H.A.Kyxens, B.A.lllyneman, I'.B.Martouius.
CJIVYAU CEMEMHON ®OPMbI IIEPBUYHOM JIETOUYHOM I'MITIEPTOHUU.
KpacHosipckas rocyiapcTBeHHass MenuinHCKas akaaemus. Kadbenpa repammm Nel.

KpaeBas 6onpau1a Ne2. KpacHosipck.

[lepBuunas neroyHas runeproHust (Oone3Hb Anp3a) MpeACcTaBisieT CcOOOM
penKoe U Majo u3ydyeHHoe 3a00JIeBaHNe, YaCTOTa BCTPEYAEMOCTH KOTOPOTO COCTABISET
0,17-2,5% ot uncna GonbHBIX ¢ 3aboneBaHusIMH cepaua u cocynos [4]. o cux mop
STHOJIOTUSI W TIaTOreHe3 3a0ojieBaHUs Majo H3ydeHbl. OmucaHbl ceMeilHbIe Cilydau
NepBUYHON JeroyHoi runepronuu [1, 4]. Ilpeanonaraercs ayrocOMHO-IOMUHAHTHBIN
TUI HaclenoBaHus 3aboneBanus [5]. Beero B mupe 1o 1984 rona onucano 14 ciydaes
cemeitHol opmbl Gonesnu Asp3a [1]. bonee mozmuue ommcanus ceMelHO (OpPMBI
3a00JIeBaHUS B OTEUYECTBEHHOH JHUTEpaType HAaMU He HaliieHbl. Benylmumu B pa3BUTUN
3a005IeBaHUsS Yy STUX OONBHBIX CUMUTAIOTCA HACIEACTBEHHBIE HAPYIICHHS] CHCTEMBI
Gubpunonm3a, nedurmra anturpomouna-lll, kodakxropa renapuna-ll [3, 6, 11, 12].
Mopdonornuecky BeIIEISIOT TPH BHUJIA MATOJIOTHH COCYAOB MPU MEPBUYHON JIETOYHOM
runepronnn. 1. IlnexcoreHHas nerounas aprepuonarus. 2. OOnuTepanus JIETOYHBIX
BeH. 3. PenuauBupyromas JserouHas TpomOosMOonus [4, 5]. CneacrtBuem
3HAUUTEIBHOTO TOBBIIICHHS IaBIICHUS B COCY/IaX MAJIOTO Kpyra SBISETCS TUIIEPTPOHs
MPaBOTO KEIyJA0UKa U MPECEPAns C MOCAEAYIOMIEeH UX auiaTalueil, a TakxKe pa3BUTUe
aTepoCKIIepo3a U JUIaTalllK JIESTOYHOM apTepuu U ee BeTBel [4, 7, 9]. B

OOJIBIIIMHCTBE CJIy4acB IICPpBUYIHA JICTOYHAA TUIICPTOHUA OUATHOCTUPYCTCH Yy KCHIIUH



B Bo3pacte 20-40 et u xapakTepu3yeTcsi HeOJaronpusTHBIM Iporao3oM. Kimaudecku
3a0oJieBaHUE MPOSIBISIETCS HapacTarollel OAbIIIKOM, runepTpoduell mpaBbIX OTIEIOB
cepaua, MpPOrpecCUpOBaHUMEM  MPABOXKEIYJOYKOBOM  HegoctatouHoctu  [10].
[TponomxuTensHOCTh TeueHUs: Ooyie3HH OObIYHO He mpeBbimaeT 5 neT. Hepenkum
UCXO0JI0M 3a00JIeBaHUsI SBJISICTCS BHE3aMHas cMepTh [8].

Hamu wnaOmionmanack cembsi, y WICHOB KOTOpOM Oblla JAMAarHOCTHPOBAHA
nepBuyHas JierouHas runeproHus. 20.12.97 B ropoackyr noaukianHuky Nel5 r.
KpacHosipcka u3 >keHCKOM KOHCyJbTalMu Oblla HampaBiieHa namnueHtka b. 20 ner ¢
OepeMeHHOCThIO CpOKOM 36 Henenb. bonbHas mpeabsaBisia kajdo0bl Ha OJBIIIKY MPU
HE3HAYUTENbHOW (U3MYECKON Harpyske, ciaabocTh, YyBCTBO cepauebueHus. U3
aHaMHe3a CTaJlo SICHO, YTO y MAalMeHTKH B Bo3pacte 24 ner ymep oreu. [IpuumHoit
cMmepTH crtana Oose3Hb Asp3a. M3 Gecenpl ¢ OOJNBHONW TakKe CTajJO U3BECTHO, YTO Y
MAIMEeHTKH MMeeTcs Muaamuii Opat 16 5eT, KOTOpblii BO BpeMsl 3aHITHA CIOPTOM
MoTepsuI CO3HaHUe, MpH oOcnenoBannu B KpaeBoil kiamHuueckoi 6ompHUIE Nel Oblia
JMarHOCTHPOBaHa MepBUYHAs JIeroyHas TuneptToHus. [lepBuynas gerouHas TMIEPTOHUS
y HNallMEHTKH paHee He AUarHOCTUPOBANIACH. IIpy  OOBEKTUBHOM  OCMOTDE;
oOpamianu BHHMaHME OJEIHOCTh KOXXHBIX MOKPOBOB, IIMAaHO3 HOCOTYOHOIO
TpEeyroyibHUKA. J[pIXaHue Be3UKYJsIpHOE, XpUrnoB HeT. [lepkyTopHO rpaHUIBl cepjua
pacmupensl BripaBo. Tousl cepana putmudnabie, YCC 98 B munyTy, akieHt |l-ro Tona
Ha JIETOYHOM apTepuu, CUCTOJMYECKUA IIyM B MECT€ MPOEKIMU TPEXCTBOPUYATOTO
KJanaHa, ycunauBaromuiicss Ha Baoxe. AJ[ 110/70 mm pt cr. )KuBoT npu nanpnanuu

Mk 6e30one3neHHbI. [leyens He nanenupyercs. Ha OKI': cunycoBas Taxukapaus



10 100 y/MuH., 37eKTpUYECKasi OCh CepAlla 3HAYUTENIbHO OTKJIOHEHA BIPaBO, MPU3HAKU
runeprpodun U Tmeperpy3Ku IMpaBbix otTaenoB cepaua (cM. puc 1). IlpoBenena
sxokapauorpadpus (ua ammapate “Aloka-630” 8 M u B pexume): mojocth IpaBoro
JKeNyo4Ka paciupena a0 3,6 cM., runeptpodus CTeHKH IpaBoro xemyaouka go 0,9
CM., OIpeAeNseTcss MapaJoKCalbHOE IBM)KCHHE MEXOKETYIOYKOBOM MEperopoiku B
CHUCTOJy, TUjaTalus IpaBoro mpeacepausi, CTBOJ JISTOYHOW apTepUH paclIupeH 1o 2,6
CM., MEXOKEITYIOYKOBask U MEXIIPEACEepAHAas MEePEeropoku BU3YATM3UPYIOTCS HA BCEM
MPOTSKEHUH, CTBOPKU aTPUOBEHTPUKYISPHBIX KIIAllaHOB, AOPTAJbHOTO W KJamaHa
JITOYHOM apTepuu TOHKHE MOJBMKHBIe 0e3 BUAUMOI natonoruu. B suBape 1997 roxa
ManueHTKa Obljla TOCHUTAIM3UPOBaHA B TOPOJCKON ponuiabHBIA oM NeS, rie poauia
no4yb. B mocneponoBoM mepHOAE COCTOSHUE OONBHOM yXYIIIMIOCH: YCHIMJIACh
OJIBIIIIKA, CTAJW HApacTaTh SIBICHUS MPaBOXKEIyI04YKOBOM HenocraTouyHocTH. 28.01.97
r. 3auKCcUpoBaHa BHe3amHas cMepTh. llaromoroaHaTOMUYeCKUd TuarHo3: OOJE3Hb
Absp3a (mepBUYHAs JeroyHas TUNEpPTOHUs): (UOpO3HAs AMUCIUIA3Hs JOJEBBIX BETBEH
JIETOYHON apTepHM C CY)KEHHEM UX MPOCBETa, aTEPOCKIEPO3 M JUJIaTalMsl JIETOYHOM
apTepuu W BHYTPUOPTaHHBIX BETBel, rumepTpoust M IuiIaTalMs IMpaBbIX OTAEIOB
cepAla, OTHOCHTEIbHAas HEJOCTATOYHOCTh TPEXCTBOPYATOrO M KJalaHa JIErOYHOU
apTepuu.

12.04.98. r. ocmoTpeH Opar manueHTku 16 ner. [{luaHo3 KOXXKHBIX MOKpPOBOB,
OJIBIIIKA MTPU (PU3NUECKON Harpys3Kke. I paHuIIbl JIETKUX NMEPKYTOPHO He u3MeHeHbl. [1pu
ayCKyJIbTAllMM JIbIXaHWE BE3UKYJSAPHOE, XPUIOB HET. I'paHMIBI cep/la pacuiipeHbl

BIIpaBO, aKCHT Il ToHa Ha neroyHo apTeprun CUCTOJMYECKUI ITyM BIOJIb JICBOT'O Kpas



rpymunbl. AJl 120/70 mm pt cT. JKUBOT npu manbHanuu MsTKUH, 0€300J1e3HECHHBIN.
[Teuens He manmpnupyercs. [lo maHHBIM 2IeKTpoKapauorpadum: CUHYCOBBIA puT™M 80
y/MHUH., 3JEKTpUYECKass OCh Cepjlla OTKJIOHEHA BIPaBO, NPU3HAKU TUNEPTPOdUU
paBoro xenynouka (cM. puc. 2). [lo nanHpiM X0okapauorpaduu: auiatanus npaBoro
xKenynouka a0 3,4 cM., runeptpodus CTeHKU mpaBoro xenynouka 0,9 oM., gunatanus
neroyHoit aprepuu 10 3,0 cM., MEXKIKEIYIOUKOBAsE U MEKIIPEACEp/IHAs MEPErOPOAKU
BU3YAIM3UPYIOTCS TIOJHOCTHIO, KIamaHHBIA anmapaT Oe3 maronoruud. B Kpaeoii
KiuHU4eckor OonbHuile Nel Obla mpou3BeleHa KaTeTepu3aldsl MPaBbIX M JIEBBIX
oTneNnoB cepana. JlaHHble KaTeTepu3aluu (CUCTOIMYECKOe/IHAcTONMYECKOe 1aBlIeHUE,
MM.pT.cT.). IIpaBoe mpencepaue 6/0, mpaBeiii xemymodek 117/4, nmerouHas aprepus
112/64, neBwiit xemymouexk 117/2, aopra 114/40, neBoe mnpeacepaue 9/4.
Pentrenorpacdus nerkux: yBeandeHue MpaBbIX OTIEIOB cepAla. Pe3ko yBennueHa ayra
JErOYHOM apTepu MO JIEBOMY KOHTYpYy cepauna. KopHM Jerkux pacuiMpeHsl.
OObenHeHre JIETOYHOTO PUCYHKA NepUupEepUdecKuX OTHENOB JIETKUX ¢ O0OMX CTOpPOH.
@DyHKIMS BHEIIHETO JAbIXaHUs MO IaHHBIM CIUPOMETPUHU HE HapyLIEHa.

Y HOBOpPOXIEHHOW JAEBOYKM B TEYEHUE 1-TO roja >XU3HU OTKIOHEHUH B
Pa3BUTHHU U MATOJIOTHUH CO CTOPOHBI CEPJIEUHO-COCYIUCTON CHCTEMBI HE HAaOII0Ja0Ch.

Takum o00pa3oM, NpeacTaBIEHHBIH NpuUMep ceMelHOW (OopMbl TEPBUUYHOM
JITOYHON THUNEPTOHHHM HACUMTHIBAJ JIBYX YIIEHOB CeMbU (KPOBHBIE OpaT W cecTpa),
XapaKTepU30BAJICS  3JI0KAYECTBEHHBIM, OBICTPO MPOTPECCUPYIOIIMM TEYEHHEM U
paHHel cMepTHOCTBIO. Kak cienyer u3 aHamHe3a NMPUYMHOM CMEPTHU OTILA OMMCAHHBIX

MalUCHTOB TAaKKC ITOCIIYXKUIIA 00J1e3Hb A3p3a. HOBTOMY B JaHHOM CJIy4yac, KaKk U B



OTNMCAHHBIX paHee, HEeNb3s MCKIYUTh ayTOCOMHO-JIOMHWHAHTHBIA THIT HAcJeAOBaHUS
MEePBUYHON JIeroyHOW rurnepToHud. HeoOxomumo nanpHeiiee HaOMIOJCHHUE IS

YTOUHCHUA SaKOHOMepHOCTCfI HacjI€JOBaHUs JaHHOI'O 3I0KAa4Y€CTBECHHOI'O 3a00y1eBaHus.
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