y oprampmornora

BbIAIB/IEHA BUXPEBU[IHAA KEPATOIATIA

B HIDKHEJ TpeTy pOTrOBUIIbI, XPYCTa-

JIMK CKJIEPO3MPOBAH.

Takum 06pa3om, ObUT MHULMUPOBAH

IVAarHOCTUYECKIUIA TIOUCK.

DakTuyeckye JaHHbIE:

v/ MOJIOfOJ1 BO3PAcT;

v/ MY>KCKOIJ1 10713

v mBa OHMK B aHamuese (2017 12020 rr.);

v/ XpoHmdecKas 60/1e3Hb II0YeK BTOPOI
cTapum;

v/ BbIpa)KeHHas KOHLIEHTpI4ecKas I-
epTpo¢yis MMOKapHa IEBOTO SKeTTy-
[ouKa 6e3 3HAYNTENLHOTO MOBBILIE-
HYIS @PTEPHA/IbHOTO TABTIEHIIS;

v/ DUCTa/ibHAsA CUMMETpUYHAsA TIOM-
HeJfpOMaTys BEpXHIUX U HYDKHUX KO-
HEYHOCTell HeACHOTO IeHe3a.

JJOKMamumK IMogYepKHy/Ia, 9TO [yar-

HO3 Op(aHHOTO 3a60/IeBaHNA MOXKHO

HOCTaBUTb TONBKO C IOMOIIbI 00-

OOILEHHOTO aHalu3a pe3yIbTaToB

MEIUIMHCKIX 00CTIeOBaHMI, KIIVHM-

YeCKUX CUMIITOMOB, Tab0paTOPHBIX,

MHCTPYMEHTATbHBIX U Mop¢onoru-

JyecKux npusHakos. [Ipu sTom ocoboe

3HadeHue uMmeeT fAuddepeHIManbHast

AVATHOCTMKA.

B maHHOM KIMHMYECKOM Cy4dae Impo-

BeJleH JeTa/IbHBIN aHa/IN3 aHAMHe3a

SKU3HM U OonesHu manyenta. O6Ha-

PYXKeHO, 4TO C MIeCTH JIeT HONbHOIL

JKaJI0BaJICA Ha JOKeHMe, TTOKa/IbIBaHMe

u 607b B JIANOHAX U cTomax. Ilepuo-

IUYeCKY HaOIOfamyich IOBBIIIEHNE

JddekTBHaA hapmakorepanua. 8/2022



MeauuuHcKIin popym

XVIII MexpucuummHapHas KOHQepeHIUsA ¢ MeXAYHAPOSHBIM y4acTueM

TeMIlepaTypsbl Tena fo 37,1 °C, ocTpble
IPUCTYIBl MHTEHCYBHON MY4YUTeNb-
HOI1 6071, IIMBIINECS OT HECKOIBKIX
MMHYT JIO HECKOTIbKUX Hefle/Tb, TPUT-
repaMy KOTOPBIX CTY>KWIN U3MeHeHye
TeMIIepaTyphl Tena, (pusuIeckne Ha-
TPY3KH, YCTalIOCTb, CTPECC, M3MEHEeHNe
norogbl. CUMIITOMBI He KYIIPOBaMCh
BBeJIeHMEeM HApKOTMYECKMX aHajIbre-
TYKOB ¥ HECTEPOMHBIX MPOTUBOBO-
CIIAJIMTENbHBIX IpernaparoB. [lamyent
HEOTHOKPATHO JIeXa/l B CTALMOHA-
pe, I7ie pasmIHble CIeIaINCThI yCTa-
HAB/IMBAJIA MY TIPeJIIONIOXNTeTbHbIe
IVaTHO3BI, TAKMe KaK CUCTeMHas Kpac-
Hasi BO/IYaHKa, HeyTOYHeHHast pubpo-
MMAITHsT, AUCQYHKIMS BETeTaTHBHOII
HepBHOII CUCTeMbl, liepudepudeckas
nonuHeriponatya. B 17 net 601bHOIM
BIIEpBble OTMETW/I CHIDKEHHe IIOTO-
OT/Ie/IeHVIsI IIPY aKTVMBHBIX 3aHATIAX
crioprom. C 9T011 5kamo60it OH 6bIT Ha-
TpaBJieH K 9HioKpuHorory. ITatonorun
He BbIABJ/IEHO.

C yderoM JaHHBIX aHAMHe3a, >KaIo6
Ha nepudepuuecKyo AUCTATbHYIO
HOJIVHEJPOIIATHIO, Pe3y/IbTaToB (-
3MKaTbHOTO OCMOTPa 11 00C/IeTOBaHNA
OBLIO IPUHATO pellleHVe IPOBECTI [V~
arHOCTVKY Ha Hamrdue 6ome3Hn Gabpu.
ITanyeHT HaXoOOM/ICA B HEBPOJIOTHMYe-
cxoM otpenenuy Ilepporo MockoBcko-
O TOCY/JAPCTBEHHOTO MEVILIMHCKOTO
yauBepcutera uM. V.M. CeueHoBa.
B xozme MOJIeKyIApHO-TeHeTHYEeCKOTo
VICCTIEOBAHMA BBIAB/ICHBI IIATOTEHHAS
myTanus B rede GLA, cHIDKeHue ak-
TMBHOCTH Q-Ta/IaKTO3M/A3bl, TIOBbILIIE-
Hue ypoBHs LysoGb3.

ITo >kM3HEHHO BaXXKHBIM IIOKA3aHUAM
manueHTy 6bi1a Hayara pepMeHTo3a-
MeCTUTE/IbHAs TepAIlNsI ara/ICUason B
B Jlo3e 1 MI/KT Ofi¥H pa3 B iBe HefleNn
BHYTPVBEHHO MO)KM3HEHHO.

Ha ¢one neyeHus ormevanacp mo-
JIOKUTENbHAA OVHAMUKA B BUJIE per-
pecca KIMHMYECKOi CMMITOMATUKMY,
y/IydlleHns KadecTBa >kusHU. ITarm-
€HT CTaJI BeCT! IOJTHOLICHHYIO XKI3Hb,
paborars.

ITo crroBaM JOK/TaT4VIKa, B JAHHOM CTTy-
Jae OT MOMEHTA HepPBbIX KIMHIYECKMX
CUMIITOMOB JIO MOMEHTA ITOCTAHOBKI
mnarHosa «6osesHp Pabpu» mporrio
33 ropa. 3a 3T0 BpeMs y Mal1ieHTa pas-
BI/IVICh HAPYILIEHA MO3TOBOIO KPOBO-
o6paleHns, MpOM3OLITH IBa U307

PeBMmatonorna, TpaBMaTonoriAa 1 opToneaua

OHMK, Bosuukia runeprpodus Muo-
Kapfja JIeBOT0 JKe/Ty0uKa.
[TpuBenenHOe HabmIOJEHUE [EMOH-
CTPMpYeT CTTOKHOCTD BBIABIIEHVA PaH-
HUX K/IMHWYECKVX IIPU3HAKOB 00TIe3HN
Dabpu, mopUepKIBaeT HEOOXOAMMOCTD
CUCTEeMHOTO MOAXOfa K AMATHOCTHKE,
BKJ/TI0YasI TIATE/TbHBII COOp ceMeltHOro
aHaMHes3a, TIPOBefieHNe OMOXMMIIECKO-
TO 1 MOJIEKYILIPHO-TEHETUYECKOTO JIC-
CTIe{OBaHNs /IS IOATBEPXKACHISA WIN
VICK/IFOYeHIIs1 TTATO/IOTH, OCOOEHHO IIp
passuty OHMK B MonopioM Bospacre.
[TopaskeHne cepplia — 4acToe MpPOsB-
nenue 6omnesun Pabpu. Te wmn nHbIe
HOpaXKEeHMsI CO CTOPOHBI Cepfla OT-
Mevarorcs y 60% manmentos. Hako-
IUIeHMe TIMKOCHIHTONUITUOB B MIIO-
LUTax IPUBORUT K TuUmepTpoduu
u nocnenyoiemy Gpubposy Muokapaa.
B TKaHM K/IaIlaHOB 1 IIPOBOJALLIEN CUC-
TeMe Hab/oaeTcs CXOfjHasA JereHepa-
VA KJeTOK. B ¢BA3M ¢ aTMM Hammdme
y Tal[VieHTa Pas/INIHbIX TUTIePTPOPU-
4eCcKUX KapJUOMIOIATHI, 0COOEHHO
6e3 MOBBIIIEHNS APTEPUATIBHOTO IaB-
JIeHIsI, SIBISIETCSI IIOBOJOM 3aIIOf03-
puth Haymaye 6o7esuy Oabpu.

K BapmanTaM mopakeHMs HOYeK Ipy
60resuu Pabpu OTHOCAT MUKPOATIBOY-
MUHYPUIO, IPOTENHYPUIO, B TOM UKCIIE
HeppoTuyeckywo, cHykeHne CKO,
TEPMMHA/IbHYIO MOYEYHYI0 HeoCTa-
TOYHOCTb, KUCTBI TTOYEK.

ITaryeHThI € apTepUaIbHOI TUIIEPTEH-
3MeJl HEACHOI 3TUONOTUM TaKXe HY-
XKIAIOTCSI B JOIIO/IHUTENBHBIX 00C/IeR0-
BaHMAX.

JI/1st MOCTAaHOBKY IIPaBUIBHOTO JIMar-
HO3a He0OXOIMMO YaCTIe HeCKOTIbKIX
CIIELVIA/IVCTOB.

CoracHO KIMHMYECKUM PeKOMeH/Ia-
maM «bornesus @abpu» 2019 ., mpu
HOJIO3PeHUN Ha [JAHHYIO MaTOTOTUIO
HeOOXOAMMO OIPeeNUTh KOHI[EHTPa-
o LysoGb3. B crryvae ee moBbimenns
HeoOXOMIMO OLIEHUTHh (epMEHTHYIO
aKTUBHOCTb O-Ta/TaKTO3M/IA3bI A VI TTPO-
BECTU MOJIEKYIIAPHO-TeHeTUIeCKIIT
aHa/m3. C 1e/Ibi0 BBIAB/IEHIS O0/IE3HN
Dabpyt IOKa3aH CKPUHVHT TPYII BBI-
COKOTO PMCKa — Y IallMeHTOB C PaH-
HMMM VHCY/IBTaMM, TIOYEYHOIl Heflo-
CTaTOYHOCTBIO U TMIEPTPOPUIECKOIT
Kappuomuonarueii. Pekomenpyerca
[IPOBeJeHIe CEMEITHOTO CKPVHMHTA
IUIS POACTBEHHMKOB ITAIMEHTOB C 60-
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ne3Hbio Dabpu ¢ Le/TbI0 JUATHOCTUKA
6ome3HN Ha paHHell CTagui.
DepMeHTO3aMeCTUTENbHAA TepaNus
Ha3HA4yaeTCs BCeM IMalMeHTaM MYK-
CKOTO IO TIOCIIe BepyUKALINM J{Uar-
HO3a. Y YKeHIIVH OHa IIPOBOANTCA IIPU
Ha/IM4UY KIMHIYeCKVX IIPOsIB/ICHUIL,
CHIDKAIOIMX KadeCTBO XXV3HM, VIV
IPM3HAKOB IMPOTPECCUPYIOLIEro Iopa-
JKEHI:I OpTaHOB-MMILIEHelt, 2 UMEHHO:
= 1pu Kpusax 6onesuy Pabpy u/vmm
PE3VUCTEHTHO K CTaH[JAPTHOM Te-
panmu pelABUPYIOLIEN WIX XPO-
HMYECKOV HejipoIaTidecKoit 6omu
B KICTAX M CTOIIAX;
® IepCUCTUpYIOLIe IPOTEMHY PN Y/ I
cakeny CKO menee 80 mr/mun/1,73 M%
= TIOpa)KeHWM Cepplia M/VIA Hapyllle-
HMUY MO3TOBOTO KPOBOOOpAIEeHN
WM MIIEMIYECKVX M3MeHEeHMAX To-
JIOBHOTO MOS3Ta.
Iopsopsa uror, JLIO. XKypasnesa ot-
MeTw1a, 4To 607e3Hp Pabpu - mnpo-
rpeccupyoliee MOMUCUCTEMHOE 3a-
6onesanne. IlopakeHue IOYEK IpH
6ornesun Pabpy HabIIOKAETCS IPAKTH-
YeCKI Y BCeX MY>KUVH VI Y MHOTYX JKeH-
1H 1ocrie 40 JIeT, 4T IPUBOJUT K pas-
BUTUIO TIOYEYHON HEJOCTaTOYHOCTH
U TpebyeT IMpOBeeHNs TeMOfMaIN3a.
CoracHoO pesy/nbTaTaM MHOTOYMCTIEH-
HBIX UCCTIEOBAHUIL, Cpely MYXXUVH,
HY>XJJAIOIIMXCA B reMoamanuse, or 0,16
1o 1,33% crpapatoT 6omesHbio Pabpu.
ITopaskeHne HEPBHOI CHCTEMBI IpH 60-
nesuu ®abpu perucrpupyercs 6onee
gyeM y 80% OONMbHBIX, KaK y MY>XUNH,
TaK U Y XKeHIIVH.
[TpakTUKyoOIUM BpadaM CIefyeT
IOMHUTb, 4TO JaHHAA HaTONOTKA
UMeeT [iBe MacKy — paHHUE CUMIITO-
MBI U TIO3[JHUE OC/IO>KHEHVISI, IO3TOMY
HeoOXOIMIMO COXPaHATb HACTOPOXKEH-
HOCTb B OTHOLIEHM! 3TOTO PELKOro
IMarHO3a, YYUTBIBATh BO3MOXKHOCTD
IPOBEMICHVS CeIEKTUBHOIO CKPYHIH-
ra B IPyIIaX BHICOKOTO PUCKa, B TOM
YyCIle MTAMeHTaM, BK/IIOYEHHBIM B pe-
TYCTp Ha TPAHCIUIAHTALINIO TIOYKIL
PepMeHTO3aMeCTUTENbHASA Tepamys
3HAYUTEIbHO CHIDKAET PUCK BO3HMK-
HOBEHNSA KMBHEYTPOXKAIOIINX COOBI-
TUIA, CTAOWINBUPYeT GYHKLMIO [I0YEK,
ynyduraer ¢yHKUMO Miuokapaa. Ona
CII0COOHA 3HAYMTEIBHO MOBBICUTD Ka-
YeCTBO JKM3HY MALIMEHTOB C 6OIE3HBIO
Dabpu.
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