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B cmamve npedcmaenen kaunuueckuii cayuaii 6oaesnu Ilomne y mansvuuka panneeo eospacma 6 2. Openbypee. Onucana KAuHU4ecKas
KapmuHa uH@paHmuavbHol ghopmul 3a6onesanus. Ilpuseden npumep pepmernmozamecmumenvroil mepanuu (P3T) anenroxosudazoii arvgha
(npenapam ne 3apecucmpuposan ¢ Poccuu, npumensiacs no scuznernvim noxasarusm). P33T sensemes eOuHCmMEeHHBIM NAMOEHEMUHECKUM

Mmemodom neuenus bonesnu Ilomne.
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A case of Pompe disease in infant

E.F. Sudorgina, S.B. Choloyan, M.V. Sheenkova, L.P. Kolesnikova
Orenburg City Children’s Clinical Hospital

A case of Pompe disease in infant in Orenburg is presented in this article. Clinical picture of the infantile form of the disease is described. En-
zyme replacement therapy (ERT) with alglucosidase alfa is presented (alglucosidase alfa is not registered in Russia, was administered due to
life-threatening indication). Nowadays ERT is the only possible pathogenetic treatment of Pompe disease.
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Bonesns [Tomme (BIT) — ato rmukorenos 11 tuma, pen-
KOe TEHEeTMYECKOe MEeTabOIMIEeCKOe PacCTPOMCTBO, 00-
YCIIOBJICHHOE BPOKIEHHBIM OTCYTCTBUEM (hPepMEHTa JIN30-
COMAaJTBHOM (-TJTIOKO3MIa3kI, KOTOpast HEOOXOMMMa, YTOOBI
pa3pyIiaTth TJIMKOTEH — BEIIECTBO, KOTOPOE SIBIISICTCS
HWCTOYHUKOM 3HEepruu Wit opraHn3Ma. [1pu medpexre dep-
MEHTA B JIM30COMaX ITPOMCXOIUT aHOMAIbHOE HAKOIIJICHIE
IJIMKOTeHa. Takue aHOMaJTbHBIC JIM30COMBI CITy>KaT MOpdo-
JIOTMYEeCKMMU MapKepamu 3abosieBanud [1, 2].

HasBanue «0ose3Hb [Tomrie» TpOUCXOOUT OT UMEHU
roJiIaHICKOro maronoroaHatoma M. Ilomre, KOTOpEIi
B 1932 . mompo6HO omycalr epBble CUMIITOMEBI 3a00JIe-
BaHus1. Ero qoxsan ObLI TTOCBSIIIEH 7-MeCcsIuHOMY peOeH-
KY, KOTOPBI CKOHYAJICS OT MIAMOTIATUYECKOMN THIIEPTPO-
duu cepaua. B mononHeHue K mpobjemMaM C Cepalem
y pebeHka orMevanach obiias ciadoctb. Jloktop [Tomne
00HAPYKWMJI, YTO CUMITTOMBI 3TOTO 3a00JIeBaHNSI CBSI3aHBI
C HaJTM4reM OOJIBIIOrO KOJIMYECTBA TJMKOTeHAa TIPAKTH-
YeCKHM BO BCeX TKAHSIX MAllMeHTOB. B TOM e romy moKTop
M. Yap omucas ciydaii elre OgHOTO IallieHTa CO CXOI-
HO KimHI4YecKo# kapTuHoii. B 1954 1. moxrop J1.T. Kopu
OITyOJTUKOBAJI CITMCOK Pa3IMIHBIX TJIMKOTeHO30B. B aTOM
crmucke BIT HaxomuTest Ha 2-M MecTe 1 ITO3TOMY B TTOCIIe-
IyIOIIeM IIOJIy9Mjia Ha3BaHHWEe IIMKoreHosa Il tumma
(GSD 1) [3].

BI1 Bo3HUKAET B pe3yisTaTe MyTallK B TEHE JIN30COM-
HOM Kuchoi o-D-rmoKo3uaasbl, KOTopas o0ecreuuBaeT
Jerpamaliiio TIIMKOTeHA B JIM30coMax. THIT HacaemoBaHUS
3a200J1eBaHsI — ayTOCOMHO-PEIIECCUBHBIN. [eH KapTUpoBaH
Ha xpomocome 17g25 [4].

Bospocmmit Bo Bcem Mupe nHTepec K BIT (nedummry
KUCJIOM MaJibTasbl) 00bsICHSIETCS (PHEKTUBHOCTBIO TTOSIBUB-
mrevicst B 2006 . pepmeHTo3amematomeii repanuu — O3T
(c wmcroab3oBaHMEM PEKOMOMHAHTHOM YeJI0BEUYECKOM
0-TJTIOKO3MIa3bl), HAIIpaBJICHHON HA OCHOBHOE ITaTOTeHEe-
TUYeCKOe 3BeHO 3a00JieBaHMs. PelreHne 3amaunt BEISIBIICHUST
ManueHToB, crpamatontux bII, B Haleil crpaHe CBSI3aHO
C BHEIpEeHNEM HOBBIX JMArHOCTIIECKIX TEXHOJIOTHIA, Opra-
HHU3alMeil COOTBETCTBYIOIINX AMATHOCTUIECKIX MEPOITPH -
SITUIA, a TAKKe C IIPEo0ICHNEM HeOCTaTOIHOM MH(POPMU-
poBaHHOCTH Bpadeil. CyIIecTBYeT pa3IWYHBIA CIIEKTP
CIIeIMATbHBIX METOIOB TWATHOCTUKU: OMOXMMHWIECKUIt
aHaJIN3, UCCIeA0BaHME B KYJIBTYpaxX TKaHel, Mopdoiormye-
CKO€ MCCIIeIOBAHNE, MOJICKYIISIPHO-TEHeTUIEeCKast TMarHO-
ctuka. [IpnMeHeHMe yKa3aHHBIX METOIOB, B YaCTHOCTHU
(bepMEHTHOTO aHaIM3a CyXWX IISITCH KPOBU, TIO3BOJISIET
CBOCBPEMEHHO BBISIBJISITH ICTEH, CTpamalOlIiX 3TUM, B Ha-
cTosIIIIEe BpeMsI KypaOeIbHBIM, 3a00JIeBaHUEM |3, 6].

ITo TsokecTn M cpoKaM MaHM(DeCTallnN KITMHIISCKIX
(beHOTUTIOB pa3IMyaloT WH(PAHTWIBHYIO, IOBEHUJIBHYIO
¥ B3pOCIIyIO (POPMBI.

Hugpanmuavnas hopma MaHM(bECTUPYET B IIEPBBIC Me-
CSIIIBI SKM3HU BBIPAsKEHHOM TUITOTOHUEH, KApIUOMETaIHEH,
YMEpPEHHOM MaKpOIJIOCCHEl, OBICTPO IPOTPEeCCUPYIOIIEH
MBIIIIEYHO C1abocThio, TemaToMmeranmeit. Hecmotps
Ha MBIIIIEYHYIO CTA00CTh, MBIIIIIIHI Ha OIIIYITh TBEPIBIC U 1A~
Ke THIepTpodrpoBaHHbBIE. ¥ OOJbHBIX YaCTO BBIPAXKCHBI
TPYAHOCTH BCKAapMJIMBAHUS M PACCTPOICTBA IBIXaHUS
13-3a cJ1a00CTHU AbIXaTeIbHOM MYCKYJIaTyphl. SIpKO BeIpaxke-
Ha TIPOTpeCcCUpYIOIIasi CepaecIHO-JIETOYHAsT HEeI0CTATOU-
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HOCTh. C1abOoCTh CepieuHOl MBIIIIIBI BhIpaskeHa CUIbHEE,
YeM CJIA0OCTh CKEJETHBIX MBILIL. B KpoBM MOBBIIIAETCS
YPOBeHb KpeaTMHKMHAa3bl, JlakrataeruaporeHasol (JIJAI),
U Ha 3JIEKTPOKAPIMOTPAMME OTMEYAETCS YKOPOUEHNE UH-
TepBaia P — Q B CBSI3U CO CTUMYJISITIUETH TTPOLIECCOB MTPOBO-
JTIUMOCTH.

FOsenuavnaa hopma xapakrepusyeTcst 0ojiee MO3THUM
HavaJioM B IETCKOM WJIM IOHOIIIECKOM BO3pacTe, Oosiee MsT-
KUM TEUEHUEM U TTPEUMYIIECTBEHHBIM MMOPAKEHUEM CKe-
JIETHOW MYCKy/aTyphl. [ernaToMeranust BCTpeyaeTcsi peaKo,
B MaKpOIJIOCCHUST U KAPIMOMETAITHST — B €TUHUYHBIX CITyJasix.

Bspocaasa popma manudecrupyer B Bozpacte 20—60 et
MEJIJIEHHO MPOTrPECCUPYIOLIEN TTPOKCUMAIBHON MUOTIATAEH
VT CUMITTOMAMU JIbIXaTeTbHON HEJOCTATOUHOCTH.

®D3T npu BIT — eAMHCTBEHHO BO3MOXKHBIN METOJ, T1a-
ToreHeTn4eckoil Tepanuu. [Ipemapar anrmoko3ugasa o,
PEKOMOMHAHTHBIM aHaJoOr 4YeJloBEeYeCKOW KUCJIOHn
0-TTIOKO3WAA3bl, TIPUMEHSIETCS IS JIedeHUsT MH(MAHTUITb-
Hoit n B3pocyoit ¢opm BII. Ilpenapar 3aperncrpupoBaH
B ctpaHax EBporer u CIIIA, B Poccun permctpanyst oxxuaa-
etcs K koH1ry 2013 . [Tpn npumenennn @3T npu nHbaH-
TWJIBHOU (hopMe O0JIE3HU TTPOUCXOAUT OBICTPOE YTyUIlIEHNE
CO CTOPOHBI CEPACYHON MBIIIILIBI, ONHAKO ITOPaXXeHUE CKe-
JIETHBIX MBIIIIl HE BCErga YHaeTcsl CKOPPEKTUPOBATh.
IMpu ongrHaKoOBOI 10O3€ Tpernapara 1 CpoKax Havasa JedeHusI
Yy HEKOTOPBIX MAlMEHTOB HAOIIOMAeTCsSl 3HAYUTETHHOE TTO-
BBIIIIEHNE MBIIIEYHOTO TOHYCA, Y APYTUX — JIUIb MUHU-
MaJibHasl TIOJIOXKUTEeIbHAS AMHAMuKa [7].

[IpuBoauM coOCTBEHHOE HAOJIIOIEHUE.

Pooumenu Bacuaus T., 2010e. p., obpamuaucsy K Kapouo-
102y KOHCYAbMaAmMuHo-0uazHocmu4ecko2o yeumpa 2. Open-
oypea, Koeda pebeHKy bbi10 1,5 mec, ¢ yeavio ymounerus ouae-
HO3a.

U3 cemelinoeo anammnesa u3eecmuo, 4mo OpaxK HeKpoGHO-
podcmeennblil. B podocaoenoil no aunuu mamepu u omuya Ha-
C1e0CMBEeHHOCMb N0 CepOe*HO-COCYOUCMbIM 3a001e8AHUIM
He omsieouleHa.

Manvuux om 3-ii bepemenrocmu, npomexaguieil Ha QoHe
mokcuxo3a, yeposvl npepwvisanus ¢ I u I mpumecmpax. B 111
mpumecmpe OMMe4anucs OmeKu, 3a0epicka GHympuympooHo-
20 pazeumus I cmenenu, MH0O20800Ue nO OGHHbIM YAbIMPA3EY-
K06020 uccaedosanus. Ha 30-i1 nedese mpuicovl esoduncs
dekcamemason. Bmopwvle podsi — cpouHsle, npomexasuiue
6 20n108HOM npedaexcanuu, be3 ocroxcHenui. Macca mena
npu poxcdenuu 2930 2, pocm 51cm, okpyscHocms 20106b1 32¢m,
OKpyCcHOCMb 2pydu 33 cm, oyerka no wikane Aneap 7/8 6annos.
Cocmosinue nocae poxycoeHuss pacyeHusanoch Kak cpeouell
CMeneHu majcecmu 3a cuem KOHsH02AUUOHHOL cunepoulupy-
ounemuu. 3a nepsuvie 3 mec peberok npubasun 3xe (6 1,5 mec —
4200 ¢, 6 3 mec — 5090 ), na 4-m mecsue — 410 e. Annepeoa-
HamHe3 He omseouweH. Tlpususku 6 poddome: BIK, npomue
supyca eenamuma B; danee nocredosan meduyurckuit omeoo.
U3 nepenecennvix 3ab6onesaruii: ocmpoiii opowxum. Ha 2-m
Mecsiye JCU3HU Mamb pebeHKa cmana 3ame4ams Hapacmaro-
wy'ro 00blUIKY 6 nokoe u npu Kopmaenuu. Ilposedero obcaedo-
eanue. Jaunvie sxoxapouoepaguu (IxoKI), aueaps 2011 e.:

KOHUenmpuueckas eunepmpoghusi 0boux jxcenydouxos. buoxu-
MuYecKull aHau3 Kpogu noKa3an nosvluleHue yposHell ananu-
HamuHompaucgepasvl, acnapmamamuHompancgepassl, Kpe-
amuHnKkuxazwl (maoa. 1).

B saneape 2011 e. pebenok Haxoluics Ha 00caedo8aHuu
6 omoeneruu namonoeuu demeil parueeo eospacma JI'KB
2. Openbypea ¢ duazHo30M: eunepmpopuueckas CUMMempU4HAast
Kapouomuonamusi 6e3 00cmpyKuyiUu 8b1600H020 MPAKMA 1€60-
20 acenyoouka (JI2K). Bpocoernulil nopok cepouya: ymepeHHAs.
Koapkmayus aopmot. Bmopuunslit deghexm medxcnpedcepoHoll
nepeeopodku (MIIII) 5,5mm. Hedocmamounocme mpukycnu-
danvHoeo kaanana I cmenenu. Ymepennas neeounas eunep-
meH3us. Hedocmamounocmo kposooopawenus (HK) Ila cme-
nenu. Ilocnedcmeuss  nepuHamanbHo20  NOPANCEHUS
yeumpanvroil Heperoii cucmemsl (L[HC). Tumomeeanus
1 cmenenu. Ilonyuan nevenue: gepownupon (2me/ke), npedyx-
man, naumoeam 10%, ougpudymbaxmepun, ypcocaH, eughepoH,
AHANPUNUH.

B wmapme 2011 e. koucyasmuposan 6 HIICCX
um. A. H. bakyneea, nocmagaen duaenos: eunepmpogpusi cme-
Hok JI2K 6e3 o6cmpykyuu kposomoka. lemoounamuuecku He-
3HAUUMAs 2UNONAA3Usl Nepeuleiika aopmoul ¢ 2padueHmom
daenenusi 20mm pm. cm. Omkpvimoe osanvHoe okHo. HK
1 cmenenu. Pexomendosano: npedykman no 1/4 mabaremiu
2 pasa 8 derv, epounupor no 6me 2 pasza é demo.

B mapme 2011 e. noemopro Haxoouacs Ha Ae4eHul 8 om-
denenuu paunneeo éozpacma JIT'KE e. Openbypea c duaerozom:

Bacuauii T. 6 603pacme 1 2o0a
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Tadmuua 1. Pezyasmameot 6uoxumuueckoeo anaausza kposu nayuenma Bacuaus T. (2012 e.)

AJIT 122 192 167 125 130 151 150 194 191

ACT 358 477 359 403
O61mii 6eoK 72 - — 63
OOwMit GMIMpPyouH 6,4 - - -
TTpsmoit ounupyouH 1,1 — — -
ITT 11 — - 13
Imoko3za 5,4 5,08 3,54 5,11
KpeatuHux 46 51 42

MoueBuHa 3,9 4,7 5,7 2,6
Kpeatunkunasa 1178 1581 1037 1529
JIAT 1212 1284 1187 1180
MoueBas kuca0Ta 270 — — —
XonecTepuH 3,41 — — —
Na 137 136 133 135
K 5,0 4,6 5,3 4,5
Cl 100 104 102 101
Mg 0,95 0,88 0,89 —
Ca 2,73 2,67 2,48 2,61
I 8,7 6,7 6,3 -

5-40
391 513 468 355 429 5-42
62 72 69 74 72 3,7-20,5
- 6,6 6,5 8,5 3,5 -

- - - 1,5 - 0,0-5,1
- - - 16 15,7 5-30
5,04 - 48 5,7 5,5 3,9-5,8
32 50 49 27 54 27-62
4,0 5,0 2,9 42 3,9 2,5-6,4
1695 2181 1947 1188 1685  25-194
1222 1261 1212 1044 1309 91-225

- 207 - 238 226 140—219
- 2,49 2,95 3,54 3,2 1,8-4,5
134 139 138 138 139 134—146
49 4,7 4,7 43 42 4,1-53
100 - - 104 100 96110
0,86 - 0,91 1,01 091  0,7-0,95
2,8 2,7 2,6 2,67 27 2.25-27

- - - 13,1 120  7,2-17,7

Ipumenanue. AJIT — aranunamunompancgepasza; ACT — acnapmamamunompancgepaza, I'TT — eamma-eaymamuampancnenmuoasa; JUIT — nax-

mamaeeudpocerasa.

eunepmpou1eckas KOHYeHmpuuecKas CUMMempUYHas Kap-
duomuonamus 6e3 o6CMpPYKyUU KpOBOMOKA, OCAONCHEHHAS
0CMpbIM KOPOHAPHbIM cuHOpomom. Tunonnasus nepeweiika
aopmot. Hedocmamounocme aopmanwvroeo kaanana I cmene-
nu. Hedocmamounocms mpukycnudaibHo2o KAanama
11 cmenenu Ymepenunas neeounas eunepmensusn. HK Ila cme-
neuu. Ilocaedcmeuss nepunamanvroeo nopaxcenus I[HC,
cuHOpom muiuteuroil ducmonuu. Ilonyuan neuenue: epowinu-
POH, npedykman, ananpuaut, Humpocopoum, mpomoo ACC,
MUAOPOHAM.

C 19.04.11 no 20.05.11 e. naxoduacs Ha cmayuoHapHoOM
sneweruu 6 HI[3/] PAMH ¢ duaerozom: eunepmpoguueckas
Kapouomuonamusi, HeoOCMpYKMuUGHas gopma, 6mMopuyHasl.
Hedocmamournocms Mmumpanshoeo U mpuKycnudanbHoeo Kaa-
natos. Mexcnpedceporoe coodwerue. lunonaasus nepeueiika
aopmol. HK Ila cmenenu. boaesns [lomne. Yeposza pazeumus
cundpoma ernesanHoil cmepmu. Tumomeeanus I—II cmenenu.
Paxum [ cmenenu, nodocmpoe meuenue, nepuod pazeapa. llpo-
eedera sn3umoouazHocmura 6onesnu Ilomne (28.04. 11 2.) —
a-D-eanaxkmosudaza — 68,4 uM/me/u (nopma 26,20—93,80).
Anvgha-D-eanakmosudasza — 0,4 uM/me/u (nopma 13,00—
53,60). bema-D-eanakmosuoaza — 187,2 uM/me/u (Hopma
98,30—231,90). 3akntouenue: duaeHo3 Ha OCHOBAHUU OUOXU-
MUHECKUX UCCAe008aHUI NOOMBEPICOeH. AHaNU3 Kposu Ha op-
2aHUuecKUe amuHoayudypuU, HacreocmeeHtble amuHoayudo-
namuu U OeghpeKkmol  MUMOXOHOPUAALHO2O OKUCACHUS
amunoxucarom om 25.04.11 . ne @viasun HacredcmeeHHbIX

aMUHOAUUOONAMUIL, OpeAHUYECKUX auudypuil, deghekmoe mu-
MOXOHOPUANbHORO [3-OKUCACHUS.

IIposedero obcredosanue 6 Meduko-eenemuueckom HayH-
Hom yenmpe PAMH 29.04.11 o. 3axaouenue: npu uccredosa-
Huu eena GAA (Kucaoil o-enroxo3udasst) ObiAU 0OHAPYICEHDL
mymayuu p. Cys103Gly / c. 1030 _1039del, onucannvie 6 me-
acdynapodroil 6aze dannvix no mymauusm (CM040049).

Ilo xcusnennoim nokaszanusm pebeuky c¢ 22.08.11 e.
(¢ §-mecsiunoeo 6o3pacma) navam Kypc P3T anenroko3udasoii
o6 doze 20me/xe/ungpysus 1 pas 6 14 oueil.

CocmosiHue Ha HA4Aano AeverUs PACUEHUBANOCH KAK OYeHb
msiicenoe 3a cuem OCHO8HO20 3a001e8aHUsL, cepOedHOll Hedocma-
mounocmu. Macca mena 7200 e, pocm 68cm. Ommeuanuce
01€0HOCHb KOJICHBIX NOKPOB08, NEPUOPANbHbLEL U NEPUOpOUmMans-
Mol yuaros. Ilacmosnocms cmon. Makpoeaoccus. uggysnas
Mbluieunas eunomonusl. Jvixanue urymHoe, 8bipajdceHHas 00blul-
Ka ¢ wacmomoil ObixamenvHuixX 0suxcenuil 64/mun. Ipanuip
cepoya pacuiupensl 61€60 Ha 2cM KHAPyicU om Ae60ll cpedHe-
Karouuunol aunuu. Yacmoma cepoeurvix cokpaueruii 104/mumn.
Apmepuanvroe dasnenue, usmepenroe Ha pykax, — 80/50mm
pm. cm., Ha Hozax — 90/55mum pm. cm. Tleuenv: +3cm.

Hepeno-ncuxuueckoe pazeumue pebenka 6 6o3pacme
8 mec.: Ha ocmomp peazupyem HOPMAALHO, YAbIOAEMCL, 2YAUM
Mano; 20108y yoepiicusaem Hey8epeHHo, He NEPeaopauueaemcs.
TIpu mpaxyuu 3a pyxu epynnupyemcs caabo. Ilpu eepmukanu-
3ayuu onopel Hem. Bzensd gurcupyem, nposooum no ecem
HAanpaeneHusiM, Ha 38YK peazupyem.
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Ta6muna 2. Jannvie IxoKI nayuenma Bacuaus T. (2011—2012 ee.)

JIA, cM /maBi., MM DT. CT. 1,2/36
Aopta, cM 1,2
Ilepennsist crenka [12K, cm
K, cm 0,8
JIK, muact/cuct, MM 25/12
Dpakivst U3THAHUS 0,78
3anuss crenka JIK, cm 1,0
M2KTT/MIIIT 1,1/MIIC 3mm
JIIT, cm 1,4x1,5
IIIT, cm 2,0x 1,9
Kianassr:
MUTPaJIbHBIN 6/0, per.+1
TPUKYCTTUIATBHBII per+2+3
JA N
a0pTabHBIM per.+1
Tlepukapn N
ycc 125

1,3/27 1,2/N
1,3 1,3 1,4
0,6 0,4 0,5
0,8 0,8 0,8

24/11 28/20 31/21
0,79 0,59 0,65
1,0 0,8 0,7

1,1/MIIC 2mMm 1,0/N 1,0/N
1,6 x 1,6 1,8x2,1 1,7x2,4
2,1x2,1 1,9x2,4 2,7x1,8
6/0, per. 0 6/0, per. 0+1 0
per+1 6/0, per. 0/1 0+1
per. 0+1 per. 0+1 0+1
per.+1 per.+1+2 per.+1

N N N
125 106 94

Ilpumenanue. JIA — necounas apmepus, 112K — npaswiii aceayoouex, JIK —
Mmeducnpedceponas nepeeopodia; MIIC — mexucnpedceponoe cooowerue; JIIT —

pee. — peeypeumauus; YCC — vacmoma cepoeuHbixX COKpaujeHuil.

seeolil Hcenydouex, MKII — mexcocenydouxosas nepecopooxka; MITIT —

nesoe npedcepdue, I111 — npasoe npedcepoue; 6/0 — b6e3 ocobennocmeii;

Peberox npodonncan noaywame D3T, aeuenue no nosody
cepdeuroil HedocmamovHocmu (Korkop, mpom6o ACC, mpenman,
npedykman), MeOUKAMeHMO3HYH mepanuro no noeoody 3a0epicKu
MOMOPHORO U NCUXOPEHe8020 Pa36Umus (MUOKMAyU0, MUibeaM-
Ma, KOPMEKCUH, MEKCUO0A, NAHMO2aM), a MAKIce PUOOMYHUL,
axea /13, ypcoghanvk. Ha pone nposodumoit mepanuu 6 sozpacme
1 200a 10 mec ommeuena nonoxcumensHas OUHAMUKA: nepesopa-
YUBAeMcs, CAOUMCS U CUOUM CAMOCIOSIMENbHO, MOJICE 6CIANTb
HQ 4emBepeHbK U, YAbl0aemcst, C1e0um 630poM, eyaum, HauuUHaem
Jlenemams; npubasu 8 sece (macca meaa §Kke); noA0JICUMENbHAS
Junamura no dannoim IxoKI' (moawuna mexnciicenyoouKoeol
nepezopodku ymenvuiunace 0o 9mm, 3aduei cmenku JIK —
do 0,75¢cm, Hopmanuzoeanacs hpaxyus 8vlopoca, YyMeHbUIUAACH
pecypeumauus Ha kaananax do 0+ 1; yaywwunacs ouacmonuue-
ckas gpyuxyus JLK: VI1/V2 = 0,8/0,5 (maoa. 2).

B nacmoswee epems 6 pezyavmame 19-mecsunoii P3T
Bacuauii T. 6 6o3pacme 2 2o0a 3 mec camocmossmensHo Xooum,
2060pum omoenbHble 1084, NOABUAUCH USPOBble HABbIKU, NO-
HUumMaem 00pAWeHHYI0 peyb, ecl CamMOCMOIMENbHO N0NUCKOL.
Ho coxpanstomcs nonepxusanue, eunepcasusauus. Molueunoiii
moryc oughghysro cHuxcer. CyxodcunbHble pegaeKcol CHUNCEHDL,
bonvuue ¢ Hoe, S=D. YyscmeumenvHocms He Hapyutena. Macca
mena pebenxa 12,5ke, pocm 88cm.

1o danrvim Ixo KT moauguna muokapoa meiciceny0o4ko-
60l1 nepe2opodKu cocmagasem 7M.

3akniouenue

Ve cerogHsi MOXHO YyTBEpXIaTh, YTO Cydb0a
nauueHToB, ctpagatoimx BIT, MoxeT ObITh paguKaibHO
usMeHeHa ¢ rmomorpso O3T.
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