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Pesrome. bonesnb Maxk-Apia (00Jie3Hb HAKOIUJIEHU S TIMKOTeHa V TUTIA) MpeACcTaBseT CO00i MeTaboanYecKyo MUONATU IO, YaCTO
NeOITUPYIONIYIO B IIEPBOM JASCITUICTUM XU3HU. K OCHOBHBIM CUMITTOMAaM 3a00JIeBaHU ST OTHOCSIT MUAJITUIO U yTOMJISIEMOCTh
B ITepBbIEe HECKOJILKO MUHYT (DU3MYECKOM HArpy3KH, a TAKKe €€ HelepeHOCUMOCTh, BKJII0Uasi KOHTPAKTYpPbl, CKOBAHHOCTb U/UJIN
¢71a60CTh UCTOIb3yeMbIX MBIIIII. DTU CUMIITOMBI OOBIYHO ITPOBOLMPYIOTCS M30METPUISCKMMU YITPaXK HEHUSIMU (HaIIpMep, TTOIHEMOM
TSIKECTEe) UM IJIUTEIbHBIMUA 9HEPTUYHBIMK a3POOHBIMU YIIPAaK HEHUSIMU (B YaCTHOCTH, TTOIBEMOM I10 JIECTHHUIIE, GErOM TPYCLIOii),
4acTO MHTEHCUBHOCTD TAaHHBIX CUMIITOMOB CHUXAeTCs B IIOKOe. B TnTepaType OMUChIBAIOT KIMHUYECKYIO HEOTHOPOIHOCTh CUM-
MTOMOB 3260JIeBaHMST — TIOMUMO TSIKeJI0ii OBICTPO Mporpeccupyoiieit hopmbl, y 10% naiimeHToB HAGTIOAAIOTCS JIETKKe TPOSIBICHU ST
(HampuMep, yTOMJISIEMOCTb U HU3Kasl BBIHOCIUBOCTh, HO 6e3 (hOpMUPOBAHUSI KOHTPAKTYP) MJIM MPAKTUIECKHU 6€CCUMIITOMHOE
B IIOBCEIHEBHOI XX13HU TeueHue. C1abocTh, KOTOPasi BO3HUKAET puMepHO y 20% GOJIbHBIX, C 00JIbIICH BEPOSITHOCTHIO 3aTparuBaeT
IIPOKCYMAaJIbHbIE MBIIIIILI ¥ Yallle BCTpedaeTcs y noaeii ctapiie 40 jter. [IpuMevarenbHo, 4TO Ij1s BapuaHTOB reHa PYGM xapakTepHa
deHOTUIINYECKAasI TETEPOT€HHOCTD; ABa MALlMEHTa MOI'YT MMETh MIEHTUYHBIA TeHETUUECKU L BADUAHT, HO IIPOSIBJISTH CUMIITOMBI
pa3JIMYHON CTEIIEHU TSXKECTU. B TaHHOI cTaThe IPUBOAUTCS OMMCAHUE KIMHUIECKOTO ClIydast 9-JIeTHETO MallMeHTa C MyTallheil
c.1354G > A, Ala452Thr B rene PYGM. MyTanus aToro reHa accouuupyercs ¢ 6oyie3Hbio Mak-Apia, KOTopast UMeeT pelieCCUBHbIit
THII HacJiemoBaHMUs. Y 00CIeyeMOoro reTepo3uroTHOrO HOCUTEJIST TeHa HaOJTIoIaIuCh JISTKe CHMIITOMBI 3a00JIeBaHU I, CPEIU KOTOPBIX
OCHOBHBIMH OBLITN OBICTpPast yTOMJISIEMOCTD M X0Ib0a Ha HocKax. M3-3a chopmupoBaBiieiicst necopMaliiyl CTOM ObLIO IPUHSTO pelieHre
0 HEOOXOIMMOCTH OIepaTMBHOTO BMeIIaTeIbcTBA. [1aliMeHTy BBIITOTHEHA ITepKyTaHHast MuodacirmoroMus. [locieonepallmOHHBIi
Mepuoz npoiies 6e3 ocioxkHeHu. [Tpu ocMoTpe yepe3 6 MecsIlieB pelluarBa XoAb0Obl Ha HOCKaX He HabJonaaock. Takum o6pasom,
nposiBieHus 0ojie3Hn Mak-Ap/Jia BecbMa pa3HOOOpa3Hbl, OHU MOTYT MaHU(MECTUPOBATh B BUE aHOMAaJIMIi TTIOXOAKU U AeopMaLnii
CTOIIbI, B TOM YMCJIE€ U Y HOCUTEJIEH reHa.

Knruesvie crosa: xonbba Ha HocKax, 0oyie3Hb Mak-ApaJia, nauoraTudyeckas Xxonb0ba Ha Hockax, reH PYGM, HaceACTBEHHOCTb.
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Abstract. McArdle disease (glycogen storage disease type V) is a metabolic myopathy often onset in the first decade of life. The main symptoms
of the disease include myalgia and fatigue in the first few minutes of exercise, as well as its intolerance, including contractures, stiffness and /
or weakness of the muscles used. These symptoms are usually precipitated by isometric exercise (eg, weight lifting) or long-term vigorous
aerobic exercise (eg, stair climbing, jogging), and often improve with rest. The literature describes the clinical heterogeneity of the symptoms
of the disease — in addition to a severe, rapidly progressive form, 10% of patients have mild manifestations (for example, fatigue and low
endurance, but without the formation of contractures) or a practically asymptomatic course in everyday life. Weakness, which occurs in about
20% of patients, is more likely to involve the proximal muscles and is more common in people over 40 years of age. It is noteworthy that the
PYGM gene variants are characterized by phenotypic heterogeneity; two patients may have an identical genetic variant but show symptoms
of varying severity. This article describes a clinical case of a 9-year-old patient with the c. 1354G>A, Ala452Thr mutation in the PYGM gene.
Mutation of this gene is associated with McArdle disease, which has a recessive mode of inheritance. The examined heterozygous carrier of
the gene had mild symptoms of the disease, among which the main ones were fatigue and toe walking. Due to the formed deformity of the
feet, it was decided that surgery was necessary. The patient underwent percutaneous myofasciotomy. The postoperative period passed without
complications. When examined after 6 months, there was no recurrence of walking on toes. Thus, the manifestations of McArdle disease
are very diverse, they can manifest, among other things, in the form of gait anomalies and foot deformities, including in carriers of the gene.
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onb6a Ha Hockax (XH) nmpucyrctByeT y 5% 3010pOBBIX
JeTeit, Mpu 3TOM, HECMOTPSI Ha TOCTATOYHO LIUPOKY IO
pacrpocTpaHEeHHOCTb JaHHOTO (heHOMEHa, ero MpuYrHa
JIO CHX TIOp OCTaeTCsl He U3BECTHOM [1].

HenaBHue pe3yabTaThl MOKa3bIBAIOT, YTO Y MALIMEHTOB C UIUO-
HaTUYEeCKOM, UM IMIPUBBIYHOM, XO0Ib0OOK HAa HOCKAX HEPEIKO
MOXXHO OOHApYXXUTh FT€HETUUYECKYI0 MPUINHY TaHHOI aHOMa-
JIMY TIOXOIKM [2]. B yacTHOCTH, 3TO MOTYT OBITh HACJIEICTBEHHBIC
3a00JIeBaHMsI, CPEAU CUMIITOMOB KOTOPBIX OTMEYaeTCs C1ab0CTh
MBI TOJICHHU, 00yCJIaBIUBaIOIIas MTaTOJOTUUECKHU T MaTTepH
rioxonku. OMHOM U3 TAKUX MTAaTOJIOTU sIBIsieTcst 601e3Hb Mak-
Apnna (BMA).

BMA (6071e3Hb HaKOIJIEHU S TIIMKOreHa V TuIa) rpeacTaBJisi-
eT co00l MeTab0IMYECKY0 MUOMATUIO, YACTO NE0I0TUPYIOLLY IO
B IIEPBOM JIeCSATUIETU U XKU3HU [3]. K OCHOBHBIM CUMIITOMaM
BMA OTHOCST MUaJITUIO U YTOMJISIEMOCTD B TIEPBbIe HECKOJIHLKO
MUHYT busndeckoi Harpy3ku (PH), a TakKe ee HelmepeHOCH-
MOCTb, BKJIH0Yasi KOHTPAKTYpPbl, CKOBAHHOCTb U/UJIU CI1a00CTh
HCIIOJB3YEMBIX MBI, DT CUMIITOMBI OOBIYHO TTPOBOLIMPYIOTCS
M30METPUUYECKUMU YITPAXKHEHUSIMU (HATIpUMep, TOIBEMOM TsIKe-
CTeil) MM AJTUTETbHBIMY SGHEPTUYHBIMH a3POOHBIMU YITPaXkKHE-
HUSIMHU (B YaCTHOCTH, TTIO’EMOM I10 JIECTHUIIE, OETOM TPYCLIOi),
YacTO MHTEHCUBHOCTD TAHHBIX CUMIITOMOB CHUXKAETCS B TTIOKOE.
JI1o6ast ckeneTHast MbILIIA MOXET ObITh ITOpakeHa. Y maiueHTOB
C JaHHBIM AMArHO30M TaKKe BO3MOXHO HapylieHue pediekcos [3].

[MpumepHo y 50% GOTBHBIX BO3HUKAIOT PELUIANBUPYIOIINE U~
30/1bl MMOTJIOOMHYPU U U3-32 pabIOMUOIM3a ITOCIe UHTEHCUBHBIX
YIpaXXHEHU [5]; HECMOTPsI Ha pUCK OCTPOI TOYEYHOM HEAOCTATOY-
HOCTH, OHa pa3BUBAETCS y OYeHb HEMHOTIUX [6]. OTHUM U3 CUMITTO-
MOB, KOTODPbI TIOMOTaeT 3aMoA03PUTh JaHHbIN TUArHO3, SIBJSICTCS
rosiBjeHue TeMHoi MouH |7]. Exlie omHMM Ipr3HaKoM 3a00JIeBaH ST
SIBJISICTCSI TIOBBIILIEHHME YPOBHS KpeaTUHKUHA3HI B KPOBH [§].

VYixe u3BecTHO, UTO NpUYrMHON BMA SIBASIIOTCS MyTallMu B TeHE
PYGM, xoTopble MMPUBOISAT K pa3BUTHIO Y MAIIMEHTOB CUMIITOMOB
pa3nuuHoi cTeneHu TskecTH [10].

MHorune aBTOpHI OITUCHIBAIOT KJIMHUYECKYI0 HEOTHOPOITHOCTh
CUMIITOMOB — [TIOMUMO TSI3KEJI0 OBICTPO MpOTrpeccupylomiei
dopmel, y 10% nanneHTOB HAGII0IAI0TCS JIETKUE TTPOSIBJICHH ST
(HaTpuMep, YTOMJISIEMOCTh M HU3KasT BLTHOCIMBOCTh, HO 6e3
(opMUpPOBaHUS KOHTPAKTYP) UM MPAKTUYECKU OECCUMITTOMHOE
TeYeHUe B MOBCceaHEBHOM X 13HU [5]. CnabocTh, KOTOpas BO3-
HUKaeT npuMepHo y 20% GONbHBIX, C 00JIbIlIE BEPOSITHOCTHIO
3aTparuBaeT MPOKCUMaIbHbIe MBIIIIIBI U Yallle BCTpeYaeTcs
y moneii crapiue 40 set [5]. [IpyMeuyaTenbHO, YTO 1J1s1 BADMAHTOB
reHa PYGM xapaktepHa (heHOTUTIMYECKAs TeTEPOreHHOCTh; IBa
MmaleHTa MOTYT UMETh MACHTUYHBII TEHEeTUYECKU i1 BApUAHT,
HO MPOSIBASITH CUMIITOMBI pa3JIMYHONM CTETIeHU TsxXecTH [5, 11].

JlaHHas maToJoTus PeaKO TMAarHOCTUPYETCS 0 JOCTUXKECHUS
MalMeHTOM COBeplIeHHOeTUs (00b14HO nocse 20 JieT, CpeaHu it
Bo3pacT — 33 roya), XoTsi MHOTHeE 00JIbHBIE YKa3bIBAIOT Ha TMOSIB-
JIeHWe CUMIITOMOB ellle B 1eTCTBe |35, 7].

BMA — 3T0 ayTOCOMHO-peliecCUBHOE 3a00JIeBaHUE, OMHAKO
U3BECTHO, YTO Y JIIOJEH C TeTepO3UroTHBIM BapuaHTOM reHa PYGM
TaK>e MOTYT BO3HUKAThb Jerkue cuMntombl BMA [12].

[TpyBoAMM KIMHMYECKUI CTyvail MaliMeHTa ¢ reTepO3UrOTHBIM
BapuaHTOM B reHe PYGM v Xonb00ii Ha HOCKaX B KAYECTBE OHOTO
M3 TJIaBHBIX CUMIITOMOB.
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KAMHHYeCKHu# cayuan

B deBpane 2021 r. B Praxis Pomarino mis geTeii c aHoMaausiMu
noxonku (I'amOypr, 'epmanust) oopaTuiace 6adylika-onekyH
¢ manpuukom K. B Bo3pacte 9 neT. OcHOBHas xxajoba cocTosiia
B TOM, UTO peOEHOK C Hayaja CaMOCTOSITEJIbHOI XONbObl XOMUT
Ha Hockax. XH Habmomanack mocTOSHHO, IIPU 3TOM IPU YTOM-
JICHUHU U BO30YXIEHUM CUMIITOMAaTHKa ycuauBaack. [loMmumo
aHOMaJIM Y TIOXOIKH, 6a0yIlIKa oTMedajia ObICTPYIO YTOMISIEMOCTh
pebeHka, 1o ee HaOJIOAEHUSIM, OH ObLJI cl1abee CBEpCTHUKOB,
nocie Gu3nyecKoil Harpy3Ky MaJib4MK XKajJoBaJjcs Ha 00au
B MBIIIILIAX TOJICHU.

PeGeHok Habonaacs nenuaTpoM, KOTOpblit BEIOpaJ BbIXKM1a-
TeJIbHYI0 TAKTUKY, B pe3yJibraTe XH He TobKO He mpoliia camo-
CTOSITEIbHO, HO M CIIOCOOCTBOBAJIA PA3BUTHIO 1e(OPMALIMK CTOITBI
M MO3BOHOYHMKA. Takke manueHT OblJT OCMOTPEH HEBPOJOTOM
U OPTOMNEIOM — IaToJIOrMu, 00ycoBuBILIeH pa3BuTue XH, He BbIsIB-
JieHo. BricTaBneH nuartos: «Manonatuyeckas xonbba Ha HOCKax».

ITo naHHBIM MEIULIMHCKOM JOKYMEHTALIUU peOeHOK OT IepBOit
0epeMEeHHOCTH, CBOEBPEMEHHBIX poa0B B 40 Heaellb; bepeMeH-
HOCTB M POIIBI TPOTEKAIU 0€3 OCIOXHEeHU . PaHHMIT neTckuit
nepuon — 6e3 ocodbeHHocTel. Hayaio caMoCcTosITe IbHOM XOIb-
OBl — B Bo3pacTe 12 Mec. HapyleHU i TOXOOKY ¥ TeHETUYECKHUX
3a00JIeBaHUI Y POACTBEHHUKOB MIEPBOM TMHUU HE OTMEUEHO.

Qu3sukanvhbiii ocmomp. Y alueHTa HAOIIONAJICS TUTIEPIIOPIO3
MOSICHUYHOTO OT/eJIa TO3BOHOYHMKA — ITPU TOHUOMETPUU YTOJI
HakJIoHa K BepTukaiu coctaBui 40°. I'pynHas KjieTka BOPOHKO-
obOpa3Hoii ¢popmbl. [Tpu ocMOTpe BepXHUX KOHEUHOCTE OTMe-
YEeHO HaJu4yue KJIMHO- U OpaxuaakTuiuu. Takxke BbIsSIBJICH
nesibTa-3HaK, XapakKTepHblii 111 BMA (mpusHaku runotpodun
OOKOBOI YaCTH TPeXTIIaBOi MBI T1JIeYa U JJIMHHOMN FOJIOBKU
NBYIJIaBO# MBIIILGI I1eda) [13]. TazobeapeHHbIe cycTaBbl — 0€3
ocobeHHocTel. [Ipy ocMOTpe CTOI OTMEYeHO aHOMAaJIbHOE yBe-
JIMYEHUE BBICOTHI apDOYHOT'0 CBOJIA CTOII (pes cavus) U NX SKBU-
HycHas nepopManns. O0beM IBUXKEHUI CYyCTaBOB OITPEIeIISIN
C IMTOMOIIBIO CTAHAAPTU3MPOBAHHOTO OPTOIEAMYECKOTO MHAEKCa —
METOa HeMTPaJbHOTO HYJIS: 3HAUCHU S MHIEKCAa COCTaBUIH
¢ 06eHX CTOPOH MPU AOPCaTbHOM pa3ruOaHUU B TOJIEHOCTOITHOM
cycrase 0-5-50, npu nogomBeHHOM crudanuu — 0-10-50.

MpiieuHbIe pedaeKehl U3BMEHEHbI He ObIIU, CUMTITOM ba-
OMHCKOro OTpULIATEbHbIH, pedIeKTOPHbBIE 30HBI B HOPME.

Jlonoanumenshole uccaedosanus. 1151 UCKJIIOUEHU ST BO3MOXHbBIX
HeliponaTuu U TeHeThuYecKuX npuuuH XH npoBeaeHo ceKBeHU-
poBaHue 49 reHOB, aCCOLIMMPOBAHHBIX C pa3BUTHEM 3a00JICBAaHU,
NPOTEKAIOIIMX C TOPAXKEHUEM HEPBHOI CUCTEMBI U MUOTIATUEH
B TOM YHCJIe B 3Ty IaHe b Bxoaus reH PYGM, accolimnpoBaHHBII
¢ BMA. HccinenoBaHue 2Toi maHeJ Iy FreHOB BXOJUT B IlepeyeHb
IUATHOCTUYECKUX MEPOITPUSATHIA, pyTUHHO TPOBOAUMBIX B ITpaK-
cuce B OTHOIIEHUM 001bHBIX ¢ XH.

B pesynbrate ceKBeHUPOBaHMS ObIJT OOHAPYXKEH HYKJICOTHU I~
HbIN BapuaHT ¢.1354G > A, Ala452Thr B rene PYGM, KOTOpBbII,
BO3MOXKHO, siBUJIcS TpuunHoit XH.

B ¢Bs13u ¢ Tem, 4TO MaTh NaliMeHTa ymepJia B Bo3pacTte 45 et
nocJie MpoOBEeACHHOI onepaluu Ha cepalie U3-3a BpOXKIEHHO-
ro MNopokKa, a oTell CTpajgacT TEPMUHAJIbHOM cTaaued nuppo3sa,
reHeTUuYecKoe obcienoBaHue poAUTeNei 0Ka3aaoCh HEBO3MOXK-
HBIM, TO3TOMY HaM He YAaJIOCh Y3HATh TOYHOE MMPOUCXOXKIACHUE
NAaHHOU MyTallWuU.
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Takxe MaibuuKy ObIJIO TIPOBEAEHO JIJabopaTopHOE 0OCen0-
BaHUe. B OmoxuMuieckoM aHaan3e KpOBU YPOBEHb MOYEBOM
KMCJIOTHI cocTaBu 3,2 Mr/mi (Hopma — 2,1-7,6 Mr/mJ1), KpeaTuH-
kuHa3sl — 101 e/ (Hopma — meHee 171 en/m). Takum o6pazom,
BCE UCclie[lyeMble oKa3aTeId 0Ka3aJuch B IIpeaeiax HOPMb.

V3U cepaua — 6e3 narosioruu. s npoBeeHU s MbIILIEYHOMN
Ouorcuy He ObIIO TOCTATOYHBIX MTOKAa3aHUH.

Munamuka u ucxodwr. I3-3a chpopmupoBanieiics necopmMaliiu
CTOIN MpOBeNeHUe KOHCEPBATUBHON Tepanuu ObLJIO MPU3HAHO
Heuesiecooopa3HbiM. [IpUHSTO pelieHue 0 HeOOXOAMMOCTH OIle-
paTUBHOIO BMelLIaTeabCTBAa. MabuMKy BBITIOJHEHA MePKYyTaH-
Has Mmuodacuuroromus. [lociaeonepaliMOHHBII TIEPUO TTPOILEST
6e3 ocyoxHeHuii. [Ipu ocMoTpe yepes 6 MecsilieB — peluanBa
XH He Haba10AaJ10Ch.

06cyxpenue

B paboTe nipencTaBiieHO oMMCcaHWe KIMHUYECKOTO clydast
nanuveHTa ¢ XH ¢ oOHapyXeHHBIM BapuaHTOM c.1354G > A,
Ala452Thr B rene PYGM.

Hacnenosanue BMA sBiisieTcs ayTOCOMHO-PELEeCCUBHBIM
1 TOMO3UTOTHBIM, @ HE T€TEPO3UTOTHBIM, KaK Y OIMChIBAEMOTO
namueHTa. B cBsI3u ¢ 3TUM y HEro He OTMeuYaoCh MOJHOM Kap-
TUHBI 00JIE3HM, a HAOJIOAATUCH U b OTAETbHbIE CUMIITOMBI.

Bcero 4% cnydaeB 6oJie3nn Mak-Ap/jia 1MarHOCTUPYIOTCS
B Bo3pacte 110 10 set [14, 15]. UMeHHO K 3TOit BO3pacTHOM TpymIie
OTHOCHUTCS UCCIICYEMBIil TAlIUEHT.

I'maBHOI MeauuIMHCKOM Mpo0byemoit nmanueHTa obiyia XH.
TlostBIeHME TaHHOM aHOMAaJIUY TTOXOIKHU CBSI3aHO C MBIIIICYHOM
ciabocThlo. Takue cMMITOMBI, KaK ¢/1a00CTh, TMCKOMPOPT, CKO-
BaHHOCTb, 00JIb B MBITIIIAX U YTOMJICHUE B TTEPBbIE MUHYTHI (DU3M-
YECKOI aKTUBHOCTH, IIPUBOMISIIINE K CHUXKEHHUIO TOJIEPAHTHOCTH
K ®H, 9BAg10TCS OMTHUMHU M3 OCHOBHBIX TTpr3HakoB BMA [16].
DTHU CUMITOMbI TAKKe MPUCYTCTBOBAJIM Y OMTUCHIBAEMOT0 OOJIBHOTO.

B HeKOTOpBIX TUTEPATYPHBIX UCTOUHMKAX MPUBOISTCS JTaHHbIE
0 TOM, YTO CUMIITOMBbI 3200JIEBAaHUSI MOT'YT MPOSIBJASITHCS TOJBKO
y B3POCJIbIX. DTO OOBSICHSET TOT (PAKT, YTO IETU MOTYT OBITh OYEHb
aKTUBHBIMU Uy HUX IposiBiieHus1 BMA moryT oTcyrcTBoBarh [17].
OnHaKo eCcTb M APYTHUe pabOThI, B KOTOPHIX UCCIEeIyeMble A~
C€HTBI ONTMCHIBAIOT MBIIICUHYIO YCTAJIOCTb, MBIIIIEYHBIE CITa3MBbl
¥ HU3KYIO TOJIEPAHTHOCTH K DU3NUECKUM HaTpy3KaM, TOSTBUB-
muecs eie B gercTse [14, 16, 17].

Takum o6pazom, niposiBiieHruss bBMA BecbMa pa3HOOOpa3HBbI,
OTHebHBIE CUMITTOMBI MOTYT BCTpEUYaThCsI y HOCUTEJIei reHa,
B CBSI3U C YeM Y Bpayeii 10JKHa ObITh HACTOPOKEHHOCTh B OTHOLIE-
HUM gaHHOro 3abojeBaHus. Yto kacaetcst XH, moaBepraercst comHe-
HUSIM ITPAaBOMEPHOCTD UCIIOJIb30BaHUSI TEPMUHA «MAMONATHYEeCKasT»,
cKopee BCero peub UIIET O HE000CIeI0BAaHHOCTH MAllEHTOB.

3akAaloueHue

B nanHoit my0auKaum onuchiBaeTCs NallUeHT, Y KOTOPOTro
BeAYIIMMU CUMITITOMaMU ObLITM X01b0a Ha HOCKAaX U MOBBIIIEHHASI
YTOMJISIEMOCTD. Y MajibdyrKa OOHAPYKEH pelleCCUBHBII Bapu-
aHT ¢.1354G > A, Ala452Thr B rerne PYGM. IonydeHHbBIe TaHHBIE
MO3BOJISIIOT MPEAIMOJIOXUTh, UTO Y T€TEPO3UTOTHBIX HOCUTEJIC
reHa PYGM petieccuBHBIN I'eH TaKKe MOXEeT OKa3bIBaTh BIUSTHUE
Ha (GEHOTU U OBITH OTBETCTBEHHBIM 3a (POPMUPOBAHUE TAKMX
CUMIITOMOB, KaK Xonbba Ha Hockax 1 gedopmaruu crorr. [l

KOHOAUKT MHTEPECOB. A. MomapuHo, A. A. EmeanHa, M. P. TpeH
ABASIOTCA COTPYAHUKAMMU KOMMEPUYECKON opraHu3aLmm Praxis Pomarino
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