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HACAEACTBEHHBIE HAPYLLEHUSA COEAMHUTEAbHOW TKAHM
KAK NPUYMHA BHE3ANMHOW CMEPTU AETEW, NOAPOCTKOB
1 AUL, MOAOAOI0 BO3PACTA

B cmamve na ocnosanuu uzyuenuss cneyuanbHOU KIUHUYECKOU MEOUYUHCKOU TUMepamypbol
npuUBeOdeHbl C8eO0CHUS O HAPYICHBIX U BUCYEPATILHBIX OUCMOPPUAX, 00YCI08TEHHBIX HACIEOCTNEEH-
HOIMU U MHO20AKMOPHBIMU HAPYUEHUAMU COCOUHUMENbHOU MKAHU, 00 OCHOBHBIX MEeXAHUIMAX
HACMYNIeHUsl 6HEe3aNHOU cepOeyHoll cmepmu demetl, NOOPOCMKO8 U JuY MOI00020 603PACHIA.
Juaenocmuposannvle 1ubO He pacno3HaHHbIe NPU HCUSHU Y HEKOMOPBIX UHOUBUOYYMOB OAHHO20
603PACMHO20 UHMEPBANA MOPDODYHKYUOHATbHBIE USMEHEHUsT NPEeUMYUJECMBEHHO CO CIMOPOHDbL
CEPOUHO-COCYOUCTOLL CUCTEMbl NPU ONPEOETeHHbIX YCA0GUIX CHOCOOHbI NPUBECHIU K CKOPONO-
cmudicHoU cmepmu. B nacmosiwyee epems 6 npakmuyeckoll IKCnepmuol pabome omcymcmeyem
OUHDBLIL MeMOO0N02ULECKUL NOOX00 KAK 8 AYMONCUNIHOU OUACHOCMUKE HENOCPEOCMBEHHOU U OC-
HOBHOU NPUYUH 6HE3ANHOU CMePMU OAHHBIX JUY, MAK U 0Ji ROCMPOEHUsL CYOeOHO-MEOUYUHCKO2O
ouazHo3a u 0O0CHOBAHUSA IKCNEPMHBIX 8bI80008.

Knouesvie cnosa: naciedcmeennvle HAPYUIEHUSE COCOUHUMENbHOU MKAHU, CKOPONOCHUICHAS.
cmepmsb, demu, NOOPOCMKU, AUYA MOT00020 803PACTA.

JlnarHocTuka y CeKIMOHHOTO CTOJIa OCHOBHOTO 3a00JI€BaHUS M HETIOCPEACTBEHHON IPUYNHBI
CKOPOIIOCTM)KHOW CMEPTH JeTeH, TOIPOCTKOB M JIMII MOJIOZIOTO BO3pacTa OTHOCHTCS K 3ajadam,
peraemMbIiM cyaeOHO-MEeTUIIMHCKON SKCIIEPTU30i U, B psijie ciyyaeB, 03 MPOBEACHUS TOMOJIHU-
TEJILHOTO KOMILIEKCA JIa0OPaTOPHBIX MCCIEJOBAaHUN M PETPOCHEKTUBHOIO aHAlN3a BCEH HMe-
OMIEHCST MEIUIIMHCKOM JOKyMEHTAIlMH yMEpIIEro MHAWBUAYyYMa SIBISETCS JOBOJBHO Ipoolie-
MaTUYHOM, BbI3bIBasl 3HAUUTENbHbIC 3aTpyAHEeHUs. CI0KHOCTh MPOM3BOACTBA IKCIEPTH3 TaKUX
TPYHOB 00yCIIOBIIEHA PAI0M (PaKTOPOB: 1) FKCIIEpT HE pacronaraeT 00bEKTUBHBIMU MEIUITTHCKH-
MU JaHHBIMH O TIPE/IIIECTBYIOIIEM COCTOSHUHN 30POBBS; 2) MAaKPOCKOMMYECKH B TAKOM BO3pacTe,
32 MCKJIFOUEHUEM BPOXKJICHHBIX MM MIPUOOPETEHHBIX MOPOKOB Pa3BUTHS, HE BBIPAKEHBI MOP(hO-
JIOTUYCCKHUEC TIPU3HAKU OOJIE3HEHHBIX M3MEHEHHI BO BHYTPCHHUX OpraHax W IOJIOBHOM MO3IC;
3) mpu HACTYNJICHUW CMEPTH 0 MECTY NMPOKMBAHMSA, KOTZIAa HA TPYyIE OTCYTCTBYIOT Hapy>KHbBIE
MOBPEXJICHUS M OKpY»Karolasi 00CTAaHOBKA HE BBI3BIBAET OMACEHUH B OTHOIIEHUH BO3MOXKHOCTHU
HACTYTUICHHUSI HACUJILCTBEHHOW CMEPTH, TPYI OCMAaTpuBaeTcs 0e3 ydacTus Cy[JeOHOro MeIHKa,
a B IOCTAaHOBJICHUAX PAOOTHUKAMH MIJTUIIMY M3peIKa YKa3bIBAIOTCS CIECIYIOINE CBEACHHS — «CO
CJIOB POJICTBEHHHMKOB MIEPE CMEPTHIO HUUEM He 001 WU «IIepell CMEPTHIO jKano0 Ha 370pOBbe
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HE MPEIbIBISI»; 4) OTCYTCTBHE SKCIIEPTHOW MHUIIMATUBEI Y Cy[eOHBIX MEIMKOB Ipu paboTe Ha
MecTe OOHapyKeHUs TPyIa, KOrja UMEeTCsl BO3SMOKHOCTh OIPOCUTH POJICTBEHHUKOB O IpeJie-
CTBYIOIIIEM COCTOSIHUU 3[J0POBbS, HAIMYMM KaKUX-JINOO MEAULMHCKUX TOKYMEHTOB MOKOWHOIO
(cripaBKH, SMUKPU3bI, KOHCYIHTATUBHBIC 3aKIIOYCHHUs, aMOYyIaTOpHbIe METUIIMHCKNAE KapThl), TaK
KaK B HacTosillee BpeMs MOSBUIACh BO3MOXKHOCTH aJIbTEPHATUBHOIO 00CJEI0BaHMs B IIATHBIX
MEIUIMHCKUX LIEHTPAX, BCIEICTBUE YETO Pe3ysIbTaThl 00CIeI0OBAHUS XPAHATCSA Ha «PyKax».

B Hacrosiee Bpemsi BpoxieHHbIe quddepeHnupoBaHibe U HenupdhepeHInpoBaHHbIE TUC-
IJ1a3UM COEAMHUTENbHON TKaHU 0003HAYArOTCSl KaK HACJIEJCTBEHHbIE U MHOTO(aKTOpHaIbHbIE
HapyIIEeHUs] COEIUHUTEIbHOW TKAaHU, OOBENMHSAIOLINE TeTEepPOreHHYI0 TpyMiy 3a0o0JeBaHMM,
OOIIHOCTh KOTOPBIX 00YCJIOBJICHA T€HETHYECKH JEeTCPMUHHUPOBAHHBIMHU HAPYIICHUSIMHU (OPMHU-
pOBaHUS COEIMHUTEIBHON TKaHU B AYMOPUOHAJIBHOM U MOCTHATAJILHOM Iepuoaax (aedexkramu
CHHTE3a U (MJIN) pacrnaja OeJIKOB BHEKJIETOYHOI'O MaTpUKCa, INO0 HapylIeHUsIMU MOp(doioruye-
CKOTO Pa3BUTHS COCAMHUTENHHON TKaHu) [1]. MyTaluu reHoB, OTBETCTBEHHBIX 3a 00pa3oBaHue
WM pacraji KOMIIOHEHTOB COCIUHUTENbHOW TKAHU — MPUYMHA PA3BUTHS JAHHBIX HApPYyIIECHUM.
Ha coBpeMeHHOM 3Tarne JuarHocTUpoBaHa OoJblIasi TpyNa MOHOT€HHBIX HACEICTBEHHBIX Ha-
PYLICHUN COCMHUTEIBHON TKaHU, CONPSKEHHBIX C MyTalllel TeHOB OeJIKOB BHEKJIETOYHOTO Ma-
TpUKCa (KOJUIareHbl pPa3jMYHbIX TUIOB, (UOPUIUINH, TEHACKHUH U MH. JIp.), TEHOB PELIENTOPOB
pocToBbIX (pakTopoB, B yactTHOCcTH TGF-B (transforming growth factor-f), u MaTpuyHbIX MeTa-
nonporennas (MMII) [2], nanpumep, cunapomsl Mapdana, Dnepca-Jlanino, HECOBEPIIEHHOTO
octeoreHe3a (HO). B ux ocHoBe jexar U3BeCTHbIE MOHOTEHHBIE J1e(PEKThI OEIKOB IKCTpallell-
JIONIAPHOTO MAaTpPUKCA, HAcCleLyeMble MPEUMYIIECTBEHHO MO0 ayTOCOMHO-AOMHHAHTHOMY WM
ayTOCOMHO-PELECCUBHOMY THUIIaM [2].

JlnarHoCTHKa HACJIEICTBEHHBIX U MHOIO()aKTOpUaIbHBIX HAPYLIEHUH COETUHUTEIbHOM TKa-
HM OCHOBaHAa Ha KOMIUIEKCHOM aHaJM3€ pe3yNbTaToB KIMHUYECKUX, Fe€HealornyecKux, Jabopa-
TOPHBIX, HHCTPYMEHTAJIbHBIX U MOJICKYJISIPHO-TEHETUUECKHX HcciienoBanmii. Crienuduaeckue na-
OoparopHble MapKephl i OONBILION IPyNIbl BPOKIAECHHBIX HAPYLIEHUH COETMHUTENIbHON TKaHU
HE OIpe/IeNIeHbl, @ MOJIEKYJIIPHO-TeHETHYECKHE UCCIIEJOBAHUS B OCHOBHOM IPOBOJISATCS K OIpEe-
JICHHBIM HACJIEJICTBEHHBIM MOHOTEHHBIM BapHaHTaM MaToioruu. Takum obpa3oM, Ipu BPOXKIICH-
HBIX HapyUIEHUSIX COEAMHUTEIbHON TKAaHW OCHOBHAS JUArHOCTHYECKasi 3HAUUMOCTh OCTaeTCs 3a
COBOKYITHOCTBIO KIIMHUUYECKUX MPU3HAKOB CO CTOPOHBI PA3JIMUHBIX OPraHOB U CHCTEM B CBSI3U CO
3HAYUTEIBHBIM KOJUYECTBOM M PACIpPOCTPAHEHUEM COECIUHUTEIBLHON TKaHU B OPTaHU3ME Yello-
Beka. MHorue Hacie/cTBeHHbIe HapyieHus coennnuTenbHol Tkanu (HHCT) 3apeructpupoBansl
B kinaccupukaruu OMIM (Online Mendelian Inheritance in Man) Hanimonansaoro IlenTpa mo Bo-
npocam O6uoTexHonmorndeckor napopmanuu [2]. 3naunrtensuoe yncio HHCT knuanueckn nme-
10T OJJHOTUITHBIE CUMIITOMBI U, U3-3a UX MOA00US 110 HAPY>KHBIM U BHYTPEHHUM (BHUCLIEPAJIBHBIM)
NPOSIBICHUSIM, O0OBEIMHEHO B (DEHOTUIIMUYECKUE TPYIIIbI, MOJEKYIPHO-TeHeTHYeCKask UIeHTH()U-
Kalusi KOTOPBIX COTpPsDKEHa ¢ OOJIBIION CI0KHOCTBIO M TPYIOEMKOCTBIO TIPOBEICHHUS UCCIIEI0BA-
HUS W )K€ 3a49aCTyI0 HeBO3MOxHA. MimenHo jytst o6o3nauenust nannoi rpynmnsl HHCT panee uc-
H0J1b30BAJICS. TEPMUH BPOXKIEHHBIE HEAU(PPepeHIIUpYyeMble TUCIUIA3UN COAUHUTENBbHON TKaHH.

B 3aBucMMOCTH OT BOBJIEYEHHBIX B [1ATOJIOTUUECKUI MPOLIECC OPraHOB U CUCTEM, BCE KIIMHUYE-
ckue nposienenns HHCT crpynnupoBansl. Hiske nprBeneH nepeueHb OCHOBHBIX BHEIIIHUX U BHC-
LiepaJIbHBIX PU3HAKOB, XapaKTEPU3YIOIINX H3MEHEHHS CO CTOPOHBI Pa3IMUHBIX OPIaHOB U CUCTEM
1 aCCOLMUPOBAHHBIX C pa3lIMYHBIMU HacleICTBEHHbIMU cuHapoMamu: KocTHble: 1. Kunesunnas
nedopmarus TpyaHo# KieTku. 2. BoponkooOpasznas nedopmanus rpyaHon kietku. 3. JlomuxocTe-
HOMEJHS JUarHOCTHPYeTCs MPHU M3MEPEHUM JIMHBl CETMEHTOB TyJoBHUIIA: OTHOIIEHHE BEpXHe-
ro cerMeHra TynoBuina (10 cumdusa) Kk HwkHeMy < 0,86; Pasmax pyk/poct > 1,05; OtHomieHue
JUTMHA cTombl: pocT Oornee 15%; OTHomenne miuHa KUcTH: pocT 6osee 11%. 4. ApaxHOTAKTHIINS:
Cumnrom 3ansacTbs; Cumnrom Oonbiioro naieia. 5. Ckonuotudeckas aedopmariyst 03BOHOUHHUKA
wii cnioHaunonuctes. 6. Kudos n kudockonnos. 7. OrpaHuueHne BeIIpsAMIICHHUS JOKTA 10 170°

u MeHee. 8. [IpoTpy3ust BepTitoKHOM BIIaAUHBI JII00OH creneHu. 9. Boicokoe «apkoBUIHOE» HEDO.
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10. Jdedopmarmu yepena (JiureBbie qu3mMophun): qonuxouedanus; 3H0(TanbM; CKOIIEHHbIE BHU3
IJIa3HBIE IIEJIU; TUIIOIIIa3us CKYJIOBBIX KOCTel; peTporHarus. 11. HapymeHnne pocta 1 CKy4eHHOCTb
3yo0oB. 12. [Ipsmas cnmna. 13. Jlomkocts koctelt. Kosknbie: 1. [ToBbimennas (6oee 3 cM) pacTsiku-
MOCTB KOXH. 2. ATpodrueckre cTpuu (He BBI3BAHHBIC OXXHPEHUEM HITH OepeMeHHOCThIO). 3. bap-
XaTHCTask KoXka 3a c4eT OOWINs MyIIKOBBIX BOJIOC pa3HoM /UinHbL. 4. ToHKas, JIerko paHUMasl Koxa.
5. llIupoxue arpoduyeckre pyOoIisl B BUIE ManmupocHou Oymaru. 6. Kemmouanaeie pyorst. 7. Mostio-
CKOMTHBIE TICEBOOITYXOJIH U C(epOonIHbIe 00pa30BaHUs B 00JIACTH JIOKTEH U KoJieH. MbIlIeYHbIe:
1. MplimeyHas TUIOTOHMS W/WIK TUNOTpodus. 2. ['peKU U MPOIANChl OPraHOB U/WJIM MOCIIEonepa-
uuonHble Tpelku. CycTaBHble: 1. [unepmobunsHOCTE cycTaBoB (1o P. Beighton). 2. MeauansHoe
CMelIeHne MeananbHOU JTonbkKH. 3. [InockocTonue npoaonsHoe w/unn nonepeunoe. 4. CrioHau-
ne3. 5. Cnonaunonucres. 6. BeiBUXH, OIBBIBUXHU 00JIe€ YEM B OTHOM CYCTaBE UJIH IIOBTOPSIOLIUECS,
HO B ofHOM cycTtaBe. [v1azubie: 1. [TonBeBux xpycranuka. 2. Muonus (> 3 nuontpun). 3. ['omyOsie
CKJIepBl. 4. AHOMAJIBHO IUIOCKAsl POrOBHLIA (IO JAHHBIM KEPAaTOMETPUN). 5. YBEINYEHUE JUIMHHON
ocH m1a3Horo s1650ka (1o naHHbM Y3U). 6. ['mnornactuueckas pagykHas 0007104Ka WK TUIIOILIA-
CTUYECKasi MeplareiibHas MBIIIIA, BbI3bIBalOLast MUO3. 7. DnukaHTyc. CepaedyHO-coCcyanucTas
cucrema: 1. Pacummpenue Bocxozsuiero otaena aoptel. 2. [ponanc murpansHoro kianasa. 3. Ma-
JIble AaHOMAJIMU CEep/lia: IPOoJIarchl TPUKYCIHIATbHOIO U A0pTaJIbHOTO KJIallaHOB, MaJlasi aHeBpHU3Ma
Mexnpeacepanoit neperopoaku (AMIIIT), oTkpeIToe OBaJIbHOE OKHO, ACUMMETPUS TPEXCTBOPYATO-
ro aoprasibHoro kianana (ATAK), nuaronanbHbie, IONEpeYHbIE U MHOXKECTBEHHBIE JIOKHBIE XOP/IbI
(JIXJDK) u MHOXecTBeHHBIE aHOMalIbHBIE Tpadeky:bl (ATJDK) neBoro xkemynouka. 4. Pacimpenue
CTBOJIa JIETOYHOH apTepuM MPU OTCYTCTBHU KJIAIIAHHOTO WX MepU(EepUIecKoro JeroyHoro CTeHo3a
WK JII000# pyroit 04eBUIHOM NpuunHbI, B Bo3pacte 10 40 jet. 5. OObI3BeCTBICHHE MUTPATLHOTO
KoJblia B Bo3pacte 10 40 ner. 6. Pacmupenue nubo paccioeHue CTEHKU TPyAHON WM OprOIIHON
aoptsl B Bo3pacte 10 50 net. 7. Bapuko3Has 0oje3Hb BEH, Pa3BUBLIASACS B IOHOILIECKOM BO3pacTe.
8. Bapuxkorene. 9. Jlerkoe o0pazoBaHre KPOBOIMOATEKOB (TeMaToM) MPU HE3HAYUTENBHBIX ylapax.
Bponxo-ierounas cucrema: 1. TpaxeoOpoHxuaibHasi TUCKUHE3MsI (3KCIIUPATOPHBIN KOJIarc
Tpaxeu M KpyNHbIX OpoHXOB). 2. TpaxeoOpoHxoMalsMs U TpaxeoOpoHXoMeraaus. 3. AMUKalib-
Hble OyJUTbl, OATBEPXKICHHbIE peHTreHorpaguyecku. 5. COHTaHHBINA MHEBMOTOpakc. Opranbl
OpIOLIHOM MO0JI0CTH, MAJIOr0o Ta3za M nmovek: 1. [ITo3b1 opraHoB OpIOLIHOM MMOJOCTU U TOYEK.
2. lnadparmanpHast Tpepka. 3. HecocTosTensHOCTh Kapauu xkemyaka. 4. J[MBepTuKyisl muieBoaa
Y Pa3IMYHbIX OT/EJIOB KHIIEYHUKA. 5. AHOMATUH (POpMBI U PaCTIONOKEHHS KeTy/IKa, JBEHAIaTH-
MEPCTHOM KUIIKH U KEeTYHOrO0 My3bIpsl. 6. Jlomxocurma. 7. HenocratounocTs OayrnHUEBOM 3aCiIOH-
ku. 8. [Iponarnc reauTanuii y skeHIIMH. 9. YIBOoeHHE YallleuHO-JIOXaHOUHOM CUCTEMBI [ 1; 2].

Bce nepeuncieHHble HapyKHbIE U BHYTPEHHUE (BUCLIEPAJIbHBIE) MPOSIBIICHUS MOTYT SIBJISTh-
Csl KaKk HAacJIEZICTBEHHO OOYCJIOBJIEHHBIM CHCTEMHBIM 3a00JIEBAHUEM COEIUHUTENbHOM TKaHU,
TaK ¥ OBITh CAMOCTOSITEIBHBIM M30JINPOBAaHHBIM €€ aedekroM. [ToMrMMo H3MeHEeHHUH CTPYKTYpHI
u ¢ysnkunn, HHCT 4gacTo conmpoBOXKAaIOTCS HAapyIICHUSIMH CO CTOPOHBI LIEHTPAIbHOW M Bere-
TaTUBHOW HEPBHOU CUCTEM, FeMOPpPAaru4ecKuM M TPOMOOTHYECKUM CHUHAPOMAMH, MATOJIOTHEN
MMMYHHOH CHUCTEMBI C BBICOKOH YacTOTOH BBISBIEHUS] CUHPOMA BTOPUYHOIO MMMYyHOAedUIuTa,
ayTOMMMYHHOTI'O ¥ aJUIEPIrMY€CcKOro CHHAPOMOB [1].

He xnaccudunuponanusie HHCT, knuHuYecky MposBISIOUIMECS pa3IndHbIMU CUHIPOMaMH,
OJIHA U3 BEAYIIMX NIPHUYUH BHE3AIMHOM CMEPTH J1eTel, MOAPOCTKOB M JIMIl MOJIOAOI0 BO3pacTa, Ha-
CTyHaroIeil Kak B COCTOSIHUU TOKOS (CHA), TaK ¥ U (PU3UUECKUX HATPy3Kax, JTUOO ICUX0IMOIIH-
OHAJILHOM HarpsibkeHuu (ctpecce). [IpenmecTyroniee cOCTOSHUE 3J0POBbSI TAKUX CyObEKTOB HE
BBI3BIBAJIO OMACEHUI HU y OKpYXaroIuX (poAauTenel, poJACTBEHHUKOB, 3HAKOMBIX), HU y Bpauen
IIPU KIMHUYECKUX OOCIICOBaHMAX, T. €. UX CUMTAIHU (MPAKTHUECKU) 3A0POBBIMU. B KOHTEKCTE
JMarHOCTUKY BHE3aITHOM CMEPTHU 3aCily’KMBAalOT BHUMaHUSI — apUTMUYECKUH, KJIallaHHBIN, cOCy-
JTUCTBI CHHIPOMBI U Majible anomanuu cepama (MAC).

ApPUTMUYECKHI CHHIIPOM TMOSBISIETCSA Pa3HOOOPA3HBIMU HAPYLICHUSMHU PUTMA M IPOBOAMMO-
CTH Cep/illa C BOSHUKHOBEHHEM CMEPTEIbHBIX apUTMUM, 00YCIIOBIEHHBIX AJIEKTPUUECKON U Mexa-
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HUYECKON AMccoLMael MUuoKap/ia BCJIEACTBUE MaTOJIOIMH BHEKJIETOUHOTO MAaTpUKCa, a TAKKe
MIpOrpeccUpyroliell JuiaTauy NoJ0CTel cepAlla Mpyu KIanaHHON perypruTaii U pacliupeHun
€ro NoJIOCTEH.

IIposiBneHreM KilanaHHOTO CUHIpPOMa SIBJISIOTCS M30JMPOBAHHBIE WIIM COYETAHHBIE ITPOJIAIChl
KJlanaHoB cepaua (uame Bcero murpaibHoro, [IMK), Mukcomaro3nas nerenepanusi KjianaHoB.
[Tpu [IMK Hapy1mieHus cepJeqHoro puTMa B BUJE JKEJIYIOYKOBOM U MPEACEePAHON IKCTPACUCTO-
JIMH, JKETYJOYKOBON M MapOKCU3MATbHON HAKETYIOUYKOBON TaxWKapAuu, GUOPHIIISIIUN Tpe-
cepauil (MOCTOSIHHAsA U MapoKCcHU3MalibHasi (JOPMbI), BHYTPUIIPEICEPIHON U aTPUOBEHTPUKYIISP-
HOI OJ10Ka/1, CHHJIpOMa c1ab0CTH CHHYCOBOTO Yy3J1a BO3HUKAIOT Y 79% OONBHBIX, a €CIIH MPH STOM
eIIe UMEET MECTO CHHIPOM MPEKICBPEMEHHOTO BO30YX ICHHUS KEITyI0YKOB, TO Y 92,3% [1].

CocynucThlii CUHIPOM MPOSBISIETCS MOPaXKEHUEM apTepuil U BeH (pacHIMpeHue MpPOCBETOB
¢ hopMupOBaHUEM MEIIOTYATON aHEBPU3MBI, MATOJIOTHYECKas U3BUTOCTb, BAPHUKO3HOE PaCIIUpe-
HUe BeH, Teneanrnoskrasun). K MAC OoTHOCAT OTKJIIOHEHHUS Pa3BUTHUS — aHOMAJIMU XOPJI, CTBOPOK
KJIaIaHOB U MaNWUISPHBIX MBIIIL, HAJU4Ke 100aBOUYHBIX WK JIOKHBIX XOPJI, UX aTUIHYHOE I0-
JOKEHHUE.

HenocpencTBennast npuurHa CMEPTH, BHE3AMHOCTh U OBICTPOTA €€ HACTYIUIEHUS 00yCIOBIIe-
HbI CTENEHbIO BBIPAXKEHHOCTH JaHHBIX CUHAPOMOB U MAC — ocTpasi cepJeuHO-COCYAUCTas WIn
CepIeUHO-JIErouHasi HeI0CTaTOYHOCTh, (PMOPUIIIALINS JKEITYIOYKOB WM OpaguKapIus, Iepexois-
11asi B aCUCTOJIMIO, pa3pbIBbl AaHEBPU3M apTEPUIl TOJIOBHOIO MO3ra U A0PThl C KPOBOU3IUSHUSAMU
B MO3T WJIU [IOJ] €r0 000JIOUKH, B CEPO3HbIE MToJ0CTH. Hike nmpuBeneM ciryyail u3 Halleil pakTUKU
«MTHOBEHHOW» BHE3aITHOMU (CEpeuHO) CMEPTH MOJIOJIOTO MY>KUHMHBI.

W3 nocTanoBieHus U3BECTHO, 4TO MoJionoi MyxuunHa K., 34 1., okosno 00.30 yacos 30.10.2016,
CUJISl Ha KyXHE II0 MECTY MPOXKHUBAHMs, I Yall U CO CJIOB OTIA «CTaJl TSHKEJIO JbIIaTh, IOCIE
4ero ymep».

[Tpu HapyKHOM HCCIIEAOBAaHUU 3aQUKCUPOBAHBI CIEAYIOLINE aHTPOIMOCKOIIMYECKUE JTaHHBIE:
TenocnoxxeHne acTeHHMYECKOE, MOAKOKHOE OTIOKEHUE JKHpa OTCYTCTBYET, MBILLIEUHAsl CHUCTEMA
paszBuTa ciabo. ['omoBa monmuxokpaHHOH (Gopmbl (y3Ko-MHHAS). JIMIO TpeyrodbHON (HOpMBI
C MaJIBIM CKOIIIEHHBIM ITOJ00POIKOM, TPOQHIIB JHIIA BHITYKIIBINA, OpOBH AyrooOpa3Hble, IIMPOKHE,
TyCTBI€, CPOCHIUECS Ha HAATIEPEHOChE, OPOUTHI IIUPOKO PACCTABIICHBI (TUTIEPTEIIOPHU3M), C TITy0O0-
KUM PaCIOJIOKEHUEM TIIa3HbIX SI0J0K B UX MOJOCTIX (PHO(TANBM), YIITHBIE PAKOBHHBI MTPHKATHI,
MaJjble, OKpyIIIoi (hOpMBbI, ¢ METKMMHU MPUPALNICHHBIMA MOYKaMU. BepXHsisi 4eT0CTh B pazMepax
HE YMEHbIIIeHa, (JopMa €€ aabBEOJIIPHON TyTu V-00pa3Has, UMEIoNecs Ha He 3yObl CKy4YeHBI.
HwxHss yentocTs runoruiasupoBana (MUKporeHusi), gopma ee albBeoNIIpHON Ayru V-oOpasHas,
uMeromurecs Ha Hel 3yObl cKyudeHbl. [Ipukyc 3y00B MpOrHaTUYeCKH — MPU COMKHYTBIX YEIo-
CTSIX 3yOHOH psii epeHuX 3yOOB HMXKHEH YENIOCTH yAaJieH OT A3BIYHOW MOBEPXHOCTH IEpes-
HUX 3yOOB BepXHEW 4enocTu Ha 1,5 cM B MIyOb MOJIOCTH pTa; PeKyIIUe Kpas pe3loB HIKHEN
YeIOCTH KOHTAKTUPYIOT C TBepAbIM HeOoM. TBeproe HeOO BBICOKOE, Y3KOE€, apPKOBHIHOE («TOTH-
yeckoey»). CrnuHa I10cKas, BEpXHUN IJIeUeBOM MOSAC Y3KH, HE pa3BUT, IpyHas KJIETKa IIOCKasl,
y3KO-yIUIMHEHHAs!, Ta3 Y3KO-BbICOKU, BEPXHUE M HIKHUE KOHEYHOCTH, MaJbIbl KUCTEH U CTOI
YIUINHEHHBIE, TOHKUE, KUCTH U CTOIIbI Y3KHE, CTOIBI C BBIPA)KEHHBIM YIIJIOLIEHUEM CBoJa. AH-
TPOIIOMETPUYECKHUE JIaHHble: JuinHA Tena 191 cM, kopmyca 88 cM, nmpaBoil HUKHEW KOHEYHOCTHU
103 cm, Broporo naniblia npaBoit kuctu 11,3 cM, momomBsl npaBoit cronbl 30,7 ¢M; OKPYKHOCTb
rosioBbl 58,4 cM, rpyaHoi kinetku 84,5 cm, Taza 84 cM, MUHMMaJIbHAsl OKPY’KHOCTb MPEAIIIeYbs
16,8 cm; mopgonoruyeckas (rmonHasi) Beicota una (N-Gn) 15,6 cm, ckynoBoit auamerp (Zg-2g)
14,7 cm, paccTossHUEe MEXIy BHYTpeHHUMH yrinamu ria3 (Mf-Mf) 4,8 cm. Ilpu BHyTpeHHEM HcC-
CJIEZIOBAaHHUHM, TIPOBEICHHOM B ITOJIHOM 00bEMe B COOTBETCTBHUH C JCHCTBYIOLUIMMH WHCTPYKIIHS-
MU, ObljIa BBISBIEHA CIIEAYIOLIAs MaKpOCKoNU4yeckas mMopdoioruueckas kaptusHa: JKujakoe co-
CTOSTHUE KPOBH B COCYIUCTOM PYCJI€ U B MOJOCTAX Ceplla; IIyHTUPOBAHHE KPOBOTOKA B MMOUKAX;
OTEK U MOJHOKPOBHE TOJIOBHOTO MO3Ta U MATKOM €ro 000J0YKH; pe3Koe B3AYTHE M OTEK JETKUX.

m Cepaue cBOOOIHO PacHONIOKEHO B MOJIOCTH MEPUKapa, OPUEHTHPOBAHO BEPTHUKAIBHO, KOHUYE-
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CKOH, C 3aKpyIVIEHHOW BepXywlIKoil, popmbl, pazmepamu 12,5x11x5,5 cm, maccoit 340 rpamm.
Hapy:xHast o0onouka cepala ToHKas, Iajikasi, mpo3padHasi, OJecTsias, co CKyIHbIM OTJIOKEHH-
eM CyOdMUKapIMaIbHOTO JKHpa Ha MepeaHel moBepxHocTu cepana. KopoHapHsle aprepun ume-
IOT aHATOMUYECKH MPABHIBHBIC XOJ] U JICJICHUE, C JICBBIM THUIIOM KPOBOCHAOKEHHSI MUOKapAa, UX
IIPOCBET CBOOOJIEH Ha BCEM MPOTSHKEHUHU, a CTEHKH CHABLIMECS, AJIACTUYHbIC, HEYTOJIIECHHBIE,
¢ miaakoil Onecrsameid nHTUMOM. [lonocTu cepala He pacIIMpeHsbl, YIIKO MPaBoro mpeacepans
MIEPETIOIHEHO KUAKON KpoBbIO. TOJNIIMHA MBILIIBI JIEBOTO XKelyaouka cepaua 1,5 cM, npaBoro —
0,3 cm, MexokenyqouKkoBoil neperopoaku — 1,0 cM. Mplmna cepaua mioTHOBaTas, Ha paspesax
TEMHO-KpacHasi, OAHOpoHast. BHyTpeHHss 00osiouka cep/ia ToHKas, riaakas, onecrsmas. Tpa-
OEKyJSIpHBIA PUCYHOK IMPABOTO KEIYJ0YKa YHPOIIEHHBIH, Tu((Py3HO-KPYTTHONETIUCTHIH, JIEBO-
IO JKeJIyJo4YKa — CIOKHBIN AUPPY3HO-MENKONETIUCThIN pucyHOK. [IpuHOCsAIMe U BhIHOCSIINE
TPAKTbl 000MX JKEJIyAOUKOB Cep/lla He paclIMpeHbl; OOCTPYKIMU BBIHOCSIIUX TpakToB HeT. Ila-
NWUTSIPHBIE MBIIIIBI 000UX KETYI0YKOB He yTouieHbl. CTBOPOYHBIE XOPIbl aTPHOBEHTPUKY-
JSIPHBIX KJIAIlaHOB MPABOTO U JIEBOTO KEIYAOYKOB NMPUKPEIUISIIOTCS K TOJIOBKaM HalMUISIPHBIX
MBIIII] U [0 KPao CTBOPOK, MOCIIEI0BATENIBHO JEJIATCS Ha PAAbI, HE YKOPOUECHbI, 0€3 N30BITOYHO-
ro npoBucanus. @PuOpo3HbIe KOJIbIIA KIAMAHHOTO armapara Cep/ia, aOpThl U JIETOYHOW apTepHH
He pacmupensl. [lomymyHHBIE 3aCTOHKHA KiianmaHOB aopThl (3) u jerouHoit aprepun (3), a Tak-
e CTBOPKH (3) mpaBOro arpMOBEHTPHUKYISIPHOTO (TPUKYCIUAAIBHOIO) KiaraHa cep/ia TOHKHUE,
IJIaJIKue, TPO3pavHbIe, MaCTUUHBIC. /IBE CTBOPKH JIEBOTO aTPHOBEHTPUKYIISIPHOTO (MUTPAIIBHOTO)
KJIanlaHa cep/ila peIXjble, YTOJIIIEHHbIE, C HATMYUEM HaJl TNIOCKOCThbIO (PMOPO3HOTO KOJIbLIa MHO-
KECTBEHHBIX MApalIlOTOO0PA3HBIX BBIISTYMBAHUI BBICOTOHN 10 4—5 MM, OOpallleHHbIEe B MOJIOCTb
JIeBOTO Ipezacepaus. B monocTu eBoro skemyqouka cepjna oOHapy:KeHbl MHOXKECTBEHHBIE (3)
TOHKHE aHOMAJIbHBIE CYXO)KUJIbHBIE XOpAbl: JJIMHHAs, TUarOHalbHas, C TOUYKAaMH MPUKPETICHUS
K DHJOKapy BEpXHEHW TPETH MENIKEIYJOYKOBON MEPErOPOAKU U B BUJE «BHJIKH» K OCHOBaHU-
M TEepeAHeN U 3aJHEN MaNMJUIAPHBIX MBIIIL; JBE KOPOTKHE, CPEAMHHBIE, MONIEPEYHBbIE, C TOY-
KaMM NPUKPEIUICHHUs] K OCHOBAaHUAM IEpEAHEN M 3aHEH NanwuIIpHbIX MbIIL. HaaxnananHsli
nepuMeTp aopTel 7,4 cM; yCThs (2) KOPOHAPHBIX apTepuid AuameTpoM 1o 0,3 ¢M, pacmoIoKeHbI
LIEHTPAJIBbHO B MIPABOM U JIEBOM cHHYycax Banbcanbsbl 1 Ha 0,8 cM KBEpXy OT CBOOOIHOTO Kpas
CTBOPOK; CTBOPKAMU HE MPUKpBIBatOTCs. B Xoze ayrorncuu npousBeneH 3a00p KPOBH, TOJIOBHOTO
MO3ra ¥ BHyTPEHHHUX OpPraHoB AJIs CyAeOHO-XUMUYECKOTO, Cye0HO-OMOXUMHUYECKOTO U CY/IeOHO-
THUCTOJIOTUYECKOTO HCCIIeZIoBaHUN. B pesynprare XMMHKO-TOKCHKOJIOTHYECKOTO HMCCIEA0BaHUS
TOJIbKO B KPOBU OOHApY’>KEH 3TUJIOBBIA CIUPT B KOHUEHTpauuu 2,8%o, B OCTAILHOM — OTpHIa-
TEJIbHBINA pe3ynbTar. bBuoxumuueckoe uccieqoBaHle He BhIABUIIO qucOanaHca anekTponutos (K/
Na) B MHOKape JIEBOTO Kelryaouka cepaua. Ilpu cyne6Ho-rucTonornueckoM uecaeJOBaHuH ycTa-
HOBJIEHBI U3MEHEHUS B CEPIEYHO-COCYIUCTON CUCTEME U PACCTPOICTBAa BHYTPUOPTaHHOTO KPOBO-
oOpalleHus: BBIpaKEHHbII MUKCOMATO3 3a/{HEi CTBOPKM MUTPAJILHOTO KJIaNlaHa; c1adblil CKIIepo3
MHTHMBI, HEPE3KO BBIPAKEHHBIM MUKCOMATO3 CTEHKH NEPEIHEH MEAOKEIyJOYKOBOM BETBU JICBOU
KOPOHApHOM apTepuu; ciiadblii MUKCOMAaTO3 CTEHKU IPYIHOM aOpThl; YMEPEHHBIN NepUBaCKyJIsp-
HBIM CKJIEpPO3, JIMIIOMATO3 MUOKapJa NMEPEeJHEN CTECHKU MPABOTO XKEJIyJo4Ka CEpala, BEPXYLIKU
U TIepeIHEe CTeHKH JIEBOTO KeNMyI0uKa, MEXOKEITyI0UKOBOM MEPEropoiKi C TUCTPOPUUIECKUMH,
T y3HO-04aroBbIMU KOHTPAKTYPHBIMU M3MEHEHUSIMU MbIIIeYHbIX BOJIOKOH [-III cTrenenu npu
MOJISIPU3ALMOHHON MUKPOCKOIIMHU; OCTPO€E 00I1iee BEHO3HOE MOITHOKPOBUE BHYTPEHHUX OPraHoOB;
OTEK JIETKUX U TOJIOBHOTO MO3ra; JHare/Ie3Hble KPOBOM3IUSHUS B MATKAX MO3TOBBIX 000JI0YKax
O0JIBIINX MOJTYIIAPHA TOJIOBHOTO MO3Ta U MOIYIIApUI MO3KEUKa, MEJIKUE IEPUBACKYIISIPHBIE KPO-
BOM3JIUSTHUS B BELIECTBE MOCTA, OOJIBIINX MOITYIIAPH TOJIOBHOTO MO3T'a U MOJTyIIAPUN MOPKEUKA;
LIYHTUPOBAaHUE KPOBOTOKA MTOYEK, HAAIIOUEUHNUKOB; «ILIOKOBBIE» OYaru IeYeHH!.

[Ipu peTpoCHeKTUBHOM aHajIN3€ MEAUIIMHCKON KapThl aMOyJIaTOpHOTO OOJIBHOIO: U3 JIMCTA
JUTSI 3aITMCEe YTOYHEHHBIX (3aKITIOYUTENBHBIX ) Auarao30oB — 10.1998 — HeliporupkymstopHas auc-
TOHUS C KapAUAITHUYECKUM U PECIIMPATOPHBIM CHUHAPOMaMH (oOpalaics 3a MEeIUIIUHCKOW MTOMO-
IIBI0 € Kajo0aMu Ha Pe3K0 BO3HHUKAIOIME 00JM B 001acCTH cepilia, cepaieOneHue, OurymeHmne
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HEXBATKHU BO3/yXa U 3aTPyJHEHUE JIbIXaHUs; HA IEPUOAMYECKUE €KETOAHBIE OCMOTPHI HE SIBIISLICS,
KapJAHOJIOTUYECKH, TaCTPOIHTEPOJIOrHUECKH, O0(TaIbMOJIOTHYECKH HE OOCIIE0BAH; MOCIEIHSSA
3anuck gatupoBana 12.03.2016 — «Beimucka muist /o Ne... . OT caaym aHaIM30B KaTerOpUYeCKH
otkazazucs. O6s3yercs IpOUTH C 11/0».

W3 marepuanoB npoepku 1o ¢pakty cmeptu K. ycmarpuBaeTcs, 4To MoclieJHUE TPU Mecs-
1a CBOEH >KM3HU HAXOJIUJICA B TICUXOAMOIIMOHAILHOM HaMpsiKeHUH, 00yCIOBICHHOM IMPOIIEC-
COM PACTOPKEHHSI TPAKIAHCKOTO Opaka, y4acTHIINCh EPUOJUICCKH BOZHUKAIOUIUE MTPUCTYTIBI
cepanebuenus ¢ 00IpI0 B 00IACTH CEpAIla U 3aTPYAHEHUEM JIBIXaHUS C OIIYIICHUSIMHA HEXBATKU
Bo3ayXa. [1o mOBOY MaHHBIX MPUCTYIOB 32 MEIUIIMHCKON MOMOIIBIO HE oOpalaics, 00bsCHSSA
POAUTEINSIM UX MOSABJICHUE CBOUMHU MOCTOSTHHBIMU NEPEKUBAHUSMH U PACCTPONCTBOM HU3-3a pa3-
BOJIa C KEHOM.

Ha ocHoBaHMM TpOBEACHHBIX HCCIEAOBAHUMN, C YUETOM KIMHHKO-aMHECTHUYECKHX JTaHHBIX,
BBICTABJICH CIEAYIOUIHIA Cy1eOHO-MEANIIMHCKUI TUarHo3:

Ocnognoui: IlepBUYHBI MUKCOMATO3HBIN MPOJIATIC MUTPATILHOTO KJlanaHa. MHOXECTBEHHbBIS
(3) anHoManbHBIE CYXOKUIIBHBIE XOP/IbI B TOJOCTH JIEBOTO XKelyAouka cepiia. Mukcomaros Je-
BOM KOPOHAPHOM apTepUM U I'PYJHOIO OTHAeia aopThl. PacimmpeHue BOCXOIALIETO OTAENA TyTH
aopThl. HelipouupkynsitopHas IUCTOHUS C KapIUAJITHYECKUM U PECIUPATOPHBIM CHHAPOMaMHU.
Heknaccudunupyemsiit peHOTHI: YepEHO-TUIEBbIE AUCMOPPHUH (TUIIEPTETOPU3M, SHOPTAIBM,
MUKpPOT€HUS, IPOTHATUYECKUI MPUKYC 3y00B, V-00pa3Has gopma BepxHel U HHKHEH YelocTel
CO CKYYEHHOCThIO 3y0OB, y3KO€ BBICOKOE apKOBHUJIHOE «TOTHUYECKOE» TBEpAOe HEDO); JOIMXolLie-
(banus; 10IUX0CTEHOMENHS; apaXHOAAKTUITHUSI.

@Donoswviii: OcTpast aJIKOrojbHasi MHTOKCUKALMSI: KOHIIEHTPAILUs 3TUIOBOTO CIIUPTA B KPO-
BH 2,8%o.

Ocnooicnenus: BHe3arHas cepiedHast CMepTh: (GUOPUIUIALINS )KeTyI04KoB cepana (auddy3Ho-
04YaroBble KOHTPAKTYPHbIE N3MEHEHNSI MUOKAp/a JIEBOTO U MPaBOro xkenynoukos cepaua I-I1I ct.).
OcTpast cepieuHO-COCYAUCTast HEJOCTATOYHOCTh: OCTPOE 00111e€ BEHO3HOE MTOJTHOKPOBUE; IIYHTHU-
pOBaHKE KPOBOTOKA B MOYKaX M HaJanodeyHUKaxX. OTEK rOJIOBHOTO MO3Ta U JIETKHX.

Takum 00pa3oM, aHAIK3 JaHHBIX METUIIMHCKON JoKyMeHTanuu K. CBUIETENbCTBYET 00 OT-
CYTCTBUHU Y IMOCJEIHEr0 NMPHKU3HEHHO JHAarHOCTUPOBAHHBIX KaKUX-TMOO MAaTOJIOTHYECKUX CO-
CTOSIHUUM WJIM W3MEHEHUH >XKu3Heyrpoxkaromero xapakrtepa. [Ipu ayrorncun K. OblTu BBISBICHBI
HapyXHbIE U BHYTPEHHHE (BHCILIEpPAIBbHBIC) MPU3HAKU AUCMOpQOreHe3a — MPOsSBICHHS HaCle-
CTBEHHBIX M MHOTO(MAKTOPHBIX HAPYIIEHWH COCAUHUTEIHHOW TKaHW (KJIAMaHHBIA CHHIPOM
U Malble aHOMaJuM cepaua). B renese ckoponocTkHOM cMeptu K. 3aciyXuBaroT BHUMaHUS
KJIIMHUKO-aHAMHECTHUYECKHUE IaHHbIE — HEUPOLUPKYIATOPHAS JUCTOHHUS C KApAUAITUUECKUM U pe-
CIUPATOPHBIM CHUHAPOMAMHU U IICUX0AMOLIMOHAIBHOE HaNPsSKEHUE, Ha (POHE KOTOPBIX B COCTOSIHUU
MOKOSI pa3BujIach (haTanbHast apUTMUS, PUBE/IIAS K BHE3AMHON cepAeyHOoN cMepTH. Tpurrepuyro
WA CLIOCOOCTBYIOIIYIO POJIb BEPOSITHO CHITPAJIO CHIIBHOE AJIKOTOJIBHOE ONbsIHEHHUE.

AHanu3 auTepaTrypbl U pe3ysnbTaTbl COOCTBEHHBIX UCCIIEIOBAHUM MO3BOJISIFOT C/IEIaTh Cleay-
OII[ME BHIBOJIBI:

HacnenctBeHHble 1 MHOTO(AKTOPUATHHBIC HAPYIICHUS COSAMHUTEIBLHOM TKAHH BHOCST 3Ha-
YUTEHHBIA BKJIA]] B T€HE3 BHE3AITHOM (CKOPOTIOCTIIKHON) CMEPTH JETEH, TOJPOCTKOB M JIMI] MO-
JI0ZI0TO BO3pacTa.

B ykazaHHO kareropuu WHAMBHUIYYMOB, MIPU COMOCTABICHUN OOCTOSATEIHCTB HACTYIIIICHUS
CMEpPTH, OTMEYAIOTCS HAaJMYKEe MCUXOAMOLIMOHAIBHOIO HAPSKEHUs (CTpecca), U3MEHEHHE IpU-
BBIUHOTO peXXUMa Ha 3HAUUTENbHYIO IBUTaTEeIbHYIO WK (PU3NUECKYI0 Harpy3Ky, Hainuuue GoHo-
BBIX ITPOCTYIHBIX 3a00I€BaHUI WM MTOCIEAYIOLIETO EPHOJIa PEKOHBAIECIICHIINU, 0CO00€ BHUMa-
HUE 3aCIIy’KHBaeT UX COUETaHUE.

B ciyuasx BHe3amHO# cMepTH NaHHBIX JHI, CyAeOHO-MEAUIIMHCKAs JUArHOCTHUKA HEIo-
CPEIICTBEHHON M OCHOBHOM €€ MPUYHUH J0JKHA OBITh OCHOBaHA Ha pe3yJIbTaTaX KOMIUIEKCHOTO

m HccleJoOBaHUs 00CTOATENbCTB HACTYIUIEHUS] CMEPTH C BBISIBIEHUEM NPOBOLUPYIOMIUX (haKTo-
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POB, aHAJIM3a MEIUIIMHCKUX JOKYMEHTOB M JAHHBIX ayTOIICHH TPyIa — BBISBICHHE Hapy>KHBIX
¥ BHYTPEHHHX MaKpOCKOTMYECKUX U MHUKPOMOP(OIOTUYECKHUX MPOSBICHUN nucMopdorene-
32, 0COOEHHO CBSI3aHHBIX C OMOPHO-JABUTATENILHBIM aIlllapaTOM U CEPACUYHO-COCYIUCTOMN CcH-
CTEMOM, pe3ylbTaTOB XUMHUKO-TOKCUKOJIOTUYECKOT0, OMOXHUMHUYECKOTO U BHUPYCOJIOTHYECKOTO
HCCIIENOBaHNN.

Cpenu HEMOCPEICTBEHHBIX MPUYUH CMEPTH B CIydyasX HAClEJACTBEHHBIX U MHOTO(GaKTOpH-
QJIbHBIX HAPYIICHUH COENMHUTEIBHON TKaHU BeayIllee MECTO 3aHMMAIOT (PHUOPHILIALINS JKEITy 0~
KOB WJIA OpauKapIusi, Mepexosiasi B aCUCTOIUIO, OCTPasi CEPACYHO-COCYUCTASI WIIH CEPICTHO-
JIeroyHasi HeIOCTaTOYHOCTb.

IIpakTHYecKHe peKOMEHAANH:

1. Obs3arenbHOE yyacTe CyJeOHOrO MeMKa B COCTaBE CIIEICTBEHHO-ONEPATUBHON IPYIIIIbI
MIPU OCMOTpax TPYIOB JAeTel, MOAPOCTKOB U JIUIl MOJIOJIOTO BO3pacTa.

2. Uudopmarus o npeaecTBYONEM COCTOSIHAN 310pPOBbs TOJKHA OBITh OTpaXKeHa B IOCTa-
HOBJICHHH O Ha3HAYCHUU CYIEOHO-MEAMIIMHCKON AKCIIEPTU3EI, a IPH HAJMYWU Ha MecTe OOHapy-
KEeHHsI Tpyma (IPOUCIIECTBHS ) MEAUIIMHCKUX JOKYMEHTOB IMOKOWHOTO, MOCIIEIHHE 11eTIeco00pas-
HO HAIpaBJIATh BMECTE C TPYIIOM.

3. O6s13aTenbHOE U3yUeHUE UCTOPUU pa3BUTHUS peOeHKa (MeIULMHCKON KapThl aMOyJIaTOpHO-
r0 OOJILHOTO).

4. Ilpu Hapy>KHOM HCCIIEIOBaHUHU TpyHa cieayeT oOpamarb BHUIMaHUE HA OCOOCHHOCTH Te-
JTOCIOKEHUSI U U3MEHEHHUSI B OMOPHO-/IBUTATEIILHOM armapare: (OpMy TOJOBBI U JTUIEBBIE JTUC-
Mopduu (Tomuxoredanus, THIepTEeIOpU3M (IIIMPOKO pacCTaBICHHBIE I11a3a), AHTUMOHTOJIOUTHBIN
paspes a3, peTporHaTus; MUKpOTeHHUS; TATOJIOTMYECKUI MPUKYC; aHOMAJIUH 3yOHBIX PSI/I0B; BbI-
COKO€ apKOBHJIHOE HE0O; CKOIHO3; Je(popMallii TPyIHOW KIETKU (BOPOHKOOOpa3Hasi MM KHUJIe-
BUJHAS AedopMalius); J0IUXOCTeHOMeN s (YTOHUEHHE U YIJTUHEHHEe KOHEUHOCTEH ); apaXxHO/1aK-
THIINS (JUTMHHBIE, TOHKHE (TTayKOOOpa3HbIe) MajIbIbl).

5. Ilpu BBISBICHUM HApYXHBIX MPOSIBICHUN AUCMOp(OreHes3a, BHYTPEHHEE HCCIIEIOBaHHE
TpyIa HeOOXOIMMO MPOBOAUTH YUUTHIBAS MX BHUCIEpajbHbIC MPOSIBICHUS, BKJIOUas MpoObI Ha
ITHEBMOTOPAKC U BO3IYIIHYIO SMOOJINIO, UCCIIEIOBAHNE TO3BOHOYHOIO CTONI0A, BCKPBITHE TT03BO-
HOYHOTO KaHaJa U MCCIIeIOBaHNE CIIMHHOTO MO3Ta.

6. JleTanbHOE THCTOJIOTUYECKOE M3YYEHHE COCTOSHUS MPOBOASIIEH CHUCTEMBI Cepjla, €ro
KJIAIIaHHOTO amrapara, CoCyJ0B, MUOKap/ia MpeCepAn U KelylI0uKoB, IpUYeM 3a00p MaTepua-
Jla OCYIIECTBIISIETCS C YYETOM Tomnorpado-aHaTOMO-MOP(HOIOTHIECKUX 0COOCHHOCTEH CTPOCHUS
cepua 1 CoCyioB.

7. IlpoBeneHne OMOXMMHYECKOTO HCCIEIOBAHUS MHOKAp/a, HAIpPaBICHHOE HA BBIABICHUE
nucbananca sekrponutoB (K/Na).

8. IIpoBeneHne XUMUKO-TOKCUKOIOTHYECKOTO MCCIIEI0OBAaHMUS TOJIOBHOTO MO3ra, BHYTPEHHUX
OpraHoB, KPOBU U MOYH.

9. 3abop marepuana sl TPOBEICHUS BUPYCOJOTHYECKOTO (M/MiIM OaKTEPHUOIOTHYECKOTO)
HCCIIETOBAHMUS.
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HERIDITARY DISORDER OF CONNECTIVE TISSUE AS A CAUSE OF SUDDEN DEATH OF
CHILDREN, ADOLESCENTS AND YOUNG ADULTS

In this article, data on external and visceral dysmorphs caused by hereditary and multifactorial
disorders of connective tissue as well as the main mechanisms for the phenomenon of sudden cardiac death
of children, adolescents and young adults are presented. The findings are based on the study of special
clinical medical literature.

Whether diagnosed or not revealed within the lifetime of some individuals at a given age span,
morphofunctional changes stemming predominantly from the failure of cardiovascular system under certain
conditions can lead to sudden death.

At present, there is no unified methodological approach in practical expert work, including the autopsy
of immediate and main causes of sudden death of these individuals, defining a forensic diagnosis and
Justifying expert opinion.

Keywords: heritable disorder of connective tissue, sudden cardiac death, children, adolescents,
young adults.



