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I[IpencTaBieHO KIMHIYIECKOE HAOMIOfEHIIE BPOX/AEHHOTO OY/ITIE3HOTO SMUEPMOIIN3a Y HOBOPOXKAEHHOTO pebenka. OcobeH-
HOCTBIO JJAHHOTO C/Ty4asi sIB/ISIETCA OC/IOKHEHHOE TedeHIe 9TOT0 CHHAPOMA Y HOBOPOXKIEHHOTO Ha (OHe BPOXKIAEHHOII repiie-
TUYeCKOIT MH(EKINYU ¥ TMIOKCUYEeCKOT0 IIOPaKeH s LIeHTPaIbHOI HEPBHOII CHCTeMBL. B HacTosIee BpeMs sTHOIATOreHe T Ye-
CKOe JIeueHNe OONbHBIX BPOXK/IEHHBIM OY/ITIe3HBIM SINIECPMO/II30M OTCYTCTBYET, a BCe CYIIECTBYIONINE METOMbI TeYeHMsI 9TUX
6O/bHBIX ABMAIOTCA NAJUTMATVBHBIMU. B JTaHHOM Hab/TIOfleHNM OTMEYEeHO 3HAYNTeTbHOE KIMHIYeCKoe ylydlleHne y pebeHKa.

Kniouesvie cno6a: BpOXKAEHHDI OyIIE€3HBINIANNIEPMO/N3, HOBOPOXK/ICHHDIE, TUMIIOKCUYECKOe MOpaKeHue LeHTPaIbHOI
HEPBHOJI CHCTEMBI, BPOXKAEHHAs repleTidecKas NHPeKIus.
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A CASE OF THE HEREDITARY EPIDERMOLYSIS
BULLOSA IN A NEWBORN CHILD
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We want to present a case of the hereditary epidermolysis bullosain a newborn child. The peculiarity of this case is the
complicated clinical course of this syndrome in a newborn child generated by congenital herpes infectionsand hypoxic affections
of the central nervous system. Today there are no ethiopathogenetic treatment methods for treating hereditary epidermolysis
bullosa. All available treatment methods are symptomatic and are mainly aimed at patient care.
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POXZeHHBII OymmesHblt snupgepmonus (B3I)

IpefcTaBasieT coboil TPYIIY HACTe[CTBEHHBIX

3a60/IeBaHNIT I XapPAKTEPU3YETCSI CKIIOHHOCTHIO
K 00pasoBaHUIO MHTpPa- WIN CyOepManbHBIXITy3bIpell Ha
KOXe U CIMSUCTBIX 000I0YKaX, IPEUMYIIeCTBEHHO B Me-
CTaX HE3HAYMTETbHON MEXAHNMYECKON TPaBMbI, BO3HUKA-
IOIIMX B Pe3y/IbTaTe HapyIICHN MEXK/IeTOUHBIX CBA3el B
smugepMuce, 1160 B3OHE [[epPMO-3MUAEPMATbHOIO COENU-
Henus [1, 2].

B nepuoze HOBOPOXXIEHHOCTH BBIABIIAIOT CIeAyIoOIIye 4
OCHOBHBIE KIMHIYeCKMe (POPMBI:

IIpocToit BpOX/IEHHBIII Oy/IIE3HBIN AMMAEPMOIN3 Xa-
PaKTepM3yeTCcs TOABIEHUEM C POXKHEHNA TOHKOCTEHHBIX
Iy3bIpell C CEPO3HBIM, CEPO3HO-THOMHBIM WM IeMOoppa-
IUYEeCKUM COEPXKMMBIM Ha BUUMO 3JOPOBOI Koxe. JIyis
6ONBIIMHCTBA HOBOPOXKAEHHBIX IIEPBBIM TPaBMUPYIOILUM
(bakTOpOM SABIAETCS CaM IPOLeCC POJOB, B pe3yIbTaTe
KOTOPOTO Ha KOXKe, KOTOpasi TeCHO COIpPUKACAIach C Po-
TOBBIMM HYTSAMU, BOSHMKAIOT BbIchimanus. Cumnrom Hu-
KOJIbCKOTO — OTpuIlarelbHblt. CIM3UCTbIE MOPAXKAIOTCH
KpallHe PefKO, HO Iy3BIPM MOTYT BO3SHMKATh BOKPYT pTa.
VismeHeHMiT BOIOC 11 HOTTel 0OBIYHO HeT. ITocme BCKpBITHA
Iy3bIpelt 3aXXUBIIEHE 9PO3Uil TPOUCXOAUT 6e3 aTpodun u
PYOILIOB, XOTSI MOXXET OCTAThCsI HeOOIbIIAsT IUTMEHTAIA.
[Tpu Bcex BapmaHTax mpocrtoro b3 obiiee cocrosHme nie-
Teil He HapYIIEHO, [U39MOPIOTeHeTIYeCKe CTUTMBI 1 IO~
POKM Pa3BUTHsI BHYTPEHHNX OPTAHOB HE XapPaKTEPHBIL.

IMnepnactudecknit fUCTpoUUecKuit BpPOXKILEHHBIN
Oy/17Ie3HDbIT SMUIEPMONN3 BBIABISAETCS TaKXKe yXKe IIpH
POX/IeHNN WM B IepBble JHU KM3HM. JlOKamm3arus Iy-
3bIpell Ta Xe, YTO U Ipu mpoctoM b, HO sposum mocie
BCKPBITHSI Iy3bIpell 3aXuBalT ¢ 06pasoBaHueM pyOIOB,
MHOT/Ia KeJIOWHOTO Xapakrepa, arpodueit Koxu. Y 80%
6ONIbHBIX U3MEHAITCA HOTTH, OTMeYaeTCsA AUCTPpOodus 3y-
60B, TUIEPTPUXO3, UXTUO3HbIE yyacTKu. [loTupaHue 3x0-
POBOJ KOXXM MOXET COIPOBOXKAATHCS OTCAOMKON 3nujiep-
MIICca OT JiepMbI (M0oXHBII cumniTtoM Hukonbckoro). Obmiee
cocTosiHNe GOMbHBIX U UX (U3NIECKOe pa3BUTUE HE HAPY-
meHsl. Teuenue 6onesun mobpokauecTBeHHOE ¢ 060CTpe-
HIeM B JIeTHee BpeMsd, B 3VIMHee BpeMsA — IOJ BIMAHMEM
M36BITOYHOrO Terta (ropsiyas BaHHA, TeIlast OfeXxna, 06-
yBb). K mogpocTkoBoMy Bo3pacTy mposiBieHust 6oae3Hn
ocmabeBalor.

Jlera/npHbBII  3/10KQYeCTBEHHBII BPOXXIEHHBIN OyII-
JIe3HBIN  9muepMonu3 (IMOMUAUCIUIACTIYECKAST AUCTPO-
¢uueckas ¢opma Iepnmrna). Hacnemyercs mo ayrocom-
HO-PEeL[eCCUBHOMY THUIIy M TIPOSBIACTCA IIPU POXKIECHUN
006pasoBaHMEM PACHPOCTPAHEHHBIX TeMOPPATMIECKUX
Iy3bIpell Ha BOJIOCHCTOI YacTU TONOBBI, BOKPYT PTa, Ha
16y, tTynosumie. IIysplpyt MOTYT CIMBATbCA, HO MOCIE UX
BCKPBITHSI 9PO3UN He SIUTENTU3NPYIOTCS, KpoBoTodart. [To-
ClIe 3aKMBJIEHUA SA3BOYEK obOpasyeTcsa pyO6IlOBas TKaHb,
KOTOpasi MOXET OTPAaHMYMBATH MOABIDKHOCTb CYCTABOB.
Cumnrom Hukonbckoro — momoxurtenbHbl. [Ipn ganHOM
dbopme 6ynnE€sHOrOSMUIEPMONN3a YaCTO HabMOgaeTCA He-
KPOTU3MPOBaHNUe TKaHell i CaMOIIPON3BOIbHbIE OTTOPIKe-
HUe 4JacTell Tena, Jalle Bcero, ¢paaaHr nanblies. [lornbaroT
IeTy OOBIYHO B TeYEeHME MEePBBLIX TPeX MecsAlleB XXU3HU OT
cemcuca.

PenjeccuBHast puctpodudeckas GopMa BpPOXKAEHHOTO
OynnesHoro snuaepmornusa (Bapuant Xamropuey-CumeH-
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ca). BolaBndercsa yxe Npu pOXJEHUM HaIMIUEeM TeMop-
parnmuecKux IyssIpeit M OONBIINX YIACTKOB OOHA>KEHHOII
koxu. Ilyselpy pacronaraloTcs Ha BCeX ydYacTKax Tena
(qamre Ha ATOAUIAX, CTOIAX, IOMATKAX, TOKTSIX), IOCIE 3a-
JKUBJICHN 9pO3UIT 00Pa3ylTCsa KeMOUgHbIe PYyOIbI, mpu-
BOJSIME K KOHTPAKTypaM, AeIUTMEeHTAlUN VIN HUTMeH-
Tanyy. XapakTepHo 06pasoBaHMe MENKMUX KIUCT B 06/1acTu
pyOuoB, medopmanus HOITEBBIX IUIACTMHOK KUCTeH W
CTOII, aTpodMs KOHI[eBBIX (ha/laHT, IOpaXKeHUe CIU3UCTHIX
(monocTy pTa, I71a3, TOPTAHMU, IJIOTKU C Pa3BUTHEM Kepa-
TUTa, CTEHO30B TopTaHy 1 nuiesopa). Cumnrom Hukons-
CKOT'O IIOJIOXKUTENbHbIN. YacThl A1M33MOpHMOTreHeTHYeCcKIe
CTUTI'MBI VU TTOPOKY PasBUTHA BHYTPEHHMX OPTaHOB, 3a-
fepKa (U3NIECKOTO PasBUTHs, B HA/TbHENIIeM ANUCTO-
¢dus 3y60B. V3-3a mopaskeHUI OOMIMPHBIX YIACTKOB KOXMI
U MIMEIOIErocsi UMMYHOREe(DUINTA JEeTH 4aCTO IEePEHOCIT
6akTepuanbHble MHQEKIMYU, OT KOTOPBIX YMUPAIOT Yalle B
IIKO/IBHOM BO3pacTe.

OTHOMAaTOTeHETUYECKOTO JIeYeHNsI BPOXKIAEHHOTO 6yII-
JIE3HOTO SMMepMONN3a B HACTOsAIIee BpeMsA He CYIeCTBY-
eT. Bce BpaueOHbIe MEPOTIPUATHA ABJIAIOTCA Ma//INATUBHBI -
MII I B IIEPBYI0 OYepefb HallpaB/IeHbl Ha IPEJOTBpAlleHIe
BO3HUKHOBEHNS TPaBM U, KaK UX C/IE[CTBMA, IIy3BbIpeit,
IOCPEACTBOM TOAO0pa ONTMMATIBHOIO YXOAa3a KOXel 1
HOpa>KeHHBIMU TTOBEPXHOCTAMIA.

ITanueHTBl ¢ BPOXJEHHBIM OY/I/IE3HBIM 3MNUAEPMOJIN-
30M HY>KHAIOTCs B aKTUBHOM JJMHAMUYECKOM HaOMIOfeHNI
U JIeYeHN N HETOJIbKO Yy Bpadeli-1epMaToIOroB, HO U Y APY-
TUX CHEIMaNNCTOB, TAKUX KaK XMPYPIM, UMMYHOJIOTH, Ta-
CTPOSHTEPOJIOTH, TIeANaTpPbl, opTansmororn [3,4,5,6,7].

Knunuyeckoe HaGnoxeHye 6yIe3HOr0 SNMNAEPMOIN3a

JleBouka poamiach OT Marepu 29 JeT, CTpajaroliei
aHTHOIIATHUEl COCYHOB CETYAaTKM, BEpTeOPOTeHHOI JIIOM-
6anrueit, aHeMueil, C OTATOLEHHBIM aKYIIEPCKO-TUHEKO-
JIOTMYeCKMM aHaMHe30M, OT TpeTbeit 6epemenHoctu (1 —
HepasBUBAWINAsAC, 2 - pe6EHOK 300POB, 3 - HACTOAMIAS),
mporekaBlleil Ha GpoHe yrpossl camoabopra B 8-10 Hefenb
(oTcmolika IUIOZHOTO Alna ¢ popMuUpoBaHUEM PeTPOXo-
pMAaTbHOI reMaTOMBI), XPOHIYECKOII (eToIIaneHTapHOol
HEJOCTAaTOYHOCTH, C HU3KOI IIalleHTalueil, MaJToBOM-
eM, XpOHMYeCKONl BHYTPUYTPOOHOJN TMIOKCHEN IJIOKA.
Popnpl BTOpble cpouHble, B CpoKe recrauumu 40 Hepmenb, €
KpaeBbIM IpefieXXaHueM InaneHTol. IIpu poxpenun or-
MeJanoch CpefHETsHKENIOe COCTOsiHMe, OOBMTME IIyIOo-
BUHBI BOKPYT meu, Macca tena 3100 r, oleHKa o mkajsue
Amnrap 7-7 6amnoB. BeIsABAAINCD YMepeHHBIE IPOSIBIEHNUS
IBIXaTeTbHONM HEeJOCTaTOYHOCTY, HEBPONIOTMYECKAsA CUM-
NITOMATUKa, a TaKXXe OTEYHOCTH JIEBOW M NMPaBOM KUCTU
(Tpoduueckue HapyleHUs ¢ Oy/amIaMy, HallOTHEHHBIMMU
CEPO3HBIM COJEPXKUMBIM, C Y4YaCTKaMy SNULEPMONN3a U
HEKPO3a, C YeTKOil JeMapKalIOHHON NMHUeEN, HEKPO30M
HOrTeBBIX (ananr). B cBsasu ¢ atuMm pebeHOK B BO3pac-
Te JIBYX CYTOK OBIT KOHCY/IBTMPOBAH PeaHMMAaTOIOTOM U
nepesefieH B APO HIVMAIIa ¢ fuarHo30M BpOXXAEHHBIN
Oy/IIe3HBINT SNMUAEePMONN3, TUIePIIACTUYeCcKas, JUCTPO-
¢duueckas popma.

B ormenenmn peaHmManuu pe6GeHOK HaXOAM/ICA JIBOE
CYTOK, a 3aTeM OB IIepeBefieH B OTAe/ICHe IaTONOT MY HO-
BOPOXX/JIEHHBIX B COCTOSHUM CPeJHEN TAXKECTU: Macca Tena
2856 1 (puc. 1).
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Pucynok 1.

ITpoBenenHoe 00OC/enOBaHME BBIABIIO CIEAYIOLINE pe-
3y/IbTATHI:

1.

»

10.

11.

12.

13.

14.

Ne 2

OAK: 9p-4,96x1012/n, HB-174 1/n, IB.11.- 1,05, Jleiik-
11,8x109/m,Tp- 291x109/m1, 3-1%, B- 0%,

10-0%, I1- 6%, C- 53 %, JI- 31 %, M- 9%

OAM: 6e3 maronorun.

broxmnMmdeckoe ucciefopanne KpoBy U NCC/IEOBAaHNE
CHCTeMBI reMoCTasa: 6e3 0cobeHHOCTEI.

AHanus Kaja Ha KUIIEYHYIO ITPYIIILYy: IATOTe€HHbIE SHTe-
pobakrepun He OGHAPY>KEHBL.

IToceB cmpIBa M3 3eBa M HOCa Ha QIOPy U 4yB-
CTBUTENBHOCTb K  aHTMOmorukam:  104KOE/mn
Staphylococcushaemolyticus.

AHamu3 KpOBM Ha CTepWIBHOCTb: MMKpodropa u
IPOXKKETIONOOHbIE TPUOBI He BbITEICHBDL.

[P xpoBu, mkBopa, Mounu: obHapyxena JTHK Bupy-
carepmeca 6 Tuma.

MHdeKkunoHHasA MMMYHOAMArHOCTMKA: CyMMapHbIe
anTturena K Treponimapallidum ne 06Hapy>KeHBI.

HCI: npusHaky He3penocTyu romopHoro mosra. Cre-
Ba B 00/1aCTM TamaMyca JOLUPYeTCATUIIePIXOTeHHBII
y4acToK 4,6 MMX5,1 MM, B IPOEKIIMM TeJa JIEBOTO 60-
KOBOTO JKeTy[J04Ka - CyOaNeH/[MabHas IICEBIOKICTA
2,4 mMx 3,6 mM. CripaBa B 06mactu Tena 60KOBOTO JKe-
JyJOYKa TUIIePIXOTeHHbIN yJacToK 3X7,5 MM. OTMeua-
1oTcs an¢y3HbIe ITMIOKCUYECKN-UIIeMITYecKIe M3Me-
HeHMs TapeHXMMbI TOTIOBHOTO MO3ra. BeHO3HbIT OTTOK
He 3aTPy/IHeH.

OxoKI: cokparutenpHas CHOCOOHOCTb MMOKapfa Co-
XpaHeHa.

Y3/ opraHoB GPIOLIHOI TOTOCTI: TOKETYLOTHASI JKe-
J1e3a, celie3eHKa, OYKY 0e3 aTONIOorNN.
TpanckpaHuanbHasg —fomnmeporpadus: KOCBEHHbIE
IPU3HAKM YMEPEHHOV BHYTPUYEPENHONM IMIIEPTEH3UN
MOCTTUIOKCUYECKI-TeMOPPAarnIecKoro TreHe3a B CTa-
Iuy CyOKOMITEHCAIINL.

KoHcynpranus HeBpojiora: IepuHaTalbHOE IOpake-
Hre IJHC rumokcmdyeckm WMIIEeMIYecKOTO U TeMOop-

2016

parmdyeckoro (IBYCTOpOHHee IIepPUMBEHTPUKY/IAPHOE
KpoBOM3/IMsSAHME | cTeneHN) reHesa, CUHPOM HEpBHO-
pedIieKTOpHOIT BO36YIMMOCTY ¥ BereTo-BUCIepalb-
HOIT IUCHYHKIUIL.

15. KoHCy/mbTanyss OKy/IMCTa: aHIMOIIATHA CeTYaTKy, I cTe-
TIEHN.

16. KoHcynbTanm: reHeTHKA U JIepMaTOJIOTa: BPOXKIE€HHbIN
6yI11e3HBIIT STINEPMONN3.

17. KoHcynbTamms AeTCKOTO XMPypra: COCTOsIHME pebeH-
Ka TsDKeloe, 00YC/IOB/IEHO OCHOBHBIM 3a00JIeBaHMEM
(6ynne3HbIM 3nusIepMOIN30M). JIOKa/IbHO: Ha TBIIBHON
TIOBEPXHOCTH TIPaBOil KUCTU M HIDKHEN TpeTu Ipen-
Ijieybsl YIaCTOK CYyXOro HeKposa pasmepamu 3,5 X 3
cM. OTMedaeTcs BbIpakeHHas mmemus 1I-V manmbies
IIpaBoOi KUCTH, OTHenAeMoro HeT. Ha MoMeHT ocMoTpa
B XUPYPTUYECKOM JIEYEHUN He HYXK/TaeTCH.

18. KoHCynmbTanms cepfieqHO-COCYAUCTOTO XMPypra: My/b-
calMsA Ha apTepyAX Npefneynil oTuyeTnnpasd. JJaHHbIX
3a apTepUa/IbHbII M BEHO3HBIII TPOMO03 COCYIOB BEpX-
HeJl KOHEYHOCTH HET.

19. PenTreHomorndeckoe o6cmefoBane MpaBoil BepxXHel
KOHEYHOCTH: OTCYTCTBME KOCTHO-JJ€CTPYKTUBHBIX M3-
MEHEHUI B Hell.

20. KoHcynmpranusa opromefa: pyOL[oBble KOHTPAKTYpPBI
[aJIbLeB MPaBOIl KUCTY Ha (OHe Oy/I/Ie3HOro Snuaep-
MOTN3a.

21. KoHcynpTanus 3aBefyIoLIEro 0>KOTOBBIM OT/eTIEHIEM:
paHa B CTafiuM OYMIIEHUsA OT HEKPOTU3MPOBAHHBIX
TKaHel, CHOHTAaHHOM SNNUTenn3auun. BocnanurenbHo
peakInyu OKpy)KaloluX TKaHell HeT. Pana o6paborana
aHTucenTukoMm. IToBsAsKa c 1eBOMEKOIEM.

Taxum o6pasoM, yKe IpU pOKAEHMM y peOEHKA OTMe-
Yajlacb OT€YHOCTDb NPABOI KMCTYU C yYacTKaMy HapyIUIeHMs
TpoduKy 06enx BepXHMX KOHEYHOCTel, Oy/lraMu, Hamos-
HEHHBIMU CBETJION CEPO3HONM >XUJKOCTDIO, YYaCTKAMM SIIN-
IepMonu3a 06enxX BepXHUX KOHEYHOCTelT, OoIblle cIipaBa B
061acTy KMCTelt, HeKpo3 HOTTeBbIX (pamanr. Ha ocHoBaHMn
K/IMHIKO-Tab0pPaTOPHOrO MCC/IefOBaHmsl pe6GEHKy OblT ITo-
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CTaB/ICHOCHOBHOI KIIMHNYECKWIT IIaTHO3 BPOXKIEHHBI OyI-
JIe3HBIIl SMMAEPMONN3, TUIEPIUIACTUYecKas, AUCTpodude-
ckas popma.

22. ConmyTCTByIOIIMII [UarHo3: MHQeKuus, BbI3BaHHAS
BUPYCOM Teplieca 6 THUIA, CpefHe-TsDKenas ¢opMa.
ITepunaranpHoe mopaxkerne [JHC II cremenu rumoxk-
cnyecku-nimemmdeckoro (II cremenn) u remopparude-
CKOro (IBYCTOpPOHHee IepUBEHTPUKY/LIPHOE KPOBO-
U3MUAHNE) TeHe3a, CUHAPOM HEPBHO-pedIeKTOPHOI
BO30YAMMOCTH 1 BETeTO-BUCIEPAIbHOI TUCHYHKLIUIL
Dynxunonypyomas ¢eTanpHas KOMMYHUKALUA: OT-
KPBITO€ OBAaTIbHOE OKHO. KOHBIOHKTHBUT HOBOPOXKEH-
HOTO.

23. OcnoxxHeHne: pyb1I0Bble KOHTPAKTYPHI MajIbLieB Ipa-
BOJI KUCTH.

B orpmenenun pe6EHKY OBUIO IpOBELEHO CiIeAyolee

JledeHNe: [e3MHTOKCUKAIMOHHAs, aHTUOaKTepuaabHas I
MPOTUBOBUPYCHAsA Tepamnusd, BBeleHMe BHYTPUBEHHBIX VM-
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MYHOITIOOY/IMHOB, CTabMIN3aTOPOB KIETOYHBIX MeMOpaH,
MeTabOoIMIeCKNX, HOOTPOIHBIX ¥ AHTMATPETaHTHBIX IIpera-
paroB. Taxke IpUMEHAINCh S3HTEPAIBHO IJIIOKOKOPTUKOCTe-
poupst 6udumymobaKTepyH, cabCcUMIIIEKC, cImyMusaH. Mect-
Has Tepamus — Mas3b IeBOMEKO/b, TAHTEHOJL.

Ha ¢one nposopymMoit Tepanuy pe6GeHOK cTal aKTUBHee,
yBeM4MICS 06beM CIIOHTAHHOI JIBUTaTeIbHON aKTUBHOCTH,
BOCCTaHOBIINCDH PedeKChl HOBOPOXXAEHHOTO. PebeHOK cTa-
6mIpHO pMOAB/IST B Macce, Macca mpy BbImucke — 4194,0
(+1200r 3a 40 nHeit Tevenns B craunonape). Ho coxpausnmco
YJ4acTKM HEeKpo3a KOXI B OOIaCTU THUIBHOI MTOBEPXHOCT
IIPaBOJl KUCTY, CrubaTe/bHas KOHTPAKTypa MalblieB IpaBoil
KUCTHU, UMEJICA CTPYI KOPUYHEBOTO I[BeTa Ha TBUIBHOM IO-
BEPXHOCTM HPABOIl KUCTU pasMepoM 2,5 X 2,5 cMm. PebeHok
BBIIIVICAaH B YIOBJIETBOPUTEIBHOM COCTOSHUM C peKOMeH[a-
IUAMM IPOBeleHMsA NepeBA3OK IPaBOM KUCTYU Kaxjble 48
4acoB, 4epefys BOLOPACTBOPMUMbIE Masy (1I€BOMEKONb, 5%
IMOKCUIVMHOBYIO Ma3b).
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