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Pesrome. [IpescTaBieHO KIMHIYECKOE OIIICAHME CEMEITHOTO CITyYast KIACCUYECKOI Ta/TaKTO3eMIIL. Y COMATUYeCKH 310~
POBBIX POJMTEIEl, He SB/ISIOMNXCS KPOBHBIMY POJCTBEHHUKAM, ABO€ JieTell IOTMO/IM B TIepPBBIIT MeCsL] )KU3HI. Bropomy
peGeHKy B pe3y/ibTaTe HEOHATA/IBHOTO CKPVMHITA HA TA/IAKTO3EMMIO OB OIIPe/ie/IeH TIOBBIIIEHHbI yPOBEHD 001IIel raax-
TO3BI B KPOBU. PeGeHKy OT TpeTbeil 6epeMeHHOCTI CO BTOPBIX CYTOK JKM3HM OblIa Ha3HA4YeHa (e3/1aKTO3Hasl JUeTa, YTO B
COBOKYITHOCTH C IIPOBOAMMBIM JIEYeHIIeM [I03BO/IMIIO CKOPPEKTUPOBATH COCTOSIHYIE HOBOPOXK/IEHHOTO.

KiroueBsle cioBa: Kjraccudeckasi rajlakTO3eMIsl, HeOHAT/IbHBLI CKPVHIHL, My Tal{iIL B TeHe TalakT030-1-pocdar ypu-
puntpancdepassl.

CLINICAL CASE OF CLASSICAL GALACTOSAEMIA
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Summary. The clinical description of a family case of classical galactosaemia is presented. In the healthy parents who
are not blood relatives, two children died the first month of a life. In the second child as a result of neonatal screening for
galactosaemia the raised level of galactosa in blood has been defined. The child from the third pregnancy from second days
of a life the diet without lactosa has been indicated, that in combination with the treatment allowed to correct the condition
of the newborn.

Key words: classical galactosaemia, neonatal screening, mutations in the galactose-1-phosphate uridyl transferase gene.

OnHOJ M3 Hac/IefCTBEeHHBIX Oose3Hell oOMeHa yrie-
BOJIOB SBJISIETCSl Ta/llaKTO3eMMsl. VI3BECTHO HECKOJIBKO
(depMeHTOB, Y4YaCTBYIOIMX B MeTabomM3Me TalaKTO3BL,
HedeKThl KOTOPbIX MOTYT IPUBOAUTD K KIMHWYECKUM IIPO-
sBleHMsAM 3abomeBanysa (ramakroso-1 docdar ypummi-
TpaHc(epasa, raJaKTOKMHA3a, TIaJlAKTO30-4-3MMMepasa).
lanakrodemua I Tuma, mam Kjmaccuyeckas rajaKTO3eMUs
(OMIM 230400), BO3HMKAET B IEPUOJ HOBOPOXKIEHHOCTHI
n cBsAsaHa ¢ geduumrom depmeHTa ramakroso-1 docdar
ypupuntpancdepasel (GALT3; EC 2.7.7.12), yd4acTBylo-
IIeT0 B IpeBpallleHNM raJIaKTo3bl B IMoKo3y. Hakorienne
rajlakTO3bl B KPOBY 1 MOYe IIPUBORUT K BBICOKUM BHYTPHU-
K/IeTOYHBIM KOHLeHTpauusaMm 1-¢ocdar ramakrossr (gal-
1-p), KOTOPYIO CUMTAIOT TOKCUYHON /I HECKOJIBKUX TKa-
Hell, 0COOEHHO /I IIeYeHM, MO3Ta U IoYeK [9].

Knundeckas cumnromaryka OOJIe3HM IIOSBIAETCS
BCKOPe II0CTIe IIpyeMa TPYSFHOTO MOJIOKa, IIPU 9TOM IIpeob-
NIAfIAIOT >KeMYyLOYHO-KUILIEeYHbIE M ITeYeHOYHbIE CMIITOMBI,
BKJIIOYAs OTKa3 OT IIpMeMa IUIIY, PBOTY, AUapelo, JKeTy-
xy. IToueuHo-TybynsapHas UCPYHKIMS MOXKET HapacTaTb
BIUIOTD IO TOKCMYECKOJ MOYKM. 3aiepyKKa ICUXOMOTOPHO-
rO pasBUTHUA C IpeobIaflaHNeM HMCUXNYECKO COCTABIIAIO-
IIell IPOrpeccUpyeT U MOXKeT yCYTYOIATbCA BHYTpUYepel-
HOW rurepTeHsueit, orekoM mosra. O6bpIYHO HabMomaeTcs
KaTapakTa, Pa3sBUBAMOIASACSI C MEPBBIX [AHE Xu3Hu [4].
CMepTh malMeHTa Py OTCYTCTBUM JIEYEHNUs HACTYNaeT B
TedeHe MepBbIX Hele/Ib )KM3HY Ha pOoHe eYeHOUHO U Iie-
pebpanbHOI HeOCTaTOYHOCTM, YaCTO Pa3BUBAETCS CENCHC.
HasHaueHne 6e3/1aKTO3HOI [IMeThl BBI3bIBAET perpecc pas-
BMBIINXCS KIVMHUYECKUX IPU3HAKOB [5].

Haubonee 3¢ ¢eKTNBHBIM IOAXOOM HPOPIMIAKTUKI
rajlakKTO3eMMM IIPUHATO CYUTATh HEOHATA/IbHbIN CKPUHUHT
HOBOPOX/IEHHBIX, KOTOPBIII I03BOJISAET BBISABIIATD ITOT Jie-
ekt MeTabonmM3Ma yrieBofioB. MaccoBblil HeOHATA IbHBII
CKPVHVHI HalpaB/ieH Ha IMarHOCTUKY KJIACCUYECKOil ra-
JIAKTO3eMUM B IIPECMTOMATIYECKON CTafny 3a00/IeBaHms,
II03BOJIICT CBOEBPEMEHHO Ha4yarTb JiedeHNe M NpefoTBpa-
TUTD TSDKeNyIo MHBanuausanuio [10]. B Bypatun goxnmuun-
Jyeckas JUArHOCTYKA Ta/IaKTO3eMUY Havajla IPOBOANUTHCS C
2006 roga B paMkax HanyoHaIbHOTO IPMOPUTETHOTO NPO-
eKTa «310poBbe» [2].

Yacrora KIacCMYECKOil Ta/JaKTO3eMMM CPely HOBO-

pOXJeHHBIX BapbupyeT ot 1:26000 B VMpnanpuu [15] pmo
1:400000 B kutavickout momysiuym [11] u 1:1000000 y sion-
ues [14]. Cpeguss yactoTa 3ab6omeBanns B EBpomne cocras-
nsiet 1:47000 [16]. ITo pesynbraraM CKpMHMHIA HOBOPOXK-
IeHHBIX Ha HaClIeNCTBeHHbIe 60/1e3HN 0OMeHa BellecTs 4a-
cToTa ramakrosemmy B KpacHomapckom kpae Poccmiickoit
@epepanuu coctaBmsier 1:19340 HOBOpPOX[eHHBIX [6], B
Yysarmuckoit Peciy6mnke — 1:39849 [3], Torma kak B mepu-
oxn 2006-2008 rr. cpenn 6omee 120 000 HOBOPOXX/JEHHBIX B
Pecniy6nmke baurkoprocran He pofuiIoch OONBHBIX C 3TUM
3abonesanmeM [7]. CormacHo paHHbpIM I1.B. HoBukosa
(2008), yacToTa rajmakTo3eMuM B I[€JIOM II0 CTpaHe paBHa
1:32692 [8].

AropuTM MOATBEPKAAIOLIell AMAaTHOCTUKY TalaKTo3e-
Mun I THIa BK/IIOYaeT ompeyienenne akTuBHOCTY epMeHTa
ranakro3o-1-¢ocdar ypupunrpancdepasot (GALT) B njenn-
HOJI KpOBY MM (POPMEHHBIX 3/IEeMEHTAX KPOBM M CKPVHMHT
Ha yacThle MyTaluy u nonumopdusmsl B rene GALT [1].

Mb1 IpeficTaB/IAeM ONNCaHNe KIMHINYECKOTO CIyJas ra-
nmakto3emun 1 tuma B cembe I. CBefeHna 0 KAMHMYECKUX
HPOSIBTIEHNMSAX U T€UeHUN 3a00/IeBaHysl y MAL[IeHTOB IIOMy-
YeHbl Ha OCHOBAHMM aHAIM3a MEJVIIVHCKOI JIOKYMeHTa-
uyu. Matb 1 oTer; pebeHKa COMaTUIECKM 30POBBI, KPOB-
HOE POZICTBO MEXAY COO00 OTPULIAIOT.

I[lepBast 6epeMEHHOCTD 3aKOHYM/IACH CAMOIIPOV3BOTIb-
HBIMMJ POfIaMU POXKJEHMEM ieBOYKM Maccon 4570 T mpu po-
cTe 58 cM, OLjeHeHHOII 1o uikane Arap 4 6a/ua Ha HepBoil
MMHYTe U 6 62/I/I0B Ha IATOM MUHYTe XU3HM. MaTb cocTo-
si/Ia Ha y4eTe ¢ 7 Hele/Ib OepeMEeHHOCTH, HOCUTE/IbHMLIA 111~
TOMeTaJIoBUPYCHO MHpeKIyM 1 xnamuanosa. CocrosiHue
pebeHKa IIpy POXAEHUN — CPeTHelT TSKECTU 3a CUeT Jbl-
XaTeNbHOM HEOCTAaTOYHOCTH, cuHgpoMma yrHeTeHus [IHC.
Ha 18 yac >xmsHM NpousoLUIO yXyALIEHNEe COCTOSHUA pe-
OeHKa 3a CYeT CYJOPOXKHOTO CUHAPOMA, KYIMPOBAHHOIO
Ha 4 CyTKM IPOTMBOCYHOPOXKHOI Tepamueil. Co BTOPBIX
CYTOK >XVM3HU Habmofanach KOHBIOTALMOHHAsK XenTyxa Il
CTEINEHN C MEJITIEHHbIM yracaHueM K 25 cyTkam. IIpu ynb-
TPa3BYKOBOM OOC/IELOBAHMI OPTaHOB OPIOIIHOI [IOTOCTH
narosorny He obHapy>xeHo. COCTOsIHME IeBOYKM B JiUHA-
MIKe YXyIIIMIOCh 3a cueT cuHzpoma yraetenna LTHC, oc-
noxHyuBIIerocs [IBC-cuHApOMOM 1 HapacTaHMeM MONINOP-
TaHHO HETOCTAaTOYHOCTM.
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Pebenok ymep Ha 27 cyTku >kusHu. Ilpu maramoroa-
HaTOMMYECKOM WCCIEOBAHUM OIMCAHBL: TUIOKCUYECKoe
nopakenne ITHC, mepuBeHTpUKYIApHas JIefKOMasAuA
IIPaBOTO M JIEBOTO IIOIYLIApUII TOTTOBHOTO MO3ra, o0Immp-
Hble MH(APKTBI MO3KeuKa. K 0CTIO)KHEHNsIM OCHOBHOTO 3a-
60seBaHNsI OTHECEHDL: OTEK MATKUX MO3TOBBIX 000/IOUEK 1
BeIlleCTBa TOJIOBHOTO MO3Ta; OCTPO€ BEHO3HOEe ITOTHOKPO-
BUe U AUCTpOdUIecKie M3SMEeHEeHVs] BHYTPEHHMX OPTaHOB;
reMOpparn4eckmii CMHPOM — KPOBOMS/IMAHUSA CYOIIeB-
pasibHble, B KAIICY/Iy TUMYCA, 3NMKapH, IapaHeppanbHYIO
KeTyaTKy. HeoHaTa/nbHBINM CKPUMHUHT Ha TajaKTO3EMUIO
pebeHKy He IPOBOAMIIC.

JKenuimue maHbI CrIefylomie peKOMEeHAALUMN: KOHTpa-
nenuys — 1 rofi, IIaHUpoBaHue 6epeMeHHOCTH, OTIpefere-
Hue anturen K UMBU; yunrsias I rpynny kposu — omnpe-
nenerne antuten mo ABO cucrteme, Y3V mmtoBUIHOINM XKe-
ne3bl. PekoMeHaaLMy 110 006CIeOBaHNIO U JIEYEHNIO, B TOM
YICIle CAaHALMA UTOMETaJIOBUPYCHON MHPEKINN, XKEHIIN-
HOJI He OBUIN BBITIOTHEHBI.

Ot BTOpOIt HEPEeMEHHOCTI POANIICS MATB4MK C MAcCON
4400 1, poctoM 54 cM, orjeHKa 1o mKane Arap 7 6a/UtoB Ha
IepBOJ MMUHYTe U 8 6a/IoB Ha MATOV MUHYTe >kusHu. C
TPeTbUX CYTOK JKM3HM OTMEYanoch BBIpAXEHHOe Hapac-
TaHue obujero 6maMpybuHa A0 364 MKMOJIB/N, MEYeHOU-
HbIX (epmentoB (AJIT, ACT, JIIT), neyeHsp B pa3mepe He
yBenmuueHa, xenryxa. CocTosHue peOeHKa yXyALIMIOCH
Ha 7 CyTKM 3a CYeT HapacTaHMs HEBPOIOIMYECKOM CUM-
nToMaTMKM — cuHApoMa yrHetenusa LJHC, oTmeuens! Ba-
JI0CTb, II0X0e cocaHne. CMepThb HacTymmIa Ha 9 cyTku. Ha
ayTOIICUM — BPOXJeHHBI Ppubpo3 nedeHn (BpO>KHeHHAsA
TUNepIUIa3usd BHYTPUIIEYEHOUHBIX >KETYHBIX IIPOTOKOB),
M3MEHEHNs OKPACKM CIIM3VCTBIX U CEPO3HBIX 000I0YEK J10
3eMJIMCTOTO 1[BETa, TeMOPPATMIECKUIT CUH/IPOM, OTEK MAT-
KX MO3TOBBIX 000/I0UeK U BelljeCTBa I'OIOBHOTO MO3Ta.

B pesynpraTe mpoBefileHMs HEOHATa/JbHOTO CKPMHIH-
ra Ha HacjIe[iCTBEHHble 3a00jeBaHNsA y peOeHKa BbIABIIEH
HOBBIIICHHBINI YPOBeHb 00LIell rajakro3bl — 67 MI/MIL
IToBTOpHO OIpefieNINTh YPOBEHDb 00IIell raTaKTO3bl B KPO-
BU He y#anoch. PekoMmenaumu Bpada-reHeTHKa O HeoOXo-
AMMOCTH 00C/IefloBaHMsl Ha HOCUTENIbCTBO MYTALlMil B T'eHe
GALT cympyru He BBITOTHWUIINL.

Tperbst GepeMEHHOCTb 3aKOHYM/IACh OIEPATMBHBIMU
poraMu poXkieHreM Manbuyka maccon 5480 1, pocTtom 58
CM, OILleHKa II0 IKajie Anrap 7 6a/UIoB Ha I1epBOJl MUHYTe
u 7 6a/UI0B Ha IIATO MuHyTe XusHu. Yepes 2 yaca mocie
POXXIEHN IPON3OIIIO HapacTaHMe IbIXaTeTbHO He[oCTa-
TOYHOCTM 1 IIIAHO3a, OTMEYEHBI IepUOANIeCKIe CYTOPOX-
Hble [TofiepruBaHus Aradparmsl, peb6eHOK IepeBeieH Ha UC-
KYCCTBEHHYIO BEHTU/IAINIO JIETKUX. K KOHITy IepBbIX CyTOK
JKM3HI [IbIXaTelbHasA HEeOCTATOYHOCTDb IPOTPeccupoBaa,
COXpaHANMACh apTepuanbHas TUHIOTEH3NSA C TaXMKaphuenl.
OTMeueHBl TOHMYECKVE CYOPOTY KOHEYHOCTeIt, Auadpar-
MBI, OIepKy/IApHbIe TAPOKCU3MBI, KOTOpPbIE YalTOCh KYIIN-
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poBaTh NPOTUBOCYAOPOXHON Tepammeit. C poxaeHusa y
MajIb4MKa OTMeYeH ITOTPAaHUYHBIN YpOBEeHb OMIMpPYOMHa,
KOTOPBIN HapacTaJl ¢ IIepPBBIX CYTOK, YMepeHHas IUIIOITIN-
kemus. JKuBOT 06bI4HON (GOPMBI U MATKUI, HedeHb +3,0
CM, cenesenka ysennyena Ha 1,0 cm. Ilpu ynpTpassykoBom
UCCTIElOBAHNY OPTaHOB OPIOIIHOM ITONOCTY — IepUIOp-
TanbHbI Puobpos. ITocne mpoBoxMMOIL KapAMOBOIeMIYe-
CKOJ1, IPOTMBOCYOPOKHOM M CEJaTMBHOM Tepamnuu, Kop-
PEKIVIV TUIIOITIMKeMIM, COCTOSHNUE YIydIumnaock. Ha 6 cyT-
KU MaJIBYMK CHAT C MCKYCCTBEHHON BEHTIALVIN JIETKMX U
HepeBefieH B IIeAyaTpidecKoe OT/e/eHIe.

C y4eToM HOBBILIEHHOTO YPOBH:A 001Ieli Ta/IaKTO3bI IO
pe3y/IbTaTaM HeOHATa/IbHOTO CKPMHIHTA § BTOPOTO pebeH-
Ka B JJAHHOJ1 CeMbe Bpad-TeHeTHK Ha3HAuM/I 6€3/1aKTO3HYIO
AMETy CO BTOPBIX CYTOK XXVM3HU, Ha OHE KOTOPOIl OTKIIO-
HEeHWI1 B JAHHOM IIOKa3aTeJle [0 pe3y/IbTaTaM HeOHATalb-
HOTO CKPMHMHTA Ha IaJlakKTO3eMII0 He ObUIO 0OHApY)KeHO.
B 6uonornyeckom Marepuase, HallpaBJIeHHOM B J1aboparo-
PMIO HacleICTBEHHbIX O0JIe3HelT 0OMeHa BelecTB Meuko-
TeHETNYECKOrO0 HayyHOro neHTpa Poccmiickoit Axagemun
MeIVIMHCKNX Hayk (pykoBogmrenb — k.M.H. E.IO.
3axapoBa), olpefe/ieHa aKTUBHOCTb rajakTo3o-1 ¢ocdar
ypummMaTpaHcepassl y poguTesneii n pebeHKa. Y MaIbunKa
aKTMBHOCTDb (pepMeHTa pe3KO CHIDKEHA M COCTaBJIAeT Me-
Hee 1% OT HOPMBI, y MaTepy — HIDKHAA PaHNUIIA HOPMBI,
y OTIla — HIKe HOPMAaTUBHOTO 3HadeHud. B rene GALT
nmpo6aHyia BbIsgBIeHb! yacTble MyTanuyu Q188R u K285N
B T€TEPO3UTOTHOM COCTOSHUM, OTel] ABJIAETCA HOCHUTENIeM
myTtanun K285N, mate — myTranym Q188R. Manbunky mo-
CTaBJIeH IUAaTHO3 HAaC/IeICTBeHHAA TaTaKTO3eMu, THII 1.

Cpeny M3BeCTHBIX K HAcTOAILIeMy BpeMeHM Ooree
180 pasmuuHbIx MyTanuit B reHe GALT, kapTupoBaHHOM
Ha 9pl3, ofHONM M3 CaMbIX PACIPOCTPAaHEHHBIX ABJIAETCA
Q188R [13]. Myraunsa QI188R Bosumkia B LleHTpanbHOI
EBpone okomo 20000 ner Hasap [12], Bcrpedaercs y 50-
70% OONBHBIX rajlaKTO3eMMell B MONyIALMAX EBpomsl u
Cesepnoit AMepukn [15, 16, 13]. Y 601nbHBIX ra1aKTO3eMM-
eir, mMeromyx myTtanuio QI88R B roMO3UTOTHOM COCTOA-
HYIM, IPAaKTUYECKY MOOCTBI0 OTCYTCTBYeT aKTVBHOCTD I'a-
nakto30-1 ¢ocdar ypupmunrpancdepasbl, YTO ONpenesseT
TSDKeJIble KIMHWYeCKe MposiBIeHns 6one3nn y gereit [17].

Myranua K285N BosHMK/IA IO3Xe IO CPaBHEHUIO C
myTtanueir QI88R B BocTtounoit EBpore mocime 0CHOBHBIX
eBPOIIeIICKMIT MUTpaLuil, BCTpedaeTcs y 25-40% 60MbHBIX
rajjakrosemueil. [12] u onpenesnseT BbIpaXXeHHYIO CTENlEeHb
K/IMHIYEeCKUX MpOosiBIeHni 6one3un [17].

BeposTHO, IeTy OT ABYX NpefbIAyIINX GepeMeHHOCTel
B cembe I. Tak)xe nMenu gaHHoe 3aboeBaHne. AHa/IN3 Me-
AMIVHCKON JOKyMeHTaIyy ceMby [. moKaspiBaeT HeBbICO-
Kyl MH()OPMUPOBAHHOCTb MENMIVHCKUX PAaOOTHUKOB U
IAaIVeHTOB O KIVHWYECKUX IPOABICHMAX KIaCCIIeCKON
TaJIaKTO3EMMM ¥ CYIIECTBYIOIIMX CTOXHOCTAX B K/IMHIYe-
CKOIJI AMarHOCTMKE 9TOTO COCTOAHYA.
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NEPBUYHAA CAPKOMA CEPALA

FOpuii Beesonodosuy XKenmosckuii™?, Eeeenuti Banepvesuu Ilewkos?, Onee Bumocnasosuyu Kans?,

JTrwomuna Iemposna Ipuwuna®’, Enena Bsuecnasosua Poxcanckas?®, Anexcanopa IOpvesra Cucenkosa’
(*VIpkyTcKas rocygapcTBeHHas MEAMIVHCKAs aKa/ieMys TOC/IeANIUIOMHOTO 06pa3oBaHys, peKTOp — J.M.H., Ipod.
B.B. [llnpax; *VIpKyTckast ob6nacTHas KIMHUYeCKas: 60IbHMIIA, /1. Bpad — K.M.H. ILE. lynus, VIpKyTcKuit Kapguoxupyp-
TUYeCKWIT LIeHTP, pyKoBopuTenb — A.M.H. }0.B. JKenrockmit; *VIpkyTckoe 06/1acTHOe IIaTONIOrOaHATOMMYECKOE GI0pO,
Ha4a/IbHUK OI0pO — K.M.H., foreHT JLII. IpnmmHa; ‘VIpKyTCKuit TOCYRapCTBEHHBIT MEAVIIVHCKIII YHUBEPCUTET,
pexTop — a.M.H. mpod. V1.B. Masnos)

Pesrome. IlepBrynas capkoMa cepalia JOCTAaTOUHO pefKasd MaTOMOTHA C IJIOXUM IIPOTHO30M AL SKM3HU. XMPyprudeckoe
JledeH1e 3TUX OONbHBIX IIPO/IeBAET MX XKU3HD C YIOBIETBOPUTEIbHBIM Ka4eCTBOM. [/ IMCTOMOTMYEeCKOrO BapiaHTa cap-
KOMBI HeOOXOAVIMO MMMYHO(EHOTUIIMPOBAHE, YTO B C/Iy4ae PeLuAuBa OMYX0/IN [03BONNT 6oriee 3¢ GeKTHBHO MCIOIb-

30BaTb TEPANIEBTUIECCKNE ITPOTUBOOITYXO0/I€BbIE MEPOIIPUATIA.

KnroueBsbie cmoBa: IIepBNYIHAA CapKOMa cepAlia, IMarHoCTNKa, OoIepanyAa, rMCTOIOIMIE€CKE€ BapMaHThI.

PRIMARY SARCOMA OF THE HEAT

Yu.V. Zheltovsky? E.V. Peshkov?, O.V. Kanya®, L.P. Grishina®*, E.V. Rozhanskaya®, A.Yu.Sisenkova’
('Irkutsk State Medical Academy of Continuing Education, “Irkutsk Regional Clinical Hospital,
*Irkutsk Pathoanatomical Bureau, “Irkutsk State Medical University)

Summary. Primary sarcoma of the heart is rather rare pathology resulting in grave prognosis. Surgical treatment of these
patients prolongs their life with satisfactory quality. For histological variant of sarcoma immunophenotyping is necessary, the
in the case of the tumor recurrence enables to use therapeutic antitumorae measures more efficiently.

Key words: primary sarcoma of the heart, diagnostics, operation, histological variants.

[lepBuyHBIe ONMyXOMM cepilia — pedKyue OONe3HM.
OTcyTcTBUE B cepyille aKTUBHO Ipomudepupyomyx, mpe-
JKJIe BCETO SIMTeMNaNIbHBIX TKaHeil, 00yC/IaBIMBaIOT pell-
KOCTb HEPBMYHBIX HEOIUIa3M, OCOOCHHO 3/I0KaueCTBEH-
HBIX.

PacnpocTtpanénnocts cocrasnger or 0,002 mo 0,1%
[9]. Bonee 80% omyxorneil cepAlia ABIAIOTCA HOOpOKade-
crBenHbIMM [8]. IlpepcraBuTeneM IIepBUYHBIX 3JI0Kaye-
CTBEHHBIX HEOIUIa3M fABJIAETCA CapKoOMa, BCTpedalolascs
B moboMm Bo3pacte. CapkoMa MoXkeT (popMMUPOBATbCA U3
MOOBIX KIeTOYHBIX 97IEMEHTOB CTEHOK Cepflla, 4eM OIIpe-
HersgeTcss MHOroo6pasyue eé IMCTONOIMYECKUX BapHaHTOB.
CaMBIMI pacIIpOCTPaHEHHBIMY ABJIAIOTCA: aHTMOCAPKOMA,
37I0KadecTBeHHass (ubposHass rucroumuroma, Hemuddde-
peHIpoBaHHas IleoMopdHas capkoma, ¢pubpocapkoma
U MMKcoMpHas ¢GubpocapkoMa, CHHOBMAJIbHASA CapKOMa,
numocapkoma, capkoma Kamomm [2,3,4]. IIporHos >xms-
HY TIpM 3/I0Ka4eCTBEHHBIX OIyXO/IAX cepAlia IUIoxoil [1].
DONBIIVHCTBO OONBHBIX YMUpPAeT OT HAPYIIEHWUIl TeMOnM-
HaMVKM, MHBa3MBHOTO POCTa OITyXO/IN, METaCTa30B B JIpy-
e OpraHbl. BEDKMBaeMOCTD IAIMeHTOB CO 3/I0Ka4eCTBEH-
HBIMI OITyXOJIAMU CepAlia IOC/Ie XUPYPrUIecKOro JedeHNs]
cocrasyser oT 10 go 15 mecsaues [6, 7] .OgHuM 13 Ba>KHBIX
KpUTepUeB, BIVAOIINX Ha IPOTHO3 3a00/IeBaHNA ABJIACTCA
YPOBEHb MUTOTIYECKOV aKTUBHOCTY OIyXomn [3].

ITpuBopuM HaOmofeHUe U3 COOCTBEHHON INpPaKTUKM
CITy4as IIepBUYHOI CapKOMBI CepALa.

Bonvras b., 41 eoda, nocmynuna 6 Mpxymckuil kapou-
oxupypeuueckuil yenmp I'bY3 MIOKbB 09.02.2011e. ¢ s#cano-
6amu HA 00LIWKY, CYXOUi Kaulen, INU300bt cepoyedueHus 6
nokoe. Ilosvienue memnepamypot 0o 37,2° C, cnabocmo,
NOMAUBOCMY, CHUXeHue maccol mena. Cuumaem cebs
6onvroil ¢ aszycma 2010 e.: 08a 3MU3004 NOBbIUEHUS THeM-
nepamypui 00 38°C u evuue. Ilo nosody OP3 neuunace am-
6ynamopHo, nposena Kypc aHmubakmepuanvHoll mepanuu
(uepanocnopun 2 noxoneHus) ¢ KAUHUUECKUM 3P PeKmom.
Temnepamypa HOPMANU306ANACH, HO NOABUNIUCL Bblide Ne-
peducnenHbvle Hanobbl, CeneHs 6bLPANEHHOCU KOTNOPbLX
npoepeccuposana. 3a 15 oneti 00 20cnUManu3ayuy NoA6U-
71acb 00bIUKA 68 NOKOe 8 20pU3OHMAanvHoM nonoxeruu. C
ouaznosom «Ilepsuunvlii uHMeKUYUOHHbLE IHOOKAPOUM C HO-
paxceHUueM MUMPANLHO20 KNIANAHA» 20CHUMANIUZUPOBAHA 6
CTMAUUOHAP 1O MECHY HUMENbCINBA C NOCTEOYOUUM nepe-
800om 6 Kapouoxupypeuneckuii uenmp I'bY3 OKB. Ilocne
nposedeHuss 00ueKTUHUUECK020 06CIe008AHUSL 6bINONTHEHA
mpancnuuesoonas IxoKI: eocxodauiuti omoen aopmot He
pacuwupen, mumpanvuviti kaanan (MK) — cmeopxu 3ua-
YUMenvHo ymonuervt 00 4-5 mm., noosuxcrvie. Ipaouenm
5,8 mm pm. cm., S mumpanvrozo omeepcmus 4,02 Ke6.cm.
Peeypeumayus 6 nesoe npedcepoue 3 cm. 30H 2uno-axu-
He3uu He onpedensemcs Pacuemnoe dasnenue 6 npasom
aenyoouxe 80 mm. pm. cm. Ha sxenydouxosoii nosepxto-
cru 06eux cmeopox onpedensemcs sunepaxozeHHoe oopa-
306aHUe 6e3 yemkux KoHmypos u kancynvt. Ha nepeoneii
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