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AHHoTanug

Bonesnv [Tomne (enukozeqos Il muna) — pedkoe aymocomHo-peyeccugHoe MynsmucucmeMHoe 3abonesanue, 01 KOMOPO2o XapakmepHo omoxe-
HUE 2IUKOZEHA 8 CKeIeMHbIX MblLUYAX U 8HYmpeHHuX opearax. [Toaonuii deGlom 3a6osesanus Xapaxmepusyemes MeoneHHbIM NPO2ZPeCcUpOBAHUEM
C NOpaxeHueM NPOKCUMATBHOL MYCKyNamypbl, A61eHUAMU JblxamesbHol HedOCMAMOUHOCMU U MeHee 8bipAXeHHbIM, YeM NPU UHGAHMUILHOLL
(hopme, nopaxeHuem 6HymMPEHHUX 0P2AHOB.

B cmamve npedcmasnexo knunuueckoe HabmiodeHue nayuewmiu 61 200a, npoxoduswieti cmayuoapkoe nederue. Y Heé Ha npomsxeruu 6onee
20 nem Habmodanacy npozpeccupylouyas Mbllueunas caabocmy, 8biA675/Cs OMA20WEHHbIL HACTE)CMBeHHbI aHAMHES, 00Hako nogodom 0as do-
00cn1e008aHUA U ieueHus Cmasio paseumuie KPOBOUAUSHUS 8 Jie8yio zemucghepy Mosxeuka. [IpueedeHsl 0anHble 1a60PaAMOPHO-UHCMPYMEHMA.lb-
HbIX Memo0os 00ced08aHuS, 00CYKOeHb! 0COOEHHOCTU KAURUYECKUX NPOSBTEHUL.

Kmtouegvie cnosa: 6onesns [lomne; enuxozero3 Il muna; KposousnusiHue 8 MO3xeuok; JunamayuoHHas yepebpanbas apmepuona-
mus; yIbmpaseykogoe ucciedoganue duappazmvl, MAZHUMHO-PE3OHAHCHAS. MOMO2pAdus MS2Kux miaHet 6€ep

drtuueckoe yreepkaenue. [lonyyeHo 106poBoIbHOE MHGOPMUPOBAHHOE COITIACKE MALMEHTKHU Ha MyOIMKALHI0 KITMHAYECKOrO
cyyas.
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Kondnukr untepecos. ABTOpsI 3asB/ISI0T 00 OTCYTCTBUM SBHBIX M MOTEHLUATbHBIX KOH(IUKTOB MHTEPECOB, CBA3AHHBIX
¢ nyOnMKalyeil HacTosmiei cTaTby

Anpec nns koppecnonaenuuu: 195067, Cankr-TlerepOypr, [Tuckapesckuit mp., 1. 47. C3ATMY um. V.. Meunnkosa.
E-mail: vitalii.goldobin@szgmu.ru. Tonpo6us B.B.

Jns quruposanus: lonnobun B.B., Knouesa E.I, Berasekas T.L, FOngaumes X.®., Mynacunosa A.J[. Bonesub [Tomrie ¢ mo3aaum
HayaJloM y MalueHTKH C KPOBOU3USHUEM B MO3)KEUOK. AHHA/bI KJAUHUUECKOU U KkcnepumeHmansHoti Hegponozuu. 2025;19(1):
77-84.

DOL: https://doi.org/10.17816/ACEN.1257
TMocrymuna 26.12.2024 / [punsTa B mevars 24.01.2025 / Ony6nukosana 30.03.2025

Late-Onset Pompe Disease in a Patient

with Cerebellar Hemorrhage
Vitalii V. Goldobin, Elena G. Klocheva, Tatyana G. Vstavskaya, Khosiddin F. Yuldashev, Alexandra D. Munasipova

North-Western State Medical University named after 1. Mechnikou, St. Petersburg, Russia
Abstract
Pompe disease (glycogen storage disease type Il) is a rare autosomal recessive multisystem disorder characterized by the deposition of glycogen in
skeletal muscles and internal organs. The late-onset form is characterized by slow progression with proximal muscle damage, respiratory failure,
and less severe internal organ damage than the infantile form.
The article presents a case report of a 61-year-old female patient who underwent inpatient treatment. The patient had been having progressive
muscle weakness for over 20 years and had a positive family history, but the reason for further evaluation and treatment was hemorrhage in the
left cerebellar hemisphere. Laboratory and instrumental data are presented and clinical manifestations are discussed.

Keywords: Pompe disease; glycogen storage disease type II; cerebellar hemorrhage; dilated cerebral arteriopathy; diaphragmatic
ultrasound; magnetic resonance imaging of the thigh soft tissues
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Beenenue

Bonesup Ilomme (mmmkorenos II Ttwma; BII) — orHocuTca
K PeJKAM ayTOCOMHO-PELIECCHBHBIM 3a00JIEBAHKAM, XapaKTe-
PU3YIOLIMMCS HAKOIUIEHVEM IVIKOTeHa B JM30COMaX PasHbIX
TKaHeil. B ocHOBe [aHHOro 3ab0/eBaHMs JIEKUT MyTalLds
B rede GAA (OMIM #606800), nokanM30BaHHOM Ha JJIMHHOM
wieve 17-i xpomocomel (17q25.2-25.3) ¥ KORMPYIOIEM KUCITYIO
a-1,4-rmoko3unasy — (epMeHT, yUacTBYIOLIMIL B paciierieH|u
IJIMKOTeHa B JiM3ocomax Knetok [1, 2]. BIl sensercs mynbTucu-
cTeMHbIM 3abo7ieBaHreM. HecMoTps Ha mpeobriajiaHie KInHY-
YecKUX IMPOSIB/IEHUI MOpPaKEHHs CKEJIETHBIX MBILIL, HapyIe-
HUe 0OMeHa IJIMKOTeHa OTMEYAeTCs TAKXKe B MBIILIE CEp/Lla,
TIeYeHH, IaJIKMX MBIIIIAX 1 APYTHX OpraHax M TKaHsx [2, 3.

Knunnueckas kapruna BI1 sarcut ot Bo3pacta manucgecra-
uuy 3aboneBanms — Gosiee paHHUiA [e0I0T Ipeapacronaraet
K Ooree TSOKENOMY TeueHnio 60ste3HH. Bruoxumitueckium 00b-
SICHEHMEM JIAHHOTO OOCTOATEIbCTBA SABMISAETCS COXPAHSIO-
1asics OCTAaTOYHasi aKTMBHOCTh KUCIOH 0-1,4-17i0K031/1a3sl
y MALKEHTOB C Mo3HUM aeGoTom [4, 5].

BoizienstoT MnaaeHdeckyto (nHpaHTUIBHY0) dDopMy U hop-
My C Mo3aHUM HavanoMm. MHdaHtunbHasg dopma nporeka-
eT TsDKeJlee B CBSI3U C KpaliHe HU3KOH (< 1%) aKTUBHOCTBIO
o-1,4-rmoko3uaassl. CUMITOMBI 3a007€BaHKs Pa3BUBAIOTCS
TIPY POXKJICHUY WK B TeYeHe NepBbIx MecALeB KU3HU. YKa-
3aHHasg GopMa XapaKTepU3yeTCs BBIPAKEHHOU TMIIOTOHHUEH
(cunapom «Bsmoro peGéHKa»), OBICTPO MPOrpeccHpyroLei
MUOIaTHel ¢ HapylueHHeM (QYHKLMM /ibIXaTeJbHOH MYCKY-
JaTypel, TUNepTPOodUUECKOil KapaMOMHUONaTHel, TenaTtoMe-
rajuei 1 conpsikeHa ¢ BHICOKAM PHCKOM JIeTalbHOTO UCXOZa
[6, 7]. HexoTopble uccrnenioBaTeny BbIEASAIOT TaKKe HeKac-
cuueckyio hopmy ¢ 1e6i0TOM B I€TCKOM Bo3pacTe. B naHHo#
TpyIIIe NALYeHToB KIMHNYecKas KapTUHa MpeficTaB/ieHa 3a-
ilep’KKOM MOTOPHOTO pa3BUTHS, MUOTIATHYECKHM (C IIpermy-
LIIeCTBEHHBIM [OpakeHHeM TIPOKCUMAIbHBIX TPYIIT MBILILL) 1
ZMapeiHbIM CUHAPOMaMH, AbIXaTebHOM Hel0CTaTOUHOCThIO
BCJIEZICTBHE €1a00CTH U aTpoduu JbIXaTebHON MYCKyaTy-
Pbl, TIOBBIIIEHNEM B KPOBU YPOBHS KpeaTHH(OCPOKMHA3DI
(K®K), acnapratamunorpancdepasbl (ACT) v anaHvHamu-
HoTpaHcdepassl (AJIT) [7].

[Tpu mo3nxeit manudecraryu BIT (crapie 1 rona) saGonesa-
HYe vallle pa3BUBaeTCs BO B3pOC/IOM Bo3pacte. OTMevatoTcs
mporpeccupyiomas cmabocTb B TYJIOBHIIHOW MyCKyIaType
¥ TIPOKCHMAJIbHBIX MBIIILIAX C IPEUMYILeCTBEHHbIM MOpake-
HUEM MBIIIL| HIKHUX KOHEYHOCTell, MOABMAeTCS U Iporpec-
CHpYeT JblXaTe/bHas HeJ0CTaTOYHOCTb, CBsA3aHHAs C Mopa-

eHueM auadparmsl, pexxe HabOIAETCS KapAHOMUOIIATHL.
B knMHUYeCKOM KapTUHe MOryT HabmomaThcst MOpaXkeHue
OybOapHBIX MbIIIL, MPOAB/AIOIIEECs Cl1ab0CThI0 A3bIKA
¢ Av3apTpueit U aucdaredi, amHo3 BO CHe, HApyLIEHUS cep-
LeYHOTo pUTMa M (PYHKLMHM JKeMyZ0YHO-KUIIEYHOTO TPaKTa,
MOpakeHHe HIDKHUX MOYEBBIBOISANINX MyTel 1 CHUHKTEPOB
Ta3oBbix opraHos [5, 8-10]. [ng nosanero neGrora BIT xa-
paKTepHO MeJJIEHHO MPOrpeccupyioliee TeyeHne 3aboneBa-
Hus. TAKECTb COCTOSHMS MAallMeHTOB OMpeZIeNseTcs CTere-
HBIO TIOP@KEHHS CKEJIETHBIX MbIILIL] U BHYTPEHHUX OpPraHoB.

Vi3aMeHeHns sabopaTopHbIX IOKasaTesneil 00BIYHO Mpes-
CTaB/eHbl 3HAYMTe/bHBIM MOBbIIeHMeM ypoBHA KOK, nak-
taraeruaporenassl, AJIT, ACT. IlpoBezeHne anekTpoHelipo-
MHUOrparyeckoro Mccae[0BaHUS MO3BOMAET MOATBepAUTH
MHOMATHIO. BbinonHeHre GHONCHY MBILIIBI He BCETZA CIIO-
cOOCTBYET YCTAHOBJIEHUIO MarHo3a, MOCKOJIbKY BO B3STOM
{parmeHTe xapaKTepHble U3MeHEeHHsl MbILIEYHON TKAaH! MO-
TYT OTCyTCTBOBATS [1, 11, 12].

Ipu mopo3penuy Ha GoJe3Hb 30JI0THIM CTAHAAPTOM ABJIA-
eTCsl Ompefie/ieHre aKTUBHOCTYU KUC/ION o.-1,4-TI0K031/a3bl
B CYXMX MNATHaX KPOBM C TOMOLIbI0 TaHIEMHON Macc-
CIIEKTPOMETPHH U B CTyJae €€ CHUKEHWs BBIIOJHEHWE MO-
TIeKy/ISIPHO-TeHeTUYeCKOTro MCC/Ie/joBaHus METO/I0M IIPSIMOro
ceKBeHUpoBaHUS reHa GAA, KOTOpOe INO3BOJSIET BBISIBUTD
pasnuuHble MyTauuu [1, 6, 13].

Knunnueckoe nabmonenue

[lauuyentka A., 61 roz, mpoxonuna MiaHOBOE CTaLKOHAap-
Hoe 7leyeHNe B HeBposorudyeckoM otaeneHun C3[MY
uM. .W. MeuHukoBa.

[lpy moCTyreHWM MalMeHTKa MpefbsBIAIa  Kamo0bl
Ha IWATKOCTb M HEYCTOMYMBOCTD TP X0fb0e, cabocTh CKe-
JIETHOW MYCKY/JaTypbl, TPeUMYILEeCTBEHHO B MPOKCUMalb-
HBIX OT/ie/laX KOHEYHOCTeH ¥ MBIIILAX CIKHBI, TPYAHOCTH
TIpY NOABbEME C KPOBAaTH M BCTaBaHUM CO CTy/a (MCTOMb3YeT
MUOTIaTHYeCKKe TPUEMBI), 60Jb B CKeJIETHBIX MBIIILAX TP
JBVKEHUH, CHI)KEHHE 3BYYHOCTH rosioca.

Cuuraer ceba 6onbHo# ¢ Bospacta 20-30 niet, Korza Briep-
Bble 3aMeTWia C1aboCTh B MBIIILAX CITMHbI, CJIOKHOCTH
B [I0/IZlepKaHK BEPTUKAaIbHOTO MOIOKeHUs. B fanbHellem
HAOMONANOCh MeJUIEHHOE MPOrpeccupoBaHue 3a0o/eBaHus
B BU/E HapyuleHUs XOApObl, MOPaKEHHs MPOKCUMATbHBIX
TPYIIT MBIIIL] HOT ¥ PyK. 3a MEAULMHCKOM MOMOLIbIO BC/IeH-
CTBHE yKa3aHHbIX kajob He obparianach.
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Puc. 1. PogocioBHad mamueHTKu A.

VYTOo4HeHb! [aHHble HAC/TEACTBEHHOro aHaMHe3a, CXeMma po-
JIOC/IOBHOI Tipe/icTaBieHa Ha puc. 1. V Gpara mauveHTKy
(ymep) ¢ 25 ner HabmoOnaNach MPOrpecCHpYOLIas MbILiey-
Hast c1abocTh, MOTpeOOBABIIAS PECTIMPATOPHON MOAEPX-
K1 (MCKyCCTBEHHAs! BEHTWIALMS JErKHX). Y TUIEMAHHHMKA
(Ha nanHblf MOMeHT emy 30 7eT) B TeyeHue 2—3 et OTMe-
YaeTcs Me/UIEHHOe TPOrPecCHpOBaHKe C1aboCTy CKeeTHOH
MYCKY/IaTypbl; y CbIHA I7IEMSHHUKA B paHHEM JIETCKOM BO3-
pacTe UMena MeCTO IIPOTPeCcCHpyoLIas MbileyHast c1abocTb
C BOBJIEYEHHEM [IbIXaTeIbHOW MYCKy/IaTyphl, MOTpe6OBaB-
11as MCKYCCTBEHHOM BEHTWIALMM JIETKUX M TOCTYKUBIIAs
TNIPUYMHOY CMEepTH B Bo3pacTe 4 JeT.

15.03.2024 BeuepoM marMieHTKa OTMETH/IA YXY/IIeHHe 0OIIero
CaMOUyBCTBHsl, OCTPO pasBHBLIeECs! IOJIOBOKPYKEHHUE, OLLy-
ILEHNE «IL|eMYKa» BHYTPY TOJIOBBI C TOC/AEAYIOLeH moTepeit
CO3HAHHMS U OFHOKpaTHOH pBOTOM. Bbina aKkcTpeHHo rocnura-
TM3MPOBAaHa B PETMOHATIBHBII COCY/MICTBII LIEHTP, BBIIOHEHO
noo0criejoBaHre, BBICTABNEH [MArHo3: OCTPOE HapyLieHHe
mo3rosoro kposoobpaenrs (OHMK) o remopparuueckomy
TUIY ¢ 00pa3oBaHHEM BHYTPHMO3rOBO{ reMaToOMbl B JIEBOK
remucdepe MO3Keuka. B ycnoBufx cranpoHapa nosnydana
HEJPOTPOTEKTUBHY0, COCYAUCTYI0 Teparuio. B crabunbHOM
cocTostHUM OblIa BhIMKCAHA Ha aMOy/IaTOPHBIN 3Tall JIeYeHHs.

B ampene 2024 r. B m1aHOBOM NOpSAAKe MalWeHTKa TOCIH-
Tanu3rpoBaHa B HeBponoruueckoe otzeneHve N¢ 1 C3IMY
uM. L. MeunukoBa ¢ puarHozom: «Ilocnenctsus mepe-
necénroro OHMK 1o remopparuueckomy Ttumy ¢ o6paso-
BaHMEM BHYTPMMO3rOBOil IeMaToMbl B JIeBOH remucdepe
mozxkeuka oT 15.03.2024 c BblpakeHHON AMHAMUYECKON
aTaxcuell, paHHUI BOCCTAHOBUTENbHBIN Nepuoz». 3a Bpems
TOCTUTANN3aLMY TI0/TyYaia aHTHarperaHTHyIo, TUIOJHUITHzie-
MUUECKYIO, TMIIOTEH3KBHY0, HEMPOIIPOTEKTUBHYIO Teparuio,
neyebHyI0 GU3KYIBTYPY, GU3KOTEpAIIHIO, TPOBOJUIICH Tpe-
HWHIY C WCIO/Ib30BaHKEM OMOJIOTMYECKOH 00paTHO# CBSI3H.
Ha done neueHns oTMeyanach MonoxKuTeNbHAs IUHAMIKA B
BUJIe 3HAUUTENbHOTO YMEHbIleH!s fAB/eHNH JYHaMU4ecKoi
ataxkcuu. B cBA3M ¢ BbIAB/IEHHEM MHONATUYECKOTO CHHAPO-
Ma HaCc/Ie[CTBEHHOTO XapakTepa, HApyIIeHWH XOmbObl, He
XapaKTepHBIX /sl [lepeHecéHHON 0CTPOl LepeOpoBacKyap-
HOY TmaTosoruy, ObUI0 peKOMeHI0BaHO A000ce0BaH e s
vickmouenust BI1 ¢ mosaHuM 1e610ToM: OrnpefiesieHre aKTHB-
HOCTH 0.-1,4-TTII0K03K/1a3bl METOJIOM CYXUX IIITEH U MOJIEKY-

bonesHb MNomne ¢ no3gHUM HaYanom

NIpHO-TeHeTHYeCKoe uccnenoBanne, Obpaliano BHUMaHMe
OTCYTCTBHE 3Ha4YMTeIbHO MoBbileHHOro ypoBHs KOK u npy-
VX LUTOMUTUYECKUX (EPMEHTOB 0 JAHHBIM IIPeICTaBIeH-
HOW MEJMLMHCKON OKYMEHTALWH.

05.11.2024 MOBTOPHO TOCTIMTA/NM3UPOBAHA B HEBPOJIOTMYECKOe
otzenexue N 1 C3IMY um. .M. Meunrkoga. [lpu noctymne-
HHH COCTOSIHYE OTHOCHUTENBHO YA0B/eTBOpuTenbHOe. Co3HaHue
SICHOe, KOHTaKTHA. B obiecomarnyeckom craryce oGpaiiaer
Ha cebs BHUMaHWe S-00pasHbIl CKOMMO3 HIKHErpPYHOrO U
TIOSICHUYHOTO OT/IEJI0B TI03BOHOYHNKA. [laTonornyeckux nsme-
HEHUH CO CTOPOHBI CEpAeYHO-COCYAUCTOM, AbIXaTeNbHOH, Mu-
111eBapUTe/IbHON 1 MOUEII0/IOBOM CHCTeM He BbIAB/IEHO. Yucio
JIbIXaTe/IbHbIX ABWKEHHA — 16 B MunyTy, SpO, — 94%.

Ob6oHsiHve He HapyuieHo. [0/ 3peHHs OpUeHTHPOBOYHBIM
METOZIOM He orpaHuueHbl. [nasHble wenn D=S. [IBmxeHns
I71a3HbIX S0JI0K B MOMHOM 00'BEME, JUIUIONHH, 60/Ie3HEHHO-
cru Het. 3pauku OD=0S, doTopeakuyu (mpsMast 1 coapyxe-
CTBEHHAs) JKuBble. Peakiyst Ha KOHBEPreHLMI0 U aKKOMO/ia-
LIMI0 CHIMXEeHA ¢ ABYX cTOpoH. OTMeuaeTcs yCTaHOBOYHbIH
rOPU30HTA/IbHBIM MeNKOpa3MallMCThIii HUCTAarM B KpalHMX
oTBefeHUAX. UyBCTBUTENLHOCTb MLiA He HapymeHa. Jluno
ACMMMETPHUYHO 33 CUET CIIAKEHHOCTH MPABOM HOCOTYOHOM
cknanku. Hapbpoubiit pednekc D=S, cpenHeit UBOCTH.
KoxJteapHbiii, BeCTHOYIAPHbINA anmaparsl He HapyiueHsL. [luic-
(baruy, ausaptpuy, AUCHOHUM HeT. SI3bIK MO cpefiHell TMHUMU.
Msirkoe HEOO HAMpSTAETCS CUMMETPUYHO, A3bIUOK PaCIIONo-
JKeH 110 cpe/iHeit HuY. Pedriekchl opanbHOTO aBTOMaTH3Ma
oTcyTCTBYIOT. [loX07iKa M3MeHeHa 110 MUOMaTHIeCKOMY THITY,
OmUpaeTcs Ha OKpyKaiolye npexMmeTsl. [Ipu BcTaBaHUM
CO CTy/a MCMOJb3YeT MuoNaThueckue npuéMsl VY. [oBepca.
PesynbTathl Mccne0BaHNs CUIbl B OCHOBHbBIX IPYNNax CKe-
neTHbIx Mbir B 6ajax (o 5-6ampHoii mkane MRC) mpu-
Be/leHbl B TaOJ. 1, BbIB/IEH YMEepEHHbIii ape3 MBILILI 1ieye-
BOTO ¥ Ta30BOTO Mosca.

OO6bEM aKTHBHBIX IBIDKEHHI OrpaHMYeH TPHU MOABEME PYK
BbIllle OPM3OHTA/IBHOIO YPOBHA 3a CYET MBIIIEYHOH Crla-
6ocTi; 0OBEM MACCHBHBIX JBWKEHWH He orpaHuueH. Mbr-
meqHbli ToHyc AUGQY3HO CHUKeH. BbisBnena rumorpodus
MBILLIL] TJIEYEBOTO ¥ Ta30BOTO 11051ca, OPMHUPYIOLIECS «KpbI-
noBuzHbIe» onatky (puc. 2). Gacuukynaumit 1 dubpusns-
1uit He Habmopasock. [ybokne pedieKch: ¢ pyK — paBHbIe,
CpeZiHell KUBOCTH, C HOT — PaBHOMEPHO CHWXeHbl. /3 na-
TONOTUYECKUX pedreKCcoB BBISBIISIOTCS BEPXHUI U HIKHUN
pednexcer M. Pocconumo crneBa.

[lanbLieHOCOBYI0, Ma/bLEMOIOTOUYKOBYIO MPOOBI BBITOTHAET
VZIOBJIETBOPUTENBHO C JIBYX CTOPOH, NSTOYHO-KOJEHHYH —
C aTakcueil C JByX CTOpOH, Oonee BbIpa)KeHHOW ClieBa.
B nose Pombepra HaOmozaercs maTkocTb 0e3 4ETKOi sia-
Tepau3alliy, aCMHEePriio BabMHCKOro 0CTOBEPHO OLIEHUTDh
HEBO3MOJKHO 3 CUET c/1aboCTH MBILIL CIIMHBL [lucrumepme-
TPUH, IUCAMANOXOKMHe3nHn Het, npoba Crioapra—Xommca
oTpuuatenbHas. [IpeabsaBnseT HapylleHHs NOBEPXHOCTHOH
YYBCTBUTENIbHOCTH B BU/JIe TMIIECTe3UH B JIeBOW pyKe IO Mo-
3aMYHOMY Ty, [11y0OKas YyBCTBUTENBHOCTD HE HAPYIIEHA.
CHMITOMOB HaTsKEHUS KODEIIKOB HeT.

Adarnueckux, anpakTHYeCKUX, arHO3UYECKUX paccTpOMCTB
HeT. OLleHKa 110 KpaTKOM IIKase OLeHKU MCUXUYeCcKOro CTa-

AHHarbl KITMHNYECKO 1 aKcrepumeHTanbHov Hesposiorny. 2025. T. 19, Ne 1. DOI: https://doi.org/10.17816/ACEN.1257 79



CASE REPORTS

Late-onset Pompe disease

Tabnuna 1. [lokazaTenu uccaef0BaHUS MbIIIEYHON CHUIbI
ManyeHTKa A.

[lBuxenue CnpaBa CneBa
Cru6aHue wew Bnepes 4 4

CrnbaHue Lien K3aau 4 4

[ToaHATME pYK [0 rOPU30HTANbHOMO 3 3
YPOBHS

[TogHsATME PYK BbILLE FOPUSOHTAIILHOIO 2 2
YPOBHSA

PoTaums nneva KHapyxm
PoTaums nneva KHyTpu
CrnbaHue B NOKTEBOM CyCTaBe
Pasru6aHue B JIOKTEBOM CyCTaBe
CynuHauus npeanneybs
lMpoHauus npeanneybs
Crunbanue Kuctm

Pasrnéaxue kuctu

CrmnbaHue nanbLeB KUCTU
Pa3rnbatune nanbLeB KUCTK
OTBEeHME NanbLeB KNCTK

[MpuBeneHne nanbLeB KUCTK

w o o g g b~ B DD DD B bW w
w o o g g b~ B DD DD DD b w w

Crun6anue B Ta306eApPEHHOM CYCTaBe
Pa3rnbaxume B Ta306epeHHOM CyCTaBe 3-4 3-4
[TpuBeaeHue 6egpa

OTBeaeHue 6eapa

PoTtauus 6eapa KHapyxu
PoTauuns 6eapa KHyTpu
Crmnbaxue B KONEHHOM CyCTaBe
Pasrn6atue B KofieHHOM CycTaBe
ToinbHOE crubaxue cTonbl 4-5 4-5
[TopolBeHHOe crinbaHue cTonbl

OTBeeHNe CTOMbI

5 5
5 5
[TpuBeneHme cToMbI 5 5
Pasrn6atue nanbLes cToMbI 5 5

5 5

Cru6aHue nanbLes CTOMbI

tyca — 30 GamioB, MoHpeanbCKO#i IIKane KOTHUTHUBHBIX
¢yHkuumit — 28, 6arapee n06HO# AuchyHKIIH — 18.

MeHUHreanbHbIX CUMIITOMOB HET. (DYHKLII/II/I Ta30BbIX Opra-
HOB HE HAapyLIEHbIL.

BbinonHeHa OLieHKa M0 TOCIUTANbHON IIKane TPEeBOrd U Jie-
TIPECCHH — YPOBEHb TPEBOTH COCTABHI 2 Oasia, Aempecciu —
11 6asios. [larieHTKa KOHCY/IbTUPOBaHA MCUXOTEPAIIEBTOM,

Puc. 2. Arpochust Mbli nieyeBoro nosica nanueHTky A., hopmu-
pyloIIyecs: «<KpbIIOBUHbIE» TOMATKU.

BBISIB/IEHHBII Oa/uT CyOLIKaIbl IENPECCHY CBSI3aH C XPOHUYe-
CKMM ME[JIEHHO MPOrPECCHPYIOLIMM TeueHreM 3a00/1eBaHus.

[auuentke Gbira MpoBeeHa OLEHKa (GOPCUPOBAHHOMN KK3-
HeHHOU émkoctu nérkux (QKEJI) B monoxenwn cupa —
TnoKasaTenb cocTaBun 37% OT HOPMaTHBHOTO 3HaueHHus
B COOTBETCTBMM C TI0JIOM, POCTOM Y BO3pacToM, a TaKke B
nonoxkenuu nexa — 29% ot pedepeHTHOrO.

Pesynbrar Tecra 6-MuHyTHOM X07b0BI cocTaBUn 318 M.

[lpu moBTOpHO# OLEHKe 1abOpaTOPHBIX MOKa3aTeneil MHUO-
N13a BBIABNEHO HEe3HAUYMTE/IbHOe YBeJMYeHHe YPOBHs Jak-
tatieruzporeHassl — 235 EJI/n (pedepeHTHBI vHTEpBam —
79-221), mpu atom yposenb KOK cocrasun 93 EJl/n u coxpa-
HsUICA B Tpefienax pedepeHTHOro uHTepBana 26—174 EJl/n.

[launeHTKe BBINMOHEHO WCCIE0BAHKE YPOBHS MO3T0OBO-
r0 HaTpUHYPeTUUeCKOro MeNTHUA3, YPOBEeHb KOTOPOrO CO-
craBun 118,6 mr/mi, uTo HiKe pedepeHTHbIX 3HAYEHHI
(300-900 rr/mn mna nur 50-75 ner).

Tpu ynerpassykoBoM uccnenosanny (Y3U) opraHos OpioiHOi
TOJIOCTY MATONIOTMYECKUX M3MeHEHWH IeveHH He BbISBJIEHO,
orpezieniéH TOMUI JKeTYHOro My3blpsi. OTMeuaeTcsl CHIDKeHHe
aMIUTUTY/b! IBKKEHHS MPaBOro Kymosma auadparmbl 0 7 MM,
neoro — 710 10 MM (pedepenTHetit nHTepBan 10-20 Mm).

Beimonneno Y3U nuacdparmsl ¢ Mcnonb30BaHUEM JIaTUMKOB
c vactotoii 5-12 MI' B B- u M-pexumax B MONOXEHUH CTOS,
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bonesHb MNomne ¢ no3gHUM HaYanom

Ta6muua 2. Tommuua guadparmbl (MM) y nanuentku A. mo nanusiM Y3U

Moment cnpasa
UCCNEei0BaHMNA e 19
pesynbTar
Ha cnune 1,1
B KoHLe Bblgoxa [Tonynexa 1,2
Ctos 1,4
3 Ha cnuHe 1,4
B KOHLE cnoKonHoro Monynexa 14
BJOXa
Ctos 1,5
Ha cnuHe 2,1
B KoHLUe riy6okoro Nonynexa 21
BOXA
Ctos 2,7
Tabnuua 3. AmiuiTyna aBvkeHus auadparmel (Mm)
y nauueHTKy A. no aaHHbIM Y3U
Mokasateno  [lMonoxenwne  PesynbTatbl AR
3HaYeHus
06bl4HOE Cros 7,1 111169
NbIXaHne MNexa 6.5 8 8
[ny6okoe Cros 27,6 S8
AibIXaHUe Nexa 26,5 o

TIO7y7exa U j1exa Ha CIMHe C OLleHKON TOJMLIMHDI U 3KCKYp-
cuu iuadparmsl. [IpoBozuioch He MeHee 3 M3MepeHHH Kak-
0T0 TapaMeTpa C pacyéToM CpefiHell BeJMUKHDL

B 1abs1. 2 1 3 mpe/icTaBeHbl UACTIOBbIE XapaKTepucThKY Y3U
muadparmbl. Bee ucceyembie nokasaTenu ObUTM HIDKe pe-
bepeHTHOro UHTEpBana.

[Tpu TpurekcHoM uccnefoBannu GpaxuoredanbHbx ap-
Tepuii ompe/ieNieHbl AUIaTalus U U3ruObl xoaa Hpaxuolie-
¢anpHOro CTBOMA, MOAK/IIOUAYHBIX apTepuid, S-0bpasHbie
M3BUTOCTH XOZa OOLIMX COHHBIX apPTEPHUil, U3BUTOCTH X0Ja
BHYTPEHHUX COHHbIX apTepuil B CPeAHUX U AWUCTalbHBIX
oT/leNax, M03BOHOYHbIX apTepuii B VI cermenTe 6e3 mpu-
3HaKOB 3HAYMMOrO CTeHO3KMpoBaHus. [lo HUXKHel cTeHke
NpaBoil NOJK/IIOUMYHON apTepuy BU3yanu3UpyeTcs Ipo-
JIOHTUPOBAHHAsl TeTepPO3XOTreHHas aTepoCKIepPOTHYecKas
6/IA1IKA C TUIIEPIXOTeHHBIMU BKIIIOYEHUSAME U OYTPUCTBIM
KOHTYpOM, CTEHO3UpYyoLas npocseT A0 44%, NpusHaKoBs
TOJK/TIOYNYHO-TI03BOHOYHOTO 0OKpa/IbIBaHKA HE BbISBIIE-
HO. Henb3s MCKMIOUUTD TUION/IA3UI0 JIEBOH TT03BOHOYHOM
apTepuH.

[pescTaBnenbl pe3y/nbTaThl paHee BbINOTHEHHBIX PEKOMEH-
JIOBaHHBIX [1000C/ejoBaHuiA. VccefoBaHe aKTHBHOCTH
o-1,4-T7110K0311a3bI METOZIOM CYXMX ISATEH BBIIBUIO HU3-
Koe 3HaueHne — 1,3 MKMonb/71/4 (pedepeHTHOE 3HAUeHMe
> 2,32 MKMOnNb/N/4); TIpY MOJIEKY/PHO-TEHETHUECKOM HC-

MNokasarenn
cnesa
pechepeHcHble pesynbTar pechepeHcHble

3HaYeHus 3HaYeHus
1,1

1,7-2,2 1,1 1,7-2,2
1,4
1,4

1,9-2,7 1,5 2,0-2,8
1,6
2,1

2,6-3,5 2,2 2,8-3,9
2,7

cnefoBauy B GAA yCTaHOBJIEH NaTOTEHHBIH HYKJIEOTH[-
Hoiii Bapuant chrl17:80112604G>A B reTepo3UroTHOM CO-
CTOSIHMM ¥ BepOSITHO MaTOreHHbIN HYKIEOTUAHBIH BapHaHT
chr17:80112993C>G B reTepo3uroTHOM COCTOSIHUU

TaupeHTKe OO BBIMOIHEHO MarHUTHO-PE30HAHCHOE TOMO-
rpa¢uueckoe rccneroanve (MPT) Markux TkaHelt mpaBoro
11 nieBoro 6ezpa. [TonyueHb! faHHble O CHMMETPUYHON JKUPO-
BO# aucTpodMK MBI 3a/iHEr0 KomrapTMmeHnTa Gezpa (ro-
JyrepernoHyaras, MoMyCyX0oXu/bHasl, ABYI/aBas MBILILEL) U
OJIbLIIMX MPUBOAALIMX MBIl Oespa 6e3 MPU3HAKOB OTEKA,
TIOpayKeHHs KUPOBOH KiIeT4aTKy, daciuanbHbix QyT/1ipoB U
COCY/IMCTO-HEPBHbIX Ny4YKOB (puc. 3).

Ha ocHOBaHMM K/JIMHMYECKOTO, J1a00PaTOPHO-UHCTPYMEH-
TaJILHOTO, MOJIEKY/ISIPHO-TEHETHYECKOTO 00C/e0BaHui Obi
BbICTaB/IEH AuarHo3: [mkoreHos 2-ro tuna (BI1) ¢ mo3gHum
HayazoM, MUOMATHS TIPOKCUMAbHBIX OT/E/I0B KOHEYHOCTeN
¥ TYJIOBUIIA C YMEPEHHO BBIPAKEHHBIMU TUMOTPOGHAMH,
YMEpEHHbIM HapyIIeHUeM [bIXaTenbHOl (QYHKIMK, Nporpec-
cUpyolee TeueHue.

[launenTka monmyvana paHee Ha3HAYEHHYI0 aHTUArperaHT-
HYI0, THUIOTEH3MBHYI0 ¥ HEHpONPOTEKTUBHYIO TEPaIHIO.
JlanbHelilias TaKTUKa BefleHUs NaleHTKY BKI0YaeT Haua-
710 3aMeCTUTe/NbHOM (epMeHTHOH Tepamnuy.

00cy:knenue

CBoeBpeMeHHas nMarHocTuka mosaHero aebwora BIT B mo-
nasssoeM GoJbIIMHCTBE Cyyaes 3aTpyaHeHa. [Ipu mep-
BUYHOM 00palleH!H K HEBPOJIOTY 10 TOBOAY «THIIMYHOTO»
teuenus BII ¢ no3gHum e6roToM Ha atane cOopa kano,
aHaMHe3a U OLleHKY HeBPOJIOTMUYECKOro cTaTyca NpOBOAUT-
ca mibdepeHIHaNbHbIN [UarHO3 ¢ PSILOM MUOAUCTPOdU,
TNOMMMUO3UTOM, CIUHAMBbHON aMuoTpoduell, MUacTeHUYe-
ckuM cuHApoMoM. OIHAKO B CBSI3U C MeJIIEHHBIM IIpOTpec-
CYPOBAHWEM MbIIIEYHON €1ab0CTH U aTpOGUil TALMEeHTbI
a/lanTUpYIOTCs, BCIEJCTBYUE Uero Ha MepBOe MeCTO MOTYT
BBIXOJUTb KIHHUYECKUe IPOSBIEHUS MOPaKeHUs JPYrux
OpraHoB, M0 MOBOAY KOTOPBIX MAlMEHTH 0OpalanTCs
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CASE REPORTS

Late-onset Pompe disease

K pa3/MuHbIM CIENUaucTaM: MyJAbMOHOJIOTaM, PeBMAaTo-
JIoTaM, OpTONejaM, TacTPOIHTEPONIOTaM U BpauaM JIPYrHuX
crenyanpHocredt [2, 12, 14].

HECBOEBPEMEHHaH [I0CTAaHOBKA [AWarHo3a, B CBOIO Ouepenb,
3aTpyAHAET BE€JEHHE NMAalUE€HTOB B CBA3U C 3a/:[ep>}<}<01?1 Ha-
yajia rnaToreHeTHYecKom TE€parmnu.

B npriBenéHHOM HaMM KJIMHUYECKOM HaGIO/IeHUH TaLHeHT-
Ka A. B Teuenue moutu 30 neT oT™edana y cebs mporpeccu-
poBaH¥e MbIleYHO crnaboctu 1 atpoduil, 0OiHaKO OBOAOM
Ju1st 0OpalleHKst K HEBPOJIOraM CTaslo PasBUTHE MapeHxrMa-
TO3HOT0 KPOBOM3JIMAHKSA B JIeBOe TNONylapue Mo3xedka. [1o
nausbiM surepatypsl, OHMK moryT GbiTh peakuM 0Ciox-
HenueM DIl [latorenes passurus OHMK B nanHO# rpymme
TalKeHToB 00YC/I0B/IEH aHOMA/IbHBIM HAKOIIEHHEM JIH30CO-
MaJIbHOTO IJIMKOTeHa B I71a/IKOMBILIEUHbIX KJIE€TKaX apTepuon
1 apTepuil FOJI0BHOTO MO3ra, BCJIEZICTBHE Uero HapyluarTcs
CHHTe3 Y MOCTPOeHNe BHEKIETOYHOrO0 MaTpPUKCa, CHUXKAIOT-
Cs1 3MIaCTHYHOCTD U LIeJIOCTHOCTb CTEHKH cocyza. IIpu atom
bonee yA3BMMbBIMK OKA3bIBAIOTCS ApTEpPUH BepTeOpasbHO-
asunapHoro Hacceiita 13-3a MeHbIiell BbIPaKEHHOCTH dJ1a-
CTUYHBIX BOJIOKOH B MX CTEHKE 10 CPaBHEHUIO C apTepusMU
KapotuaHoro Gacceiia. YkasaHHble M3MEHEHUS TPUBOIAT
K Pa3BUTHIO JU/IaTaLOHHO} apTepuonaTyy, 07MX03KTa3uu
basuisgpHOil apTepur ¥ HOPMUPOBAHMIO MUKPOAHEBPH3M.
B pesynbTaTe yBeIMUMBAIOTCS PUCKU Pa3BUTHS NapeHXUMa-
TO3HOTO KPOBOM3/IMSHYA B BELLieCTBO r0JIOBHOTO Mo3ra (kak
y mauueHTKH A.), cyDapaxHOMA/IbHOTO KPOBOUB/USHUS U
MUKPOKPOBOU3JIUSHUY, a Takxe MH(apKTa Mo3ra u neiiko-
sHuedanonatii. Kpome Toro, GaktopoM, npeapacronarato-
MM K BasojwiaTauuy, y mauueHToB ¢ BIT Moxer ObiTh
TIOBbILIEHKeE NapLuanbHoro Aasnedns CO, mpy nmporpeccupo-
BaHKM /IbIXaTeNbHON He/j0CTaTOYHOCTH [125]. B npusenénHoM
HaMH Clyyae TaKKe OTMEYaauCh MHOXKECTBEHHble W3BUTO-
cti GpaxuonedasbHbiX apTepyid 10 JAHHBIM JIyTUIEKCHOTO
CKaHUPOBAHUS, YTO INOATBEPKAAET AaHHbIE JIUTEpaTypblL
B To e Bpems nepeHecéHHOe MalMeHTKOH NapeHXUMaTo3-
HOe KPOBOM3JIUsHHE B JIeByI0 remucdepy MO3xeuKa COIpo-
BOXK/A/I0Ch OTYETIIMBOM MOJIOKUTENTbHON AMHAMUKON 04aro-
BbIX CUMIITOMOB Ha (DOHe ITPOBOAUIMOTO JIEYEHH L.

B mepuoz rocrnvTanu3aniy B HEBPOJOTUYECKOE OTHEJIEHVE,
ABJIAIONIEECS] OCHOBHOM 0a30il Kadeapbl HEBPOJIOTMM HM.
axaz. C.H. [lasunenkosa C3TMVY um. .M. Meunukosa, 6b110
o0palleH0 BHUMaHHe HAa KIMHAYECKWE TPOABIEHUS [JIU-
TEJIbHO TEKYIIEro y MaldeHTKH HepPBHO-MbIIIEYHOT0 3a60-
neBanus. [Ipy HampaB/ieHHOM cOOpe aHaMHe3a Obisl BbISIBJIEH

Puc. 3. Pesymprarbi MPT msarkux TKa-
Heil Oémep manuentku A. (pexxum T1-BU,
(pOHTABHBIA ¥ AKCHATBHBINA CPE3b).
Onpenensercs BbIpaXKeHHas CHMMeTPHY-
Has KUpOBas JlereHepauys 3ajHeil rpymmbl
ML Oezpa (4épHast cTpenka) ¥ yMmepeH-
HO BbIpaKEHHass JKMpOBasg JereHepauus
GOMBIIMX MPUBOAALMX MBI Oespa (Genas
CTpernKa).

HAC/Ie/ICTBEHHbI XxapakTep 3aboseBaHus, KIMHUKO-Tabopa-
TOpHOE 1000C/e/j0BaHke T03BOJIUIO UCKIIOUMTD HeHacses-
CTBEHHBIE BAPHAHTHI (BOCHIA/NUTE/IbHBIE, TOKCUYECKHE, IHTIO-
KpUMHHBIE, OIMyXOJbMHAYLMPOBaHHbIE) ITPOrpPeccHpyIOLero
TIOP&)XEHNS MBILIL,

AHanu3 cxembl pOJOC/IOBHOM MO3BOJM/ 3aMO03PUTh Ha-
C/Ie[ICTBEHHYIO TIpUpoy 3aboJieBaHus, OfHAKO THUI Tepe/a-
uu 3abosieBaHKa He ObUT XapakTepHbM i BII, mockombKy
CKJafibiBaeTCs BrieyatieHre 00 ayTOCOMHO-JOMHHAHTHOM
HacnenosaHuu. [Ipu stom Hanmuue nmenHo bBlI, mepenato-
1eficsl ayTOCOMHO-PeLiecCUBHO, § YMepLIMX POJCTBEHHUKOB
(poxHoro 6pata mMAUMEHTKH, ChIHA IUIEMSHHMKA) HEe ObUIO
IO TBEPKAEHO. [Tono6HbI MCeBAOLOMUHAHTHBIH BapUaHT
Hac/eZioBaHMs BO3MOXKEH JIMLIb B CTyyae HOCUTENbCTBA My-
TalWK KEHamMK OpaTa W IeMAHHMKA nanueHTKu. C yueToM
HM3KOM YacTOTbl TeTepPO3UrOTHOTO HOCHUTENbCTBA MYTaLUid
B rede GAA BepoATHOCTb MOMOOHOrO COBMAIEHUS KpaiiHe
Hu3Ka. [In ayToCOMHO-peLiecCHBHOIO Hac/le0BaHKs XapakK-
TEPHBI C/Ty4an 3a00/eBaHKs y POJICTBEHHNKOB 000€ro mosa
B pasHbIX MOKOJeHHMsAX. TakiM 00pasoM, MOJyueHHble NPy
cOope Hac/Ie[CTBEHHOTO aHaMHe3a JlaHHble He ObLIN Xapak-
TepHbiMHU 715 BIL

CrenyeT TaK:ke OTMETHTb, UTO B [PUBEAEHHOM HaOMOIeHNN
[MarHOCTUKY 3aTPY/HSIO OTCYTCTBUE XapaKTepHBbIX abopa-
TOPHBIX TI0Ka3aTeNell MUO/IK3a [IPY MOBTOPHBIX OHOXUMHYe-
CKHMX MCC/Ie[IOBaHHUSX KPOBH, B TO BPEMS Kak B GOJIbIIMHCTBE
KJIMHUYECKUX CJTy4yaeB, OIMCAHHBIX B JINTEpAType, BbIABIA-
nach runepkpeatrHdochokunazemus [9, 16, 17]. 3HaueHus
g)epMEHTEMI/II/I B npefieniax peepeHTHOr0 HHTEpBaja MOTYT

BITb CBS3aHBI C JJIUTENbHBIM MeJJIEHHO IPOrpeccUpyIoLM
TedeHneM 3abosneBanus y nauuentky (Oonee 20 iet) ¢ Bbipa-
KEHHDBIM XPOHUUYECKUM Topa)keH!eM MbllieqHoi Tkaxu [18].

B mpencraBneHHoM ciyvae BepuULMpPOBATb AHArHo3
TNO03BO/IM/IO UCCEI0BAHUE YPOBHA aKTUBHOCTH .-1,4-
IJIIOKO3UJa3bl B CYXUX IATHaX KPOBM METOJOM TaH-
LeMHON Macc-CIeKTPOMETPUM C MOC/AeAYIOMUM MoJe-
KY/ISPHO-TEHETUYECKUM HCCTIe/joBaHueM. Y TaLMeHTKH
B a/esax reda GAA Obiiv BBISBJIEHbI KOMITayH-reTepo-
3WUTOTHBIE MyTaLWH (TAaTOTeHHbIl HYKIEOTHUHbIN BapHaHT
chr17:80112604G>A v BepOsATHO TNATOTEHHBI HYKJIEO-
tuzHbii BapuaHT chr17:80112993C>G), uto Takke MOXeT
ObITh 0ObACHEHHEM [03/{HETO pa3BUTUsS 3aboseBaHus
o 3HaueHUsMU (epMeHTeMHH B Tpefieniax pedepeHCHbIX.
B Hacrosiee Bpems Bompocam KOppensiiMH eHOTHIA U
denoruma y nauyuentos ¢ BI1 npugaércs Gonbiuoe 3Have-

82 Annals of clinical and experimental neurology. 2025; 19(1). DOI: https://doi.org/10.17816/ACEN.1257
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HHe, IOCKOJIbKY IeHETHUYeCKUe M 3MNUTr€HETUYECKHE MeXa-
HW3Mbl KIMHUYECKOTO0 HO]II/IMOpCl)I/ISMa 3a00/1eBaHuil Heflb-
34 CUUTATb OKOHYATE/JIbHO U3YUYEHHBIMU.

BakHbIM acrekToM 00C/en0BaHHs MAlUEHTOB C HEPBHO-
MBIIIEYHOH TMaTONOTHell Mbl CUMTAeM OLEHKY (GYHKLMH
fibixaTesbHbIX Mbiuil, CambiM TPOCTHIM W Hanbonee pac-
MPOCTPAHEHHBIM B KIMHUYECKOW MPAKTHKe SIBIAETCS HC-
cnenosanue (GKE/I B BepTUKanbHOM UM TOPU3OHTATBHOM
TIONIOXKEHWAX, MO3BONALIEE BBIIBUTh Mape3 guadparmsbl.
B mpuBesEHHOM KIMHMYECKOM HAOJIOEHUH OTMEYasoch
camkenve QXKE/T no 37% or pedepencHoro 3HaueHHd
B BEpPTUKAIbHOM INONOKeHUX U 10 29% — B rOpU30HTab-
HOM. B utepaType umerorcs naHHble 0 cBsA3u ypoBHA GIKE]I
¢ 3a60/1eBaEMOCTbIO PECIIUPATOPHOMA MATONOTHEHN U JieTallb-
HocTbio OT Heé [11, 12, 15]. B npencrasnenHoM Habioze-
HuK Obia mpuMeHeHa mertopuka Y3U muadparmsl, KOTO-
pasi T03BOJIMIIA BBISIBUTb CHIDKEHME 3HAYEHHU TOJIIUHBI U
3KCKypcuu Auadparmbl Huke pedepeHTHBIX. B noctymnHoi
OTevecTBEHHOH JMTepaType HaM He BCTPETU/IOCH CyvaeB
npoBezienus Y3 guadparmsl y nanuentos c BI1, HecMoTps
Ha MPOCTOTY ¥ MHPOPMATUBHOCTb JAHHOTO HCC/Ie/J0BAHMUS.
B sapyGexHbix uccnenosanuax npumenenne Y3U nuadpar-
Mbl TIPE/ICTABJIEHO eMHNYHbIMU HaOMmoaeHramu [19].

Ilpu MPT wmbimiy 6énep y obceayemMoil malenTKu obpa-
1[aza BHUMaHWe 3HAUNTEIIbHO (oJiee BHIPaKEHHAS KUPOBas
JiereHepanys 3a/iHIUX MbIll Oeapa Mo CPABHEHHMIO ¢ MeMIu-
JIbHBIMK, UTO MOXET ObITh PACLIEHEHO KaK MHIMBU/ya/IbHAS
0COOEHHOCTb.

B cooTBeTcTBUM C A€HCTBYIOMINUMY KIMHUYECKUMK PEKOMEH-
paumamy [20] auHaMu4ecKoe HaOMmofeHHe 3a MauyeHTaMK
¢ BIl Bkmouaer monurtopuposanue ¢XKEJ], neproanyeckoe
TpoBe/ieHne TecTa 6-MUHyTHOU x0ab0bl, Y3W mnedenu, srek-
Tpokapavorpaduy, axokapauorpaduu, MOBTOPHOE OMpefie-
nenve MuormoouHoBoi dpakuun KOK, yposHs mosrosoro
HaTpUIYpeTUYeCcKOro MeNnTH/a.

TakTvKa JieyeHMsl NALMEHTOB JAAHHOW TIPYNIbl MOApas-
yMeBaeT MY/IbTHUAMCLUIIMHAPHBINA TI0/IX07, B COOTBETCTBHU
C KJIMHUYECKMMH TIPosiBeHusMu 3aboneBanuis. U3 Hemenu-
KaMEHTO3HbIX METOJ0B PEKOMEH/I0BaHbI BbICOKOOEKOBas,
HUBKOYI/IeBO/HAs, 000ralgHHas L-aaHnHOM /1eTa, TCHXo-
TepaneBTHYecKas MOMOIb U TICHUX0JIOTHYecKas afjanTalys.
OCHOBHOII MeTOJi NIAaTOTeHEeTHYECKOro JIeUeHUs] — HasHayve-
HUe TOXU3HEHHO!N 3aMecTUTesbHON (epMEeHTHOH Teparuy,
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