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reHe3a ¢ pa3BUTUEM IPOTrPECCUPYIONIEH aTpohuu 3pUTENBHOrO HEPBA C YACTUUHOM
yTpaToil 3peHus Ha o0a riasa.

2. PaccMOTpeHHBIN KIMHUYECKUN Ciaydyall JE€MOHCTPUPYET HEOOXOAUMOCTh
MEXIUCIUIUIMHAPHOTO MOAX0/a K mpobiieme TpomOoduauu. Bpauy nepBHYHOIrO
3B€HAa HEOOXOAMMO 3HATh O HACIEJACTBEHHBIX ¢GopMax JaHHOrO 3a00JeBaHUS,
CBOEBPEMEHHO  HANpaBisATh  MAlMEHTOB K  y3KUM  CIEUUaJuUcTaM  —
reMaToJoraM/reMoCcTa3uoioraM, TreHEeTUKaM Uil MPOBEACHUS T€HETUYECKOro
TECTUPOBAHUS.

3. I'enetnueckass ~ MyJIbTUTe€HHass  TpoMOOUIUS  KOpPPEKTUPYETCH
KOHCEpBAaTUBHO IMpenaparoM cyinogekcunom (Beccen [lys @) moa KoHTpoJjieM
reMOCTa3noJiora, TpeOyeT KOHTPOJSI YpOBHS TOMOLIMCTEMHA W €ro KOPPEKIHH
AHTMOBUTOM.

4. 'Y G0JBbHBIX C UIIEMUYECKUM MOPAKEHUEM PA3JIMYHBIX OPTaHOB U CUCTEM B
KayecTBe U] PepeHIMalIbHON TUAarHOCTUKU HYXKHO HCHOJIb30BATh MOJIEKYJISPHO-
IreHEeTUYECKUI METO/ UCCIIE0BAHNSI © MOHUTOPUPOBATH YPOBEHb TOMOLICTEHHA.
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AHHoOTanusA. B crathe oOmnMcaH KIMHWUYECKUW Clydyall WHTEPCTULHAIBHOIO
MOPKEHUS JIETKUX y MAallMCHTKU C CHUCTEMHBIM BAaCKYJIUTOM. Takke pacCMOTPEHBI
HEKOTOPBIE BOIPOCHI O PACIIPOCTPAHEHHOCTH, KIIMHUICCKON KapTHHE, BO3MOXHOCTSIX
JTUATHOCTUKH, JICUCHHSI.

Annotation. The article deals with the clinical case of interstitial interstitial
lung damage in a patient with IgA-vasculitis. Theprevalence, clinical presentation,
diagnostic and treatment options are discussed.

KiaroueBble cJji0Ba: HWHTEPCTUIIMATBLHOE TIOPAKCHUE JIETKUX, CUCTEMHBIN
BACKYJIUT, TUarHOCTHKA.

Key words: interstitial lung disease, widespread vasculitis, diagnostics.

BBenenue

HNudbdepennmanpHas JIMarHOCTHKA 3a00JIeBaHUH, 00BETMHEHHBIX
PEHTI€HOJIOTMYECKUM CHHJIPOMOM JIEFOYHOM JMCCEMUHALMU, TaK Ha3bIBAEMbIX
WHTEepCTULIMANIBHBIX 3a0oneBanuit nérkux (M3J1) sBnsiercs onmHolt u3 Haubosee
CIOXKHBIX MpoOneM BHyTpeHHedl wMeauuuHbl. [lonarue W3JI oObenuusier
TeTEePOreHHYI0 TIpynny 3a00jeBaHUl, MpU KOTOPHIX MEPBUYHO MOPAKAIOTCA
WHTEPCTULIMM, aJbBEOJbl W NEpUaNbBeOspHble TKaHu. M3JI Xapakrtepusyrorcs
PECTPUKTUBHBIMU HapyLIEHUSMH, nporpeccupyrouiei JbIXaTeJIbHOU
HEJI0CTaTOYHOCTHIO, PEHTI€HOJIOTNYECKUMHU npU3HaKaMu JIBYCTOPOHHEHN
nuccemuHanuu [4]. U3JI npencrasnensl npubauzutenbHo 200 HO30J0TMYECKUMU
eJMHUIIaMH, YTO cocTaBisieT okoio 20% Bcex 3aboneBaHuM NErkux (MO CBEACHUSM
Ocaguyk M.A). CornacHo nanubiM MnbkoBuua M.M. pacnpoctpanénnocts U3JI Ha
100 000 nHacemenmst coctaBisger 80,9 cpemn MyxuuH U 67,2 cpean >KECHIIMH.
OTtcyTcTBHE MATOrHOMOHMYHBIX Npu3HakoB M3JI yacTo mpuBOAMT K MO3IHENH WU
OIIMOOYHON JIMarHOCTUKE M OINpeeNsieT HEBEPHbI BBHIOOp JIEUEOHOW TaKTUKH.
[IpoBoguMas HEOOOCHOBaHHAsl Tepamnus, MOMUMO OTCYTCTBUS 3(ddekra, Bceraa
yCcyryOmnsieT TAxENble UIMMYHHO-00YCIIOBJIEHHbIE U3MEHEHUSI B JETKUX U OTATOIIAET
nporuo3 [4]. B 4acTHOCTH, ypOBEHb MHBAIMAM3ALUUA U JIETAIBHOCTH O00NbHBIX U3JI
3HAUUTENBHO BBINIE, YEM MPHU APYTUX Hecneuupuueckux 3aboneBaHUsAX JETKUX [2].
CornacHo cratuctuaeckum nporrosam Ilonosoi E.H. x 2020 r. nuHTepCcTULIMATBHBIE
00J1€3HN JErKUX MO0 KOJUYECTBY «IOTEPh JET KM3HW» OYIyT CpPaBHUMBI C pakoM
JIETKOro.

Jlerounslii cuHIpOM BeTpeuaeTcs kpaiHe peako (0,5—1 % ciayuaes) npu IgA-
BacKyauTe. KIIMHUKO-pEHTTeHOIOrHueCKUe MPOSBICHUS OpaxeHUs Jerkux npulgA-
BacKyiuTe Hecneunduunel. [IpoBeneHre aKkTUBHOM MMMYHOCYNPECCUBHOW Tepanuu
MO3BOJISIET 3HAYUTENIBHO CHU3HUTH JIETAIbHOCTb, MPOMJIUTH KHU3Hb OOJBHBIX C
TSDKETBIM T€YeHUEM CUCTeMHBIX BacKyauToB (CB) [3].

Takum 00pa3oM, BOIPOC O MOCTAHOBKE TOYHOrO JMArHo3a Ha MaKCHUMaJIbHO
PaHHUX CTAUAX UHTEPCTULIMAIIBHBIX 3a00J€BaHUN JIETKUX SIBISIETCS aKTyalbHBIM.
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Heanb uccaenoBanus — aHad3 JAMArHOCTUYECKOrO MpoLecca KIMHUYECKOro
clly4yasi WHTEPCTHLHAIBHOIO TMOPAXKEHHs] JEerKMX y MAlUEHTKH C CHUCTEMHBIM
BaCKYJIUTOM.

MarepuaJibl H MEeTOAbI HCCJIEI0BAHUSA

HccnenoBanue OCylIeCTBIIIOCh Ha 0a3e MyJIbMOHOJIOTMYECKOIO OT/ENEHUS B
MBY «UI'Kb Ne6y» Jlennnckoro paiiona r. ExarepunOypra B ampene 2018 ropa.
[IpumeHscs KIMHUKO-AaHAMHECTUYECKUN METOJ] UCCIEOBaHUs: U3yUYeHHE aHaMHe3a
— aHaJIM3 NMEPBUYHONM MEJIULMHCKOW NOKyMEHTaluu (UCTOPUHU OOJEe3HU), U3ydeHHE
KIIMHUYECKOM KapTHHbl — OOBEKTUBHBIM OCMOTp, aHaiu3 JIa0OpaTOpPHBIX H
MHCTPYMEHTAJIbHBIX METO OB HCCIIEIOBAaHUS.

Pe3yabTaThl HecJieJ0BAHUS M UX 00CYy:K/IeHHE

[Nanmentka K., 33 rona, nocrynuna B MbBY «III'KBb Ne 6» r. ExatepunOypra
12.04.2018 r. ¢ xamo0aMu Ha YyBCTBO HEXBATKU BO31yXa, OJABIIIKY B MOKOE, CyXOu
KallleJb B TEUEHHUE MOCIEAHUX JBYX CYTOK, YMEPEHHYIO OOJE€3HEHHOCTh B IPYAHOM
KJIETKE, MOBBIMIeHHEe TemnepaTypbl a0 39,2°C, oOmyro ci1abocTh, OTCYTCTBHE
anmneTuTa.

AHaMHe3 3a0051eBaHUS

Cunraercedss OonbHOU ¢ 03.04.2018, korga MOSBUIMCH MPHU3HAKH OCTPOU
pecrnupaTopHo BUPYCHOM HWH(MEKIUU BEPXHUX JIBIXaTEIbHBIX IyTEH: NEpIICHUE,
001p B TOpie, moabeM Temneparypsl Tena no 38,0°C, ymepeHHas IBYCTOPOHHSA
rojioBHasi 00Jb, 00IIast c1abocTh, CHUXKEHHUE amnmneTtuta. CaMOCTOsTeIbLHOMOoIyYana
cuMInroMaruueckoe Jsedenue 6e3 sddexra. CUMNOTOMBI MPOrpPECCUPOBAIH, Uepe3
HEJIENI0 TMOSIBUJIaCh  OJIbIIIKA, YYBCTBO HEXBATKM BO3JyXa IMpPU YMEPEHHBIX
(¢u3MUecKrX Harpy3kax U B TOPU30HTAIBHOM IOJIOXKEHUH, 3aTEM B IIOKoe. B cBs3m ¢
HapacTaHUEM OJIbIIIKU BbI3BaJla OpHUraay CKOpOHM MEIUUMHCKOM momouu. JlaHHbIe
(U3UKAIBHOTO MCCIIEIOBaHUS: CO3HAHUE SICHOE, apTepualibHoe JaBieHue 126/80 MM
pT.CT., yactora nyJsbca 130 ynapoB B MUHYTY, YaCTOTa AbIXaTEIbHBIX ABMKEHUN 30 B
MuHyTy, Temmnepatrypa 38,4°C, carypauust kuciopoaa B KpoBu 85%, Ha QoHe
OKCUT€HOTepanuu catypauus coctasisiia 93%. Ilo naHHbIM ocMOTpa ObLIT IOCTABIIEH
npeaBapurenbHblii quarno3: OPBU, ocnokHeHHas ABYCTOpPOHHEH BHEOOJbHUYHOM
IMHEBMOHHUEM, OCTpas AbIXaTelibHasi HEeNOCTaTOYHOCTh Il cremenu. B HeoToxHOM
MOPSAJIKE TOCIUTAIU3UPOBaHA B myJibMOHONorudeckoe oraesieHue LII'Kb Ne6.

Panee oOpaiianace K y4acCTKOBOMY TEpAIEBTY [0 MECTY JKUTEIbCTBA B SIHBAPE
2017 roga B CBA3M C MOSBIEHHUEM >XKaJlo0 Ha (POHE CUMITOMATHYECKOrO JIEUECHHUS
OPBU. B Tteuenue mnepBbIX ABYX CYTOK BO3HMKIA auapes 10 3-4 pa3 B CYTKH,
MOSIBUJIIMCH YMEPEHHBIE 00N B CPEIHUX OTIENaX KUBOTA, MEJIKOMSTHUCTAS ChIb Ha
KOXK€ BEpPXHHMX M HIKHUX KOHEUHOCTeH, Temmeparypa Ttena o 38,0°C, obmias
cnabocTh, MmoTepss ammeTtura. B o0meM aHanu3e KpPOBH 3aperuCTPUPOBAHO
noBbIieHue 303uHodumios 10 30%. B pesynbTaTte BUACOKOIOHOCKONHUHU C OUOINCHEH
BBIIAHO  3AKJIOUYEHHWE O HAJIWYUU DSPO3UBHOIO KOJIHUTA CO CHACTHYECKUM
KOMIIOHEHTOM,  XPOHMYECKOro reMoppos. ['HcTojgormyeckoe  HCCleIOBaHUE
MOJTBEPAMIO HAIMYHUE XPOHUYECKOI'O0 BOCHAJECHHS CIM3UCTOW OOOJOYKH TOHKOH U
TOJICTOW KUK MUHUAMAaJIbHON aKTUBHOCTH.
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W3 anamHe3a KU3HU U3BECTHO, YTO B 13 jieT manueHTka nepenecia renatur C,
AJUIEPTrOJIOTMYECKUN aHAMHE3 OTATOUIEH HAJIWYUEM PEAKIU MO TUIY KparnuBHUIIbI
Ha HEyTOYHEHHBIE JIEKAPCTBEHHbIE MTPENapaThl.

IIpu ocmoTpe oOpamiaer Ha ceOs BHMMAHUE YMEPEHHBIM MepUOpaibHBIN
LMAHO3, CUMMETpHUYHAs MeTeXHalbHas Cblllb HA KOXE HUKXHUX U BEPXHHUX
KOHEYHOCTEW, ATOAUIAX, )KUBOTE AUAMETpoM 10 0,5 cM ¢ TEHJICHIMEHW K CIUSHUIO.
DNeMEeHTHI ChIIM M3HAYAIbHO MOABWIMCH HA KOXKE€ B AUCTAJIBHBIX OTIENAX HMKHHX
KOHEYHOCTEH, MOCTENEHHO PacHpOCTPAHSIMCh HAa Oelpa W SArOAUIbl, HA BEpPXHHUE
KOHEYHOCTH, *UBOT M CHHMHY. Uepe3 HECKOJIbKO IHEH BBICHINIAHUSA MPUOOPETAIOT
Oypylo OKpacky, OJICIHEIOT, a HOYbI0 TMOSABJISIIOTCS HOBBIE  DJIEMEHTHI.
AyCKyNbTaTUBHO HaJ BCEW MOBEPXHOCTHIO JIETKUX OMPEETSAIOCH )KECTKOE JIbIXaHHe,
0COOEHHO BBIpaXKEHHOE B 0a3aJIbHBIX OTJeNax.

B oOmem anamuze kposu (OAK) ot 13.04.18: neiikouuto3 11,4 x 1079 /n ¢
Helitpodpunesom (86,5%) u nmumdonenueit (9,4%), remornodun 108 r/1, cKOpocTh
ocenanus 3putrporutoB (COJ) 61 mm/u. B nunamuke ot 23.04.18: nelikoruro3 18,7
x 1079 /i ¢ neritpodunezom (76,5%), remornodoun 125 r/n, pomobonmTo3 582 x 1079
/ 1, COD 44 mm/4. buoxumuueckuii ananus kposuotl3.04.18: ACT 45 EJl/n, AJIT
21 El/n, xpeatuaun 66 MkMoib/1, pudbpunorex 5,0 /1, C-peaktuBnbiii 6enok (CPB)
96 wmr/n. UmmyHnonmornuyeckuii anamu3 ot 16.04.18: mnosbiieHue B 4 paza or
pedepencHrix 3Hauenudt Ig A (10,53 v/m) mu Ig M (3,9 r/a), noBbilieHHE
LUAPKYJIUPYIOIIMX HWMMYHHBIX KOMIUIEKcoB 1o 67 EJ[. Ha xommnberoTrepHOR
TOMOTpaMME OpraHoB TpyaHOM kiaeTku OT 19.04.18 BugHBI OOMIMPHBIC 30HBI
W3MEHEHUM M0 TUIy «MaroBoro crekia» (puc.l). 3axmouenue: auddysHoe
MHTEPCTULIMAIBHOE TOPAKEHUE JIETKUX.

Xapakrtep MOPQOJIOrMUECKUX JJIEMEHTOB M 3TalHOCTh IOSBIEHUS CBINH
yka3biBaeT Ha cBsi3b M3JI ¢ CB, nopaxarommuM MeIKUe cocyibl. JIMarHoCTUYeCKuii
MOMCK HayaT C BacKyJUTOB, HauOojee YacTo MOpa)XarolUuX JerKue—
ACCOLIMMPOBAHHBIX C AHTUHEUTPOQUIBHBIMU LUTOIIA3MAaTUYECKUMU aHTUTEIAMU
(AHIJA-CB). AnTuTena K KOMIOHEHTaM IIUTOIIa3Mbl HEUTPOPHUIIOB U MOHOIIUTOBOT
20.04.2018: aHTHTENa K IPOTEMHKUHA3E-3, MUENIONEepOKCcHIa3e, Oa3anbHO MeMOpaHe
KJTyOOYKOB: HE OOHAPYKEHBI.
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Puc. 1. KomnsrorepHasTomorpamMmma opraHoB rpyaHoi kiaetku ot 19.04.2018.

W3 aHamHe3a >KM3HM MALMEHTKU HM3BECTEH (PakT MHPUUHUPOBAHUS BUPYCOM
renatuta C, SBISIIOUIMMCS 3HAYUMBIM ASTHOJOTMYECKUM (PAKTOpPOM CMELIaHHOM
kpuornoOynmuHemun (CKI'). Kpuorno6ymun ot 16.04.2018 — He oOHapyxeH.
18.04.2018 HBsAg - ne obnapyxkeH, antu-HCV He uccnemoanuce.28.04.2018 .
MalMeHTKa Obljla HampaBjeHa HAa KOHCYJIbTAaTHUBHBIM NpUeM Bpaya MyJIbMOHOJIOra
VYpalbcKoro  Hay4yHO-HCCIIEOBATEIILCKOIO WHCTUTYTa  (PTU3UOMYJIbMOHOJIOTHH.
3axmouenue penrrenonora: onucanue KT OI'K ot 19.04.18 He uckitoyaer Hanuuue
Y4aCTKOB MOHMKEHHON MPO3payHOCTH B KOPTHKAJIBHBIX OTHAENAX C OOEUX CTOPOH.
Huarno3: D69.9 TI'emopparmyeckoe COCTOSTHUE HEYTOUHEHHOE (TeMOpparnyecKuit
BaCKYJIUT).

Ha ocHOBaHMM BBIIIENEPEUMCIECHHBIX JAHHBIX OBLT  CHOPMYIMPOBAH
KJIIMHUYeCKUd AuarHo3: I[gA-Backynurt, cmemaHHas (opMa C MOpPaKEHUEM KOXH
(mypmypa),  KEIyJOYHO-KMIIEYHOro  TpakTa  (a0JOMHMHANBHBIA  CHHIPOM),
WHTEPCTULIHATIBHBIM MopakeHUEM JIETKUX (muddyznoe aJbBEOJISIPHOE
KpOBOUBJIMSIHUE), ocTpoe TeueHue, Il ataka, aktuBHas ¢asa, aktuBHOCTH Il crenenu.
JH II crenenu.

Tsaxenoe teuenne CB ¢ OBICTPO MPOrpecCUpPYIONIMM MOPAKEHUEM KOXH U
JIETKUX SIBUJIOCH TOKa3aHUEeM IS KOMOMHUPOBAHHON TepanuuiukiopochaHom u
TJIIOKOKOPTUKOUAAaMH [3].

[ stan — wuHAYKUMS pemuccuud. MeTwinpeaHu3onoH B/B 15 Mr/kr/cyTku
(pazoBas no3a He Oosee 1r) 3 nHS MONPsT MOBTOPHO Kaxwie 3-4 Heaenu (Bcero 6—20
KypCOB) C NOCIEAYIOIIMM Ha3HAaY€HUWEM MPEJHU30J0HAa BHYTPb | MI/Kr/cyTku (HE
O6onee 80 Mr) OIHOKpPAaTHO yTpOM, HE MeHee Mecsia. 3aTeM CHUXKEHUE O3Bl
npeanu3oniona no 1,25 mr Ha 25% B Mecsn 1o 20 mr/cytku, nanee Ha 20% Kaxablid
Mecsn 10 10 mr/cytku. [{uknodocdan B/B mynbc-tepanust 15 mr/kr (e 6onee 1r) 1
pa3 B 3—4 Henmenw, B TeueHue 6-12 mecsueB. MOHUTOpPUHI 0€30MAaCHOCTH U
3¢ (PEKTUBHOCTH TEpANUHU PEKOMEHIyETCsl TPOBOJUTH 10 Hayajga U BO BPEMsl JI€UECHUS
nukinodocdanom (uepe3 7- 9 aHel mocie Kaxkaoro B/B BBeneHUs, | pa3 B 7 nHEH B
Hayaje npuema BHYTpb). OIEHUBAIOTCS CIICIYIONINE MapaMeTphl: MOUYEBOM OCaoK,
YpOBEHb TE€MOINIOOMHA, YHMCIIO JEHKOUMTOB, TPOMOOIMTOB, YpOBEHb KpEeaTHMHHUHA,
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aktuBHOCTh AJIT, ACT. AHTHarperaHtHass W aHTUKOAryJsSIHTHAs Tepamus.
Kypantun(nqunupunamon) 25 mr, no 1 tabnetke 3 pasza B AeHb 3 Mecsaua. ['enapun
200-300 Ef/kr/cyt (12 -18 000 EJl/cyT) Ha 4-6 n/k BBeaeHuii 7-10 nHei.

IT sran — mojanepkuBaroniasg Tepanus He MeHee 24 MecsleB. A3aTUONPHUH 2
MI/KT/CYTKH B COYE€TaHUU C TMpeaHu3oiloHoM (10 Mr/cyTku, ¢ BO3MOXKHBIM
CHIKeHueM 103kl Ha 1,25 mr xaxneie 4 Hepenu).Cremayer uzberatb (pakTopos,
KOTOpblE MOTYT MpOBOLUPOBATH 00OCTpeHHEe OoJie3HH (MHTEPKYppPEHTHBIE
MH(DEKIUU, CTPECC, HWHCONSIMSA, HEMOTUBUPOBAHHBI MPUEM MEIMKAMEHTOB),
OTKa3aTbCs OT KypEeHHs, CTPEMHTbCS K MOAJEPNKAHUIO HOPMAJIbHOW Macchl Telna.
[Toka3zaHa caHalisi XpOHMYECKUX 04aroB MH(EKUUU (HOCOIIOTKa, MOJIOCTh PTa).

Ouenuth >(HPEKTUBHOCTH TEpanuu 3a TMOCJICAHUN MECSI BO3MOXKHO C
MOMOIIIbI0 BUPMHUHTEMCKOr0 WHJEKCa KIMHUYECKOW akTuBHOCTH (Birmingham
Vasculitis Activity Score) [3].

BbiBOaBI:

1 .IIpakTUKyOIIMM Bpayam HE00XO0IUMO 3HATh, 4TO npu
CUCTEMHBIXBACKYJIUTAX BO3HUKAIOT JIETOYHBIE MOPAXKEHUS, KOTOpPbIE MOIYT
MPOTEKATh MOJ MACKOW BHEOOIBHUYHON THEBMOHUU.

2.IlpodpunpHas rOCIUTATU3ALMS NalUEeHTOB C CUCTEMHBIM
BAaCKYJUTOMUUHTEPCTULIMATIBHBIM  MOPAXKEHUEM JIETKMX B PEBMATOJIOTMYECKOE
OTJEJICHUE MO3BOJIAET N30€KaTh Ha3HaUYEeHUs] HEDP(PEKTUBHOW Tepanuu, YMEHbIINUTh
CPOKHH CTOMMOCTh OKa3aHHsI MEAULIMHCKON TOMOIIIH.

3.JleueHue OOJNBHBIX C CHUCTEMHBIMH BAaCKyJIUTaMHU C YYETOM Xapakrepa
OpPraHHOW MAaTOJIOTUU JIOJKHO OBITh MO BO3MOXKHOCTU PAHHUM, KOMIUIEKCHBIM, C
MOHHUTOPUHIOM 0€30MaCHOCTH U 3P(HEKTUBHOCTH NMaTOr€HETUUECKUI TepaIvu.

4. 3HaHMe BpauamMu HAIIMOHAJIbHBIX KIMHUYECKUX PEKOMEHIAM Accolnanun
PesmarosmoroB  Poccunm  «@DenepanbHble  KIMHUYECKUE  PEKOMEHIALMU IO
JUArHOCTUKE U JICYEHUIO CUCTEMHBIX BaCKYJIUTOBY, a TAK)XKE MEXaHW3MOB MaTOreHe3a
CUHAPOMOB  3a00JIeBaHUSI TO3BOJISIET CBOEBPEMEHHO  BBIIBUTh aKTUBHOCTH
MMMYHHOT'O TIPOLIECCA U CBOEBPEMEHHO HAYaTh MATOI€HETUUECKOE JICUCHHE.
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AHHOTanms. JlaHHasi CcTaThsd MPEACTaBISIET COOOM IUTEpaTypHBIM 0030D,
NOCBSIIEHHBIA MpoOJieMe pPa3BUTHA BHE3alMHOW CMEPTU Yy JIMI C JUCIUIa3uei
COCIMHUTENHHON TKaHu. OmHMCaHbl OCHOBHBIC CHHIPOMBI, JICKAIIUEe B OCHOBE
TaHATOT€HE3a BHE3AITHOW CMEPTH yIaHHOTO KOHTUHTEHTA MOJIOJIBIX JTIOZCH.

Annotation. This article is a literature review, which presents the problem of a
sudden death of patients with connective tissue dysplasia. The article also presents
the main syndromes in the sudden death’stanatogenesis ofthese patients.

KiioueBble cjioBa:  BHe3amHas  CMepTh, TaHATOreHE3, AHCIIIA3Us
COEIMHUTEILHOW TKAHU

Keywords: sudden death, tanatogenesis, connective tissue dysplasia.

BBenenue

B coorBerctBun ¢ Bceepoccuitckumu KnuHnueckumu PexoMeHpauusmu 1o
KOHTPOJIFO HaJl PUCKOM BHE3AITHOM OCTAHOBKM CEPJALA U BHE3ANHOU CEpICUYHOM
cmeptn (BCC), BHe3amHOM cepAedyHON CMEpThbIO Ha3bIBAIOT HENPEABUACHHOE
CMepTeIbHOE COOBITHE, HE CBSI3aHHOE C TPaBMOM M BO3HHUKAIOIIEEe B TeueHue 1 yaca ¢
MOMEHTA TMOSBJICHUS CHUMITOMOB Yy UYEJIIOBEKAa, KOTOPBIM MpPU KU3ZHU HMEI
BPOXKJICHHOE WA NMPUOOPETEHHOE, MOTCHI[MAIBLHO OMAcHOE /IS JKU3HU 3a00JIeBaHUE
ceplla, Wik Ipyu BCKPLITUU 00HAPY>KEHO 3a00ieBaHue Cep/la WU COCYJI0B, KOTOPOE
morjio ObiTh mnpuunHo BCC, wumu mnpu BCKPBITUM HE BBISBICHO JPYTUX
BHECEPJICUHBIX TPUYUH CMEPTU U MPEJIoIaracTcsi, YT0 CMEpPTh MOrjia ObITh BhI3BaHA
apUTMUEN.
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