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Pesiome

ABTOpaMM paccMOTpeH KIMHWUYECKUU CJIydail JIeTaTbHOTO MCXO/Ia CO CJOKHBIM TaHATOTEHE30M OT aCIUPAIMOHHON
acukcun ¢ oOTypaleil JpIXaTeIbHbIX IIyTell y HalleHTKH ¢ YCTaHOBJIEeHHbIM 3a00jeBaHueM — OOKOBOM aMUOTPOMU-
YeCKMil CKJIepo3, ¢ HEM3BECTHBIMU Ha MOMEHT MCCJIeIOBaHUs 00CTOSTEIbCTBAMU HACTYILIEHUSI cMepPTH. BoKoBOIl aMuo-
TPOUYECKUIT CKIIEPO3 ABJIAETCS IIPOIPECCUPYIOIUM HellpojereHepaTuBHbIM 3a00JIeBaHUeM, XapaKTePU3YIOUIMMCS TI0pa-
JKEHUEM JIBUTATEThHBIX HEWPOHOB CIUHHOTO 1 TOJOBHOTO Mo3ra. OIHO U3 Cepbe3HBbIX OCJOKHEHWUN, B BU/ie HapylIeHue
¢yakmuu rraotanus (aucdarus) MOMKET MPUBECTH K acTMPAIUU THIIH, KUIKOCTH WU CJIOHBI B /[bIXaTeJbHbIE TTYTH.
B cBsasu ¢ atum, obecredyenne ageKBaTHOTO BHIOOPaA IUTAHUSA SBJIAETC BaKHOW 3a1adeil IPU OKa3aHUM I1aJLIMATUBHON
[IOMOLIY IALMEHTaM ¢ Pa3BUBILEMCS HapylieHueM (YHKIUHU IJIOTaHUSA. B cooOIeHnr IPoLeMOHCTPUPOBAHO UCIIOJIb-
30BaHUE COBPEMEHHBIX METOJOB IMOCMEPTHOI JIUATHOCTUKH, KOTOPBIE BCE Yallle IPUMEHSIOTCS B CyAeOHO-MEIUITTHCKOIM
[IPAKTUKE, TAKMX KaK MMMYHOTMCTOXUMUS U TaHaTOreHeTrdecKuil ananus. O630p JaHHOTO CJIydas [O3BOJSIET BbIIBUTh
HOTEHIMAIbHbIE PUCKH, CBA3aHHbIE ¢ BBIOOPOM J1e4eOHOr0 MUTAaHUs y HALUEHTOB ¢ GOKOBBIM aMUOTPO(MUUECKUM CKJIE-
pPO30M, TTPOAHATN3UPOBATH MIPUUYNHBI, KOTOPBIE TIPUBEJIN K PA3BUTUIO OCJIOKHEHUIH, a TaKyKe MOBBICUTH JOCTOBEPHOCTH
YCTaHOBJICHUsI TaHATOTEHe3a B cyAeOHOI MeauiinHe 1 (GOPMYIUPOBAHUS IPUYNHBI CMEPTH.
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NABOPATOPHbIE UCCINEOOBAHNA B KIMMHUYECKOW MPAKTUKE

Summary

This report presents a clinical case of death with complex thanatogenesis from aspiration asphyxia with obstruc-
tion of the respiratory tract in a patient with an established disease — amyotrophic lateral sclerosis, with unknown cir-
cumstances of death at the time of the study. Amyotrophic lateral sclerosis is a progressive neurodegenerative disease
characterized by damage to motor neurons in the spinal cord and brain. One of the serious complications in the form
of impaired swallowing function (dysphagia) can lead to aspiration of food, liquid or saliva into the airways. In this
regard, ensuring adequate nutritional choices is an important task when providing palliative care to patients with de-
veloped swallowing dysfunction. In the report, we demonstrated the use of modern methods of post-mortem diagnosis,
which are increasingly used in forensic practice, such as immunohistochemistry and thanatogenetic analysis. A review
of this case allows us to identify potential risks associated with the choice of therapeutic nutrition in patients with
amyotrophic lateral sclerosis, analyze the reasons that led to the development of complications, and also increase the
reliability of establishing thanatogenesis in forensic medicine and formulating the cause of death.

Keywords: aspiration asphyxia; therapeutic nutrition, palliative care, amyotrophic lateral sclerosis (ALS), thana-

togenesis and THC.
BBeaenue

OCHOBHBIM BOIIPOCOM, KOTOPBIN TIPUXOUTCS PeliaTh
9KCIIEPTY TIPH CyAeOHO-MEUITHHCKON SKCIEPTH3e TpyTa
C TI0/I03PEHUEM HA CMEPTb OT ACHUPAIMOHHON achUKCUn
C IIOJIHOM WMJIM YacTUYHOI oOTypaimeil IpocBeTa JbiXa-
TeJTHHBIX MyTell WHOPOAHBIMU TesaMu (TUIIH, JKeTYI0d-
HOTO COZIEP’KMMOI0, KPOBHU, CBHIIIYYUX BELIeCTB U 1P.), AB-
JIIETCSL BOMIPOC O MPUUYKMHE CMEPTU, KOTOPBIH MOKET OBITh
pellieH 1ocje YCTaHOBJeHUs MatoMophosoruu achukcuu
KOHKPETHOTO CJIydasi U TTOCAe/[0BATebHOCTY HAPYIICH
(pyHKIIMN JKU3HEHHO Ba)KHLIX CHCTEM opraHusma J0 MO-
MEHTa CMEPTH Ha OCHOBAaHUU IPOBEAEHHOTO TaHATOTreHe-
TUYECKOTO aHanmn3a. Kpome aTOro, HEpEAKO KCIepTam
MPUXOIUTCS YCTAHABIUBATH MPUKU3HEHHOCTh U OUOMe-
XaHU3M I0IIaJIaHKU UHOPOJHBIX TeJl B IIPOCBET /IbIXaTeIb-
HBIX IIyTeil ¢ Y4eTOM UX arperaTHOrO coCcTosHug (TBEPAOE,
SKUJIKOE WM Ta3000pasHoe), a Tak:Ke IJIyOUHY HPOHUK-
HOBEHUST U KOJMYECTBO aCTIMPUPOBAHHOTO TeJjia WU Be-
mecrsa (Puc. 1), Hajuume MOJHON MM YaCTHYHON 00-
Typalyyu IPOCBETa, KOHCUCTEHIINIO, (hOPMY U pa3Mephbl
HHOPOJIHOTO TeJia, a TaKkKe 00beM M CBOEBPEMEHHOCTH
OKa3aHUs MEAUIIMHCKOM oMoty u ap. [1-5].

Mo maHHBIM CyAeOHO-MEMUITUHCKON JTUTEPATYPBI, aCTIH-
panus IUIIM M MHOPOAHBIX TeJl Yallle BCEro SBJSETCS
HECYACTHBIM cJay4daeM. VIHTeHCUBHOCTD BBIPAKEHHOCTH
1 TTPOJIOJIKUTENBHOCTD CTaNNl acUKCHU y YeJoBeKa
B OIIpe/lesIEHHOM CTelleHu 3aBUCUT OT psna (akTopos,
BJIMAIONUX Ha OGUOMeXaHu3M 006pasoBaHUA TOW UM WHON
acurcuii (Puc. 2). Buomexannsm o6pa3oBaHust acmupa-
IMUOHHON ac(hUKCUH B OTJIMYUE OT IPYTMX BUIOB achuK-
cun B GOJIBIEH CTEMEHN 3aBUCUT OT HAPYIICHUS aKTOB
JbIXaHUS U TJI0TaHUS, IIPUYEM B IIEPBYIO o4epe/b OT JIbl-
xanus. Takue HapyluieHUs XapaKTepHbl s OGOJIe3HM
asuratenbHoro uHeiipona (BJH) — aro obiiee HasBa-
HUe TPYIIIbI [IPOTPecCUpYIONUX HelipojereHepaTuBHbIX
3ab0JIeBaHMil, KOTOPbIE MOPAKAIOT JABUTATEIbHbIEC HEli-
POHBI B FOJIOBHOM M CIIMHHOM Mo3Te. bokoBoil ammnorpo-

Pucynok 1.
YpoBeHE acnmupanuy HOHULY ¥ HUHOPOZHHX
renr (%) [2]

(uuecknmii cxnepos (BAC) — camas pacmpoctpanéHHas
dbopma B/IH.

[Ipu HApy:KHOM W BHYTPEHHEM HCCJIEOBAHNU TPyIa
[PM CMEPTHU OT ACIUPAINY TIUIIEiT MOTYT ObITh BBISIBICHBI
ob1re mpu3HaKu ac(UKCHM, TAKHE KaK: S9KXUMO3bI MO/
MJIEBPOI JIETKUX, ITUAHO3 JIWIA, IKXUMO3bI MO/l ATTUKap-
JIOM, 9KXIMO3bI B KOHBIOHKTHBE BeK, IKXIMO3bI Ha (hoHEe
TPYIIHBIX TISATEH, JKUIKOE COCTOSIHUE KPOBH, MOJTHOKPOBIE
BHYTPEHHUX OPTaHOB.

B nacrosineil pabore aBTOPbI POAEMOHCTPUPOBAIIL
HCTIOJH30BAHUE TIEPEUNCIEHHBIX METOM0B B CyAeOHO-
MEIUIITHCKON MPAaKTUKe Ha IPAKTUYECKOM IIPUMepe TIpu
YCTAHOBJEHUN IIPUYMHBI CMEPTH JIETATBHOTO CJIydast
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Pucynok 2. jaut rubesib IPEUMYIIECTBEHHO I[EHTPAJIb-
CxeMa kJjaccupmuxaumy HEHACHUJIBECTBEHHBIX ¥ HACHIBCTBEHHBIX [pIX U Hepy[(bepy[qec}{y[x MOTOHeI‘;IpOHOB, OT-
acouxcui BETCTBEHHBIX 3a [TPOM3BOJIBHbBIC JIBUKEHUSI.
| oT 3a6onesaHum OT MeXaHMYECKIX NPEensTCTBUI, OT NHTOKCMKALWIA, BbI3BaHHbIX BAC — raxenoe CMEpPTEJIbHOE HEMPOAeTe-
BbI3BaHHbIX 3a6051€BaHNAMY 3aboneBaHnAMN HepaTHBHoe 3360H6BaHHe HeyCTaHOBJIEHHOfl
ceppeyHoro npomcxoxneuma|
| atnosnoruu [6—10].
VHbEKLMOHHOTO
| JIErOYHOTO MPONCXOKAEHNA | e o Marepuasibl McCIeIOBAHNS: METUITMHCKIE
HeHacunbCTBeHHas, 06ycNoBeHHas I _
| MO3roBoro npomcxompenma| PaCCTPOICTBOM BHYTPUTKAHEBOTO AOKYMEHTDbL, TPyl I'PaXKAaHKKN ., THUCTOJIO
AbIxaHus HENHEKLMOHHOrO rUYecKuii MaTepuar.
MPONCXOXKAEHUA
MeTOI[bI Hnccjaeg0BaHuA: pETPOCIIEKTUB-
Al o o
HbI1 KJIMHUYECKUU aHaJIn3 MeJININHCKUX
= = HOBOPOX/IHHbIX JIOKYMEHTOB (MeJIUIMHCKAsT KapTa W MpOo-
HaCWNbCTBEHHAA (OT AeiCTBYA GpakTOPOB BHELIHEN Cpefpl), (BHYTPUYTPO6Has)

06yCHOBJ'IeHHaFI PacCcTPONCTBOM BHELLHErO [ibIXaHUA

v v v

TOKOJI YCTAHOBJIEHUS CMEPTU YeJIOBEKA),
ayTOTICHSI, TUCTOJIOTUYECKOE HCCJIe/[0OBaHNe

OT HefloCTaTKa KMCnopoaa

MexaHV4ecKas (B 3aBUCMMOCTM
B 3aMKHYTOM OrpaHNYeHHOM

oT nospexjatoLero gpakropa)

TOKCMYecKas (mpu oTpaBneHnmn
Afamyi, BBEEHHbIMUN N3BHE)

(I‘I/ICTOXI/IMI/I‘{GCKOB nccieaoBaimne, oKpacka

npocTpancTse T TOJTYUIUHOBBIM CUHUM ), UMMYHOTUCTOXUMU-
JC I I L yeckoe uccienobanue (anturesia K GuOPUHO-
| CTPaHrynALMOoHHasA | | KOMMNpeccroHHas | | 06TypaLmnoHHas | | acnvpaymoHHas | reHy, KUCJIOMY I‘]II/IO(l)I/I6pI/IJIJIHpHOMy 6eJIKy
noseweHne cAaBnieHue rpyan 3aKprTVIeOTBepCTV|I7I _} Cbinyymnmmn (I‘CI)AH)’ HerOHCHeHH(queCKOH OHOJIA3C
v uBoTa pTa v Hoca BewjecTsamn (HCE)), u Tanaroreneruueckuii anaaus [11].
yAaBneHve nemnen
3aKpbitne KNAKOCTbIO Pe3YJIbTaTI)l HCCJIEeA0BaHUSA
[bIXaTesbHbIX MyTen > (yTonneHwe)
_ynasneHme Pykamu VNHOPOZHbIM TENIOM
CAaBNEHNE XmBoTa Cyne6HO-MeIULIMHCKAs JKCIIEPTU3a
_> xKenyaoyHbim
conepuvein | Tpyma rp. I, 65 jer OGbina npoussemena
Ha OCHOBAHUM ITOCTAHOBJICHUSA CJIeJ0Ba-

oT aCHHpaHI/IOHHOﬁ aC(bI/IKCI/II/I IIpoCBETa /IbIXaTEJIbHbIX
nyTeil ¢ obryparueii npasoro 6pouxa (Puc. 1) numesoit
CIEIUATU3UPOBAHHON CMEChIO Y TAIMEHTKU ¢ 3a00sieBa-
HueM BAC, npu moneitke ee kopmieHus (jedebHOe 9H-
T€pajibHOE CUIITMHIOBOE HI/ITaHI/Ie)*, CO CJIOKHBIM TaHaTO-
reHe30M U OMOMEXaHU3MOM ee 00Pa30BaHUSL.

*Jleuebnoe numanue — nuTanue, 00ECIIEYNBAIONICE YAOBJICTBOPEHIE
(UBHOMOTIYECKIX TOTPEOHOCTEIl Oprani3Ma YeJ0BeKa B IHIIEBBIX Be-
[eCTBaX 1 SHEPTHU C YYETOM MEXAHM3MOB Pa3BUTHsI 3a00JIeBaHIIsI, 0CO-
6eHH0CT€l‘/JI T€YCHUA OCHOBHOI'O M CONYTCTBYIOMIETO 32160./16331‘11/117[ U1 BbI-
nosHgoee mpodurakTuaeckue 1 aedednpie sagaun (cr. 36 u cr. 39 O3
or 21.11.2011 Ne 323 «O06 ocroBax OXpaHbl 3710pOBbsi I'paxkian B Poc-
cuiickoit Meneparums ).

Cunnunz (sip feeding) — nepopaibHbIii IPUEM ITUTATEIBHON cMeCcH
uepe3 TPYOOUKY MEJTKUMHU TJIOTKAMM, MIPU 9TOM IPEAIIOYTHTETBHO HC-
M0JIB30BATD CIEIITATN3POBAHHBIE CMECH, COIEPIKAIEe MAKCUMATbHOE

KOJIMYECTBO ITUTATEJIbHBIX BEIIECTB B MMHUMAJIbHOM 061>eMe.
Omnucanune cayvas

BAC — mueilipogereneparusaoe 3abojieBanue ¢ He-
VKJOHHO IPOrPECCUPYIOIIMM TeYEHHEM U Hen36eKHbIM
JIETAJIBHBIM HMCXOJIOM, B Pe3yJIbTaTe KOTOPOTO TPOUCXO-

KPOBbIO

Tesis1 0 Ha3HadeHue aKciepTusbl. OcHOBa-
HUeM HasHAaYeHHs CyHeOHO-MeIUIMHCKOIL
AKcIepTU3bl Tpyna rpakaanku Il sBumnch HenusBecT-
Hble 00CTOSTEIHCTBA HACTYILJICHUS W TIPUYMHA CMEPTH
(cepreyHoO-cocyincTas HeJl0OCTaTOYHOCTh?).
PerpocnekTuBHbIN KJIMHHYECKUH aHaau3. 113 me-
JMUIIMHCKUX TOKYMEHTOB, TPEACTABIECHHBIX CAeI0BaTe-
JIeM JUIst CyeOHO-MEIUITUHCKOM 9KCIIEPTU3BI U3BECTHO,
uro rp. 1. Habmoxamack aMOyIaTOPHO B HOJMKIMHUKE
¢ 2014 rona. B 2021 rony sieqaniumu BpayaMu y Hee
OBl yCTAaHOBJIEH AMArHo3 — OOKOBOM aMuoTpoduue-
CKUI CKJIepOo3 ¢ NpU3HAKaAMU TOpPa)KeHUsl KaK HUXK-
HUX, TaK ¥ BEPXHUX JBUrATEJbHBIX HEHPOHOB. B cBs3M
C TIPOTPECCUBHBIM YXY/IIEHUEM COCTOSIHUS 3/10PO-
Bbs <«..IAllMEHTKa TepseT CIOCOOHOCTh CaMOCTO-
TEIbHO IEPEJBUTAThCs, UCIBITHIBACT 11epPebOUu ¢ Jbl-
XaHUEeM U TPYAHOCTHU C TJoTaHueM», rpaxkaanka III.
Obla HallpaBJeHa B OTJeJeHUe NaLIMaTUBHON Me-
JUTIHHCKON TTOMONIN 2 10 MECTY JKUTENbCTBA, TIE €l
ObLJIO HazHA4YeHO JiedeOHOe HHTEpPaNbHOE CUIIMHIOBOE
MUTAHUM, MACCaX M MHTAJSAIUN KHUCJIOPOJa C IIOMO-
IIBI0 KHUCJOPOJHOTO T€HEPaTOPa, a C IeJbI0 MepeBu-
JKEHUSI PEKOMEHIOBAHO TEPECeCTh Ha KPECJ0-KaTalKYy.

? TlayiMaTUBHAS MEIUIMHCKAS OMOIIb MPEACTABAAET COO0N KOMILIEKC MEAMIIMHCKUX BMENIATEJIbCTB, HAIPABJICHHBIX HAa usbaBjeHue oT 6oJu U
obJieryeHue APyrux TSKEJAbIX TIPOSIBJACHUN 3a00/IeBaHust, B 1IEJAX YJAYUIICHUE KAYECTBA JKU3HYM HEU3JIEYNMO OOJbHBIX TpaskaaH. IlasnnaruBHas
[OMOIIb MOKET OKa3blBaThCsl B aMOYJIATOPHBIX U CTAIMOHAPHBIX YCIOBUSX MEAUIMHCKUME PaGOTHUKAMU, MPOUICANIUMU OOYYEHHE 110 OKA3AHIO
takooii nomomu (¢1.36 u ¢1.39 M3 or 21.11.2011 Ne 323 «O6 ocHoBax oxpaHbl 370pOBbst Tpakaan B Poccuiickoit Depeparm»).
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KOIIMTO30M. B mpocBeTrax Tpynm ajabBeoJ TOMOTEHHbIE
Macchl PO30BOTO I[BETA, MeCTaMU Makpodaru, CIyIieH-
HbIE abBeOIONNTLL. Bponxocnasm. bporxuomnsl u 6poHxu
C YTOJIIEHHBIMU CTEHKAMU, CKYIHOU JuMGpOUIHOKIIE-
TOYHON MHGUIBTPAIIUEN, STUTETNH HOPMaJIBHOTO CTpOe-
HUISI, CITYTIEH B mMpocBeT. Mectamu HeGOJIbIITE pa3pacTa-
HUsI BOJIOKHUCTOU COEIUHUTENbHOI TKAHU, OTJIOMKEHUS
nurmedTa yepHoro 1sera (antpakos). CEPIIIE. O6muit
IJIaH cTpoeHus: HapymieH nuddy3HbIM U MEJIKOOYaro-
BBIM KapuOCKJIEPO30M. JHIOKApA TOHKuUH. Dubpos uH-
TPaMypaJbHbIX apTepuil. A-B aHACTOMO3bI OTKPHITHL. [loJ-
HOKPOBHUE BEHO3HBIX COCYOB U KAIMLISPOB MHOKap/A.
Paszpactanus K1eToYHON BOJOKHUCTOU COETMHUTEIHHON
U JKUPOBOH TKAaHU BOKPYT COCYHOB. OYarm M3BUIHCTON
nedbopManuy IPYIIT MBIIIEYHBIX BOJOKOH; KAPIAUOMHO-
IUTHI OYArOBO YTOJIIEHBI, CAPKOILIA3Ma 3€PHUCTAs, SIPA
MIPEUMYIIIECTBEHHO PAaBHOBEJIUKHUE, OKOJIO SIIEP OTJIOKEHUS
MIUTMEHTA 30JI0TUCTOTO TiBeTa (JUTOMYCIINH ), THIIEPI03H-
HOMUIINST HEKOTOPBIX KapAnOMHUOIUTOB. CiBHbIE (DOKYCHI
muroiusa. [IOYKHW. O6muil 1miaH cTpoeHust COXpaHeH.
Karcyna ¢ubposuposana. IToJHOKpOBHE KOPKOBOTO, MO3-
TOBOTO CJIOEB U KIy6ouKoB Touykn. Crra/sk KPOBH B BEHAX.
Dubpos aprepuii, aprepuros. OyaroBble pa3pacTaHusi Co-
eIMHUTEILHON TKaHU B CTPOME CYOKAIICYJISIPHO, TaM Ke
JUMGOUTHOKIETOUHAS UH(PUIBTPAINS, CKIEPO3UPOBAH-
Hble Kay6oukn. QuaroBast TuMGOOUTHOKIETOTHAST UHPUITH-
Tpalus CTPOMBI BOKPYT KaHAJbIIEB. JIMUTENUN U3BUTHIX
U TPSIMBIX KAaHAJIBIEB C THAJUHOBOKAINEIbHOU IUCTPO-
(ueit. Hekoropsie kiny6ouku (hubGpo3rpoBaHbl, OCTAIbHBIE
KIy6OUKY OGBIYHOTO CTPOEHUST, IPOCBET KATICYJI ONTHYE-
ckn nyct. [IIEHEHD. TucroapxurekroHnka coxpaHeHa.
MastokpoBue BeH, TOJHOKPOBUE KAITUJJISIPOB. Y MEPEHHO
BBIPaKCHHBINH (UOPO3 MOPTAJIbHBIX TPAKTOB, UX CKYII-

Pucynoxk 3.

HesipoHcneuudmuuyeckas HHoJaBa, CHUKXEHUE

bxcnpeccuyu B HEWPOHaxX NEepefHMX POIr'OB leH-—
HOr'o oTgejsa chnuHHOro Moilra. x400. Oxpaum-—
BaHue I'eMaTOKCHUJIMHOM ¥ BOBMUHOM.

Hast qumboructuonuTaptas naguabrpaiys. 'enatonurs
C 3epHUCTON IUTOIIA3MOM, MEJKUe O4Yaru TreraTolUTOB
C OKPYIJIBIMU BaKyOJIIMU CPETHETO pa3Mepa; B IEHTPax
JIOJIEK TelaToOLUThl ¢ OYpOBAaTHIM NUTMEHTOM B LIMTO-
mnasme. Anmuzokapuos. HAJITOYEUYHUKU. O6umuii
TJIaH CTPOEHWST HApYIIeH Y3eJKOBOH 1ePecTPONKON KOPHI.
Kamncyna yrosmena. I[losHoOKkpoBre KanmuuisipoB €O cja-
JUKeM 1 KpacHbiMU TpomOamu. HebGousbive odaru pesm-
MOWIM3AIUK CETYATON 30HBI KOPBL. OTMEYaroTCs Y3JIbl,
cocTosInre U3 TKAaHW KOPbI, OTTPaHUYEHHBIE OT OKPY’Ka-
Iolell TKAHU TOHKOM COeIMHUTENbHOTKAHHOU KallCyJIOMn.
MATEKA. TucrtoapxuTeKTOHUKA HapyllieHa MeTarjia3ueit
AMNTENNS B OHOCIOWHBIN. Manokposue. B ctpome mMm-
dounnas urduabTpanus Bokpyr xkenés. AMIHUK. O6-
U TIJTaH CTPOEHUST COXPaHeH. Y MEPEHHOe KPOBEHAIIOJI-
Henue cocynoB. Hemuorouncenubie (OJINMKYIbL, Oeble
Tesa; yyacTok ¢pubposa Teka-tkaHu. Ha Ban T'msoHe —
HepUBacKyJIApHbI Gubpos B serkux. IlepuaHTpakoTu-
yeckuii pubpos. CyOiuiespaabhblii (GuGpos.

[Tpu okpacke TOJYyUJAMHOBBIM CUHUM B CIIMHHOM MO3Te
HabyxaHWe U yTpara OTPOCTKOB MOTOPHBIMU HEHpPOHAMU,
B KOpe MO3Ta PacrpocTpaHeHHbIe UIeMUYecKre u3MeHe-
HUS TTUPAMUHBIX HEHPOHOB.

Pe3yabTaThl HMMMYHOTHCTOXUMUYECKOTO HCCJIE/IO-
Banusi: II'X c¢ ucnosb3oBanuem antuten kK GFAP —
B CIIMHHOM MO3T€ 04YaroBble CKOIJIEHWS TYYHBIX TJIHO-
LUTOB, OCOOEHHO Ha IPAHUIIE JAeMUETUHU3ALUN; AHTUTE]
k NSE —otcyTcrBue dhepmenTa B KJIETKaX MEPEIHUX PO-
roB, cyOTOTasbHAs yTpaTa OTPOCTKOB; aHTUTEN K (hubpu-
HOTEHYy — OTMEYEeHO pacIoJIOKeHre MeCTaMH B aJibBeoJax
110 CTEHKaM U B COCY/IaX, HAa TPAHUIE C HEOKPAIIEHHbIM
OTEKOM SIBHO BUJIEH II€PEXOJl K 30HE BBICOKOI HKCIIPECCUM.
Mousionbie tuamuHOBbie MeMOpaHbl. CoCy/Ibl MHTAKTHBIL
(Puc. 3, 4).

Pucynox 4.

Ocrpoe mnoBpexneHMe JErKUX. PUOGPUHOI'EH.

Sxcnpeccusa B cOCyRe u IO CTEHKaM ajlbBEOJI.
200x OxpaumBaHme I'€MaTOKCHUIIMHOM ¥ BOBMHOM.
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Pe3yJbTaThl TAHATOT€HETHYECKOTO aHAJU3A: TAHATO-
rene3 y rpakaanku 111, 6611 KOMOMHUPOBAHHBIN — JIETOY-
HO-MOBTOBOH C CepledHbIM (PHHATIOM, CMEPTh HeOLICTPas.
[enouka pazButus reneza cMmeptu: nopaxkenue [THC —
actMparonHas ac(puKCHUsT BEPXHUX IbIXaTeJbHbBIX TyTen
€ YACTUYHOI 0OTyparueil mpaBoro 6poHxa — 0CTpoe Mo-
paxxenue jgérkux (noxazano npu MI'X wmccnenoBanuu —
MOJIO/[blE THAJIMHOBbIE MeMOpaHbl, Puc. 4) — TUIIOKCHs
— pubpusanus [12,13].

Cy/aeOHO-Me IMIMHCKHI IHArHO3

Ocnosnoe 3abonesanue. bosesnb ABUTaTEJIbHOIO Heil-
pona (60k0BOIT aMuoTpOdUUECKHii ckaepo3 — Ghubdpos
apTepuoJi, BaCKyJUTbl B BellleCTBE CIIMHHOIO MO3Ia;
YUaCTKU BBINAJ€HNUS HEHPOHOB B MO3KeuKe, Juodyc-
IIMHO3, UIIEMUS, CMOPIIUBAHNE, CATEJJIUTO3 TSKEJIble
M3MEHEHUS] MOTOPHBIX HEHPOHOB TOJIOBHOTO M CITUHHOTO
MO3Ta, IlapalljlacThuyeckue, B TOM 4Yucje BHYTPUHEHPO-
HaJIbHBIE TeJblla B FOJOBHOM M CIMHHOM MO3Te) IIeii-
Ho-rpyzanas ¢hopma, 3 craaus. ['unorpodus MbIIII BepX-
HUX W HIDKHUX KOHEYHOCTEH. AJTMMEHTapHas KaXeKCHs.

Ocnoxcnenus. IIposeskxuu B IIPOEKIIMU OCTUCTBIX OT-
POCTKOB HMKHEH I[MOJIOBUHBI I'PYHOTO M HOSICHUYHOTO
oTjiesia 1MO3BOHOYHUKA. AcNUpPAIMOHHAs aC(PUKCUS JIbI-
XaTeJTbHBIX MyTeH TPU BABIXAaHWUW U 3arJiaTbIBAHWE IH-
MmeBoW cMecr (CUTTMHTOBOE HHTEPANbHOE JedeOHoe
nuTaHue), IpuBelllee K YaCTUYHOMY 3aKPBITHIO IPO-
cBeTa MPaBoro OPOHXA: HAJIMUKE CJIEAOB MUIEBON CMeCH
B MPOCBETE TOPTAaHW, TPpaxewu, JeBOro OPOHXa U ¢ Ya-
CTUYHOU oOTyparueii mpaBoro 6porxa (0koso 250 mir),
KOTOPbIE€ UIEHTUYHDI COJEPKUMOMY B IHUIIEBOJE U XKe-
aynke (oxono 80 mu). IlonnokpoBue cocynoB BHY-
TPEHHUX OPTAHOB, JKUIKOE CTOSIHWE KPOBU B MOJOCTSX
cep/ilia M KPYIHBIX KPoBeHOCHBIX cocyiax. OcTpoe 1o-
Bpeskaenne Jérkux. J{ucrenerassl. Kpacubie TpoMOBI
B BeHaX. OTeK CTPOMBI ¢ JieHKOIMTO30M. Bponxocmasm.
Dopmupytotuecss THaJnHoBble MeMOpaHbl. OuaroBast
U3BUJMUCTAd JedopMalis MbIIIEYHbIX BOJOKOH, MUO-
[UTOJIN3 U TUIEPI03MHOMUIINS OTACTABHBIX KapAMOMUO-
uToB. OcTpoe BEHO3HOE MOJHOKPOBUE COCY/IOB BHY-
TPEHHUX OPTAHOB, TIEPUBACKYJSPHBbIE KPOBOMIIMSTHUSI
B BelllecTBe T'0JIOBHOTO Mo3ra. OTEK roJIoBHOrO, CIIMH-
HOTO MO3ra.

Conymcmesyiouue 3abonesanus. Dubpos unrpamy-
pPaJIbHBIX apTepUil Cep/illa, OYaroBbIN MEPUBACKYJISP-
HBII Kap/IMOCKJIepO3, 04aroBbIil JIMIIOMATO3 MUOKap/a,
ouaroBas runeptpodusd, AunodycunHo3 KapauoMUuOoIu-
TOB MeJIKOOYaroBulil IIHEBMOCKIEPO3, OBITOBOI aHTpa-
K03. JHpotepBruKo3. Dubpos aprepuii moUeK, OUaroBbIi
Hedpo- U IJIOMEPYJIOCKIIEPO3; 04aroBblii UHTEPCTUIIN-
aJbHbI HedpuT. XPOHUUYECKUI OGPOHXUT. Y3eIKOBast
TUNEPIIa3usl KOPbI HAAMIOYEUHUKOB.

OTBer Ha Bomnpoc cuenoBaresns: «Kaxosa npuuuna
cmepmu zp. I11.7».

[Tpuunnoit cmeptu rpaxaanku 1. sunack acnmpanu-
OHHas ac(PUKCHUS IbIXaTeJbHBIX IIyTel ¢ YacTUYHON 00TY-
panmeil npaBoro OPOHXa IIPU BABIXAHWK U 3arjaTbiBaHUE
HUINEBOI CMeCU IpU JiedeGHOM ITMTAHUM, YTO HOATBEpP-
JKIAETCs HAJIMYKMEM B IIPOCBETe TOPTaHH, TPaxeu U OpOH-
XOB IIUIIEBOI CMeCcU, MIAEHTUYHOU B IUIIEBOAE WU Ke-
JIYJIKE, a TakyKe MPU3HAKKU OBICTPO HACTYITUBINEH CMEPTH
(TIOJTHOKPOBHE COCYZIOB BHYTPEHHUX OPraHOB, KUJKOE
CTOSTHUE KPOBU B TOJIOCTIX Cep/llla U KPYIHBIX KPOBe-
HOCHBIX COCY/Iax).

OO6cy:kaeHne pe3yIbTaToB

Jlanubplii cay4ail pofeMOHCTPUPOBAI HAJIU4YUeE Y TP.
III. xmaccuyecKkol KapTUHBI MEWHO-TPYAHON (hOpMBbI
BAC — ot yTparbl OTPOCTKOB MOTOPHBIMU HEHPOHAMHU
210 IMM(MOUAHBIX UHOUIBTPATOB B TKAHW MO3Ia.

IIpu UTX obuapyxeno npu peakuuun ¢ GFAP —
B CIIMHHOM MO3T€ 0YaroBble CKOIJIEHWS TYYHBIX TJIHO-
[UTOB, 0COGEHHO Ha TPaHUIlC 30H JAEMUEJTMHU3AINH.
Bupychoe mpouncxosxkaenne 3ab0meBaHusl KOCBEHHO MOJI-
TBepiKAaeTcs HajuyueM crieluduyecKux BHYTPUHENHPO-
HATbHBIX BKIIOUCHUN.

Tanaroreres y rp. II. 6611 KOMOMHUPOBAHHBIN — JTe-
TOYHO-MO3TOBOIT € CEp/ICYHBIM (hUHATIOM, & CMEPTHh HEOBI-
crpast (cM. Bbie). Bruomexanusm o6pasoBaHust acvpariu-
OHHOU ac(UKCUM — BJbIXaHUE U 3arjiaThIBaHUE MUIIEBON
CMECH JIJIs HTEPAJIbHOTO CUITHTOBOTO JIEYeOHOTO THTA-
Hus 11pu nonbitke Kopmienus rp. L., npuseniee x aciu-
paluy IUIIEeBO CMeCH B MOJIOCTh BEPXHUX JIbIXATEIbHBIX
myTeil ¢ YaCTUYHON 3aKyMOPKOU 1paBoro GpoHXa.

[To kmmHMueckuM ganHbIM maruenTta rp. 1. Ha mMo-
MEHT CMEPTH UCIBITHIBAJIA TIPOGIEMBI He TOJBKO C CaMO-
00C/Iy;KUBaHUEM U TEPE/BUKEHIEM, HO U C aKTOM J[bI-
XaHUsl U akToM ryotanus. [Ipu HeliposerenepatuBHOM
3a00JIeBaHUN acTIMPAIINOHHAS aC(UKCUS MOKET PasBUTHCS
Jlake 1IpU TIHIATEJbHOM IJIAHMPOBAHUM M KOHTPOJIE IIPO-
necca aHTepanpHoro nuranud. Onenka GyHKIUU TJIO-
TaHus BKJIoYaeT GpubpoazodaroracTporyonieHoCKONIO
1 BUIeo(hIyopOCKOTHIo, a (haKTOpaMyu PUCKA CIY:KAT —
HelocTaTOYHAas OlleHKa [JI0TaTeIbHON (yHKIMU U Hellpa-
BUJIbHBII BBIGOP ¥ METOJ MPOBEJACHUS Je4eGHOTO MUTa-
nus. Oguaxko 6e3 JaHHBIX OOBEKTUBHON IIPIKU3HEHHON
MIMaTHOCTUKA HApyHIeHNH (GYyHKIWU TJIOTaHUS TTOCMEepT-
Hast OIleHKa BBIOOPA W METO/[a TIPOBEICHIST Te4eGHOTO -
TaHUS BBI3BIBAET TPY/HOCTD.

[Tpu komupoBaHue OOCTOSITENIHCTB U IMIPUYUH CMEPTH
B X0j1¢ 0(hOPMJICHUH CyIeOHO-MEANUIIMHCKUX JTOKYMEHTOB
Ha vMst tp. 11, HeOOXOANMO YUUTHIBATH HE TOJHKO JIHA-
THOCTUPOBAHHYIO aclUPAMOHHYIO ac(UKCHUIO, HO U HaJIU-
yue y Hee 1ipu kusHu 3aboseBanne — BAC ¢ npusHakamu
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TTOpakKeHNS KaK HIDKHUX, TaK U BEPXHUX JABUTATEIbHBIX
HEWPOHOB C MPOTPECCUBHBIM YXY/IIIEHNEM COCTOSTHUS 3/10-
poBbst (IOTEPST CIIOCOOHOCTU CaAMOCTOSITEIBHO IIepeIBH-
raTbCsl, TPYAHOCTH C IJIOTAHUEM, IIepeOou ¢ AbIXaHUeM),
a Takke U BCIIOMOTraTesbHbie JieueOHbIe MPOIeLyPhl
(xopMmiteHre GOJIbHOI) MPOBOAUBIIKECS B paMKax HasHa-
YEeHHOU el IMaJIJIMaTUBHOM MEeIUIIMHCKOW ITOMOIIM He3a-
noaro o ee cMepTtu. [lo MHEHMWIO aBTOPOB CTaThH, pelrie-
HIE 9TOTO HEIPOCTOTO BOIIPOCA 3ACTYKMBAET OTAETbHOTO
00CysKAeH s], T.K. DU HACUJIbCTBEHHOI CMEpPTH, B OTJIH-
4ype OT HEeHACUJIbCTBEHHOH, B MEIUIIMHCKOM CBU/ETEJIb-
CTBe MPUMEHSAETCSA KOAUPOBKA BHENTHUX MPUYUH CMEPTH.

3akaoueHue

Y4uuThiBas, 4TO CAydYail IJs PelleHus dKCIEPTHBIX
3a/a4 JOBOJIBHO CJOKHBIN, B X0/€ MpOBeJeHus: cyaeb-
HO-MEUITHHCKON 9KCIEPTU3bI HEOOXOIUMO OMOJTHI-
TEJIBHO WCIIOJIH30BATh HOBBIE METO/IBI: IMMYHOTICTOXNMIN
(UTX), pertrenosiornyeckoe uccuaenoBanme (MyabTUCITU-
pasibHasi PEHTreHOBCKasi KOMITbIOTepHAsi ToMorpadust)
TpyIa TaK Ha3biBaeMasl «BUPTyaJbHas ayTOINCHUS» U Ta-
HATOTEHETHYECKOTO aHaN3a, KOTOPhIe HAXO/AT BCe OOIb-
nree npuMenenue B cyaebHoi meauiune [11-13]. Penr-
reHOJIOTUYeCKOe UCCJe0BAHNE TPYIA B [AHHOM CJIydae
He OBLTO WCTIOIB30BAHO, OHAKO €T0 MPUMEHEHE 0 CeK-
[IMOHHOTO WCCIIEI0BAHYSI TTO3BOJMIO OB OGBEKTUBHO MOJI-
TBEPAUTH U OIIEHUTh YPOBEHb IMPOHUKHOBEHUS ACHUPH-
POBAHHOTO BEIECTBA, IPOBECTH CPABHEHHUE COIEPIKUMOrO
B IIPOCBETE [IBIXATEIBHBIX MyTEil € COAEPKUMBIM B TIPO-
CBETE THINEBOJIA U JKETY/IKa, a TAKsKe BEIOPATh OMTUMATD-
HYIO TAaKTHKY BCKPBITHSI.

Chucoxk sutepatypsl

1. CyBe6HO-MenuUMHCKAas SKCIEPTHUBa MEeXaHUYEeCKOH
acouxcuyu / PyKOBOLCTBO IIOXL pen. A.A. Mamsmema
u B.¥. Burepa. - JI.: Memmimua, 1993. - 67c.

2. Boresary I'.A., Myronu I'.JI. Acduxkcus (HecwacT-
HEle Clydau, KasyucTuka, sBabosesaHus) /. KmumHes:
WIrunra, 1983. - 96 ¢

3. HNyrwuuier B.A., Boromosor I.B., CyHgykxoe I.B.,
llamMar IIpeMpanx. O6TypaLms, acCoHpaLus ¥ MUHDAJIALMS
npyu MexaHmdeckoyu acouxcuyu // CyReb6HO-MeRULMHCKAS
sxcneprmuza. - 2011. - W1. - C. 23-24.

4. Boromosior I.B., Iyruruier B.A., CemeHorB I'.I".,
BapaHoB M.5l. HeOGBIYHEDI TaHATOU'e€HEe3 Ip¥ KOMOVHUPO-
BaHHOM MexaHwudeckon acouxcun // CynebHO-MenuLH-
ckass skcneprmusa. - 2011. - W4. - C. 42-43.

5. CyunyxoB JI.B., BapwmroB E.X., BoromosoB [I.B.
u Op. Cyne6HO-MenMLMHCKAas BKCHEpTH3a MeXaHude-
ckont acduxcum / YuebHO-MeTOOMYECKOoe Iocobmue nis
CTYNEHTOB, KJIMHUYECKHUX OPIMHATOPOB ¥ ACIUPAHTOB. —
Mockea: PYIOH, 2019. - 80 c.

6. Kojewnikoff A. Cas de sclerose latérale
amyotrophique // Arch. Neurol. (Paris). - 1883. -
t. 6. - P. 356.

7. Erbsléh F., Kunze K., Recke B. Amyotrophic
lateral sclerosis / Progr. neuro-genet. ed. by
A. Barbeau a. J.-R. Brunette, v. 1, p. 822,
Amsterdam, 1969.

8. Byumra T.JI. COBpeMEHHOE COCTOsIHME MpPO6JIeMEl
6okoBOr'oc ammorpopuueckoro ckaeposza // BecrH. AMH
ccep. - 1971. - 7. - C. 91- 96.

9. KoHnompanmoB H.B. K 5STHosormm 60KOBOI'O aMmo-
Tpoduueckoro ckaeposa // XypH. HeBponaT, ¥ HCH-
1953. - B. 2. - C. 83.

10. 3Bunebep JI.A. u gp. O BOBMOXHOCTV BUPYCHOM

XnaTr. -

STHoNOrMY GOKOBOI'O aMmuoTpodmdeckoro ckaepoza //
Bonp. Bmpycon. — 1962. - WN5. - C. 520.

11. BoromonoB [J.B, IxyBanskoe I1.I'., B6pyesa K.B.
TanaToOreHeTHYECKHUII aHaNWu3 B IATOJOIMHU ¥ CyRebHOM
MenuumHe / MoHorpadms. AcrpaxaHs: AIMY, 2016. -
107 c.

12. Boromonor I.B., HNyrwmriiere B.A., CyHgykoe I.B.
Mopdonornueckass QUATUHOCTHKA HNPOJOJNXUTEIBHOCTH
YMUPAHHUS ¥ TeMlla HAaCTYILIEHMS CMEPTH B CYBEOGHOM Me-
nmimee / MoHorpadwms. - Mockea: PYIOH, 2021. — 100 c.

13. KomanerB A.B., I'pubyHoB I0.II., IyTuHues B.A.
KprmMuHanucTudeckmue OCOGEHHOCTY MHTEPHpEeTAaLuy pe-
BYJBETAaTOB NPWXWUBHEHHOW ¥ IIOCMEPTHOM PEeHTI'€HOB-—
CKOJ¥ KOMIIBEIOTEPHONM ToMorpadmuyu O6BEKTOB 6MoJorude-
CKOI'O M HEBMOJIOTMYECKOr'o Npoucxoxnernns / Ludposse
TEeXHOJIOT'MY COBPEMEHHOW KPHUMWUHAJIVUCTUKY, WUCIOJNE-
BOBaHMe CHeLMayBHEIX BHaHWy. Marepmansl KOHPepeH-
LMy, HNPOBELEeHHO} B paMKax MexpyHapoZHoro @opyMa
«HHTepnoanTex: LuuppoBas TpaHcdopMalms 6eszomac-—
HocTu rocymapcrea» 18 oxrabps 2022 roga / Cocr.
O.B. TywkxanoBa. — M.: CrnepcreBeHHEDI komuTeT Poc-

cmyickou $emeparmmu, 2023. - C. 28-48.

JIABOPATOPHAS MEJUIIMHA Tom15, Ne3-4, 2024 69



