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2. Horceeck

KJIMHUYECKUHA CJTYUYAM PACCJIOEHUS AOPTHI Y MOJIOAOM
KEHIIUHBI C CUCTEMHBIM CKJVIEPO30M

Annomayusn: Paccrausaowas anespuzma aopmul - ONACHOE OCLONCHEHUe,
exoosauee 6 NOHAMUE 0OCMPO20 AOPMATLHO20 CUHOPOMA, BCmpeyaemoe 8 NPAKMuKe
9KCMPEHHOU MeOUYUHbl U 3aKandusaoweecs GamaibHo 6 NOJ0BUHE CYUaAes 8Cex
eocnumanuzayui. B cmamve npeocmasnien KIUHUYECKUU CAyYall ocmpou
paccrausarowell aHespuMvl  Adopmul Y  MOJO0O00U HCEHUWJUHbl C CUCMEMHbIM
CKNepo30M 8 anamuese. Akyenm pabomul coeian HA MpPYOHOCMU OUASHOCHUKU
namoo2UYecK020 COCMOSAHUSA 8 YCIIOBUSIX 02PAHUYEHHO20 8PEMEHU U OOCMAMOYHO
Heyacmou 6cmpeuaeMoCmy OAHHO20 OCIO0NCHEHUS ) HAYUEHMO8 MOA00020
8o3pacma.

Knwuesvie cnosea: pacciraugaiowas ane8puzMa — aopmoel,  OCMpPbIL
AopmManbHulll CUHOPOM, CUCTNEMHBIU CKIIepPO3, MACCUBHOE KPOBOmMeYeHUue, MOL0OOU

eospacm.

Annotation: Aortic dissection is a dangerous complication that is part of the
acute aortic syndrome, which is encountered in emergency medicine and is fatal in
half of all hospitalizations. The article presents a clinical case of acute aortic
dissection in a young woman with a history of systemic sclerosis. The focus of the
article is on the difficulties in diagnosing this condition in a limited time frame and

the relatively rare occurrence of this complication in young patients.



Keywords: aortic dissection, acute aortic syndrome, systemic sclerosis,

massive bleeding, young age.

Beenenne

Uctunnas aneBpusma rpynaoit (AI'A) u/unm TopakoadbaoMUHATBEHON aOPTHI
(TAAA) onpenensiercs Kak MaTOJIOTMYECKOE HEOOpPATUMOE PACIIMPEHHUE AOPTHI
oonee yem Ha 50% oT HOpManmbHOro nuamerpa (5,0—5,5 cm u Ooinee)[3].
AHeBpu3Ma NpHU HAIUYUU HEOIAronpHUsITHRIX (DAKTOPOB MOXKET PACCIOUTHCS, YTO
IPUBOJUT K 3KCTPEMAIIBHO OMACHOMY OCJIO)KHEHHIO B BUJIE €€ PACCIOCHUS.

Paccoenne aopThl omnpenensercs Kak pa3pylIeHHE CpPEIHEro clios,
CIPOBOLIMPOBAHHOE  MHTpamMypajbHbIM  KpPOBOTEUYEHHMEM, NPHUBOJAILEE K
pa3JIETICHUIO CJIOEB CTEHKU aOpPThl U IMOCJEAyIolEeMy 00pa30BaHUI0 UCTUHHOIO U
JIO’KHOTO TIPOCBETOB € COOOIIIeHHEM W 0€3 Hero[2].

B nocnennee Bpems NoSBMIMCH MyOIMKALMK O Pa3BUTHUH BHE3AITHON CMEPTH
OpU pa3pblBe aHEBPU3M AOPTHI, Halle y Jul Mosomoro Bo3pacta[l]. OObryHO
npeapacnoyiiaraloiuMd  (pakTopaMu  paccliauBarollell  aHEeBPU3MBI  AOPTHI
BBICTYIIAIOT ~HEKOHTPOJIUpYyEMasi apTepuajibHas TUIEPTOHUSA, NPUBOASALIAS
K JIeT€Hepaluy CTEHKU AOPThl HPH JJIUTEIBHOM €€ TE€YEHUH, W aTEPOCKIEPO3.
NmeHnHO mo3TOMY 3a00Jj€BaHUE pPa3BUBAECTCS B OCHOBHOM Yy JIIOJEH CpEAHETro
U TMOoXuJoro Bozpacra[4]. B 6osee Mo10/10M BO3pacTe pacciIOCHUE Yallle CBI3aHO
C BPOXIEHHOW MMAaTOJOTUEN CEPIEYHO-COCYAUCTON CUCTEMBI (KOAPKTALUS A0PTHI,
AOpTaJbHBIM CTEHO3, JNBYCTBOPYATHIA AOPTAIBbHBIA KiamaH) U 3a00JeBaHUSIMU
coeauHuTenbHor TkaHu[S]. [Ipouecc, npuBoAsSIINI K paccianBarolleldl aHeBpU3ME
A0pThI, YACTO MPOTEKAET HE3AMETHO U MAaHU(ECTUPYET C COCYAUCTON KaTaCTPOPBHI.

Kiunudeckuii ciay4yai

XKenuuna, 37 net, oOpaTuiiack B IPUEMHOE OTAEIICHHUE ASKYPHOU XUPYPIHH
10 TIOBOJIY PEKTaJIbHOTO KPOBOTEUYEHMS, TPOJOJIKAIOIIETOCS HA MPOTSLKEHUH 3-X
cytok. He noxnaBmuch ouyepenu Ha OpHeM, Morepsja co3HaHue. Bpau-xupypr
OPUEMHOTO OTHAEJEHUs BBI3BAT JACKYPHOTO pPEAaHUMATOJIora, MOCie OIEHKU

CO3HaHUA M ABbIXaHHA, KOTOPbLIC K MOMCHTY IIpUXOAda Bpada HOPMAJIU30BAJIMCh,



narueHTKa OblIa TOCTaBJICHA B OT/CJICHUE peaHUMallUd 1 MHTEHCUBHOW TE€panuu B
TSXKEJIOM COCTOSIHMM. 3 aHaMHe3a BBISICHUJIOCH, YTO Yy HAlMEHTKH HMEETCS
COMYTCTBYIOIIIEE 3a00JIeBaHNE B BUJEC CUCTEMHOTO ckiepo3a (panee «CuctemHas
CKIICpOACPMHUS» ), HA MOMEHT OOpaIlleHHs IIpoTeKaroiiee B (paze 000CTpeHHS.

CocTosiHue HA MOMEHT OCMOTpa TsKEIoe, HecTabuinbHOe, co3Hanue 14-15
0a/ioB MO 1IKajle KOM [7as3ro, siCHOe, MHCTPYKIIMU BBIMOJHSIET, Ha BOIPOCHI
OTBEYAET, B MIPOCTPAHCTBE OPUEHTUPOBaHA BepHO. K0oXkHbIE MOKPOBBI IMAHOTUYHO-
MpPaMOpPHOTO OTTEHKA, XOJOJHBIC U CyXHE Ha ONLYIMb, MaHO3 OOJIbIIIE BEIPAXKEH Ha
BepxHel mosioBuHe Tena. [Ipu aycKynbTaluu IbIXaHUE B JIETKUX BE3UKYJSPHOE,
MPOBOJMUTCSL BO BCE OTACNbI, XpUIMOB HeT. [Ipu ayckynbTanuu cepjiiia TOHBI
npuriyiiensl, cepauneduenne nHeputmuuHoe, UCC 49. Bo Bpemss ocmotpa
NalUeHTKa Havalla BHE3AITHO TEPATh co3HaHue, najaenue AJl no 80/46, SpO2-78%.
[TanimenTka ObLJIa SKCTPEHHO ceAaTUpoBaHa W aHanre3upoaHa 100 Mr ketaMuHa,
1ocJie Yyero 3auHTyOupoBaHa U nojakiItoueHa k anmapary UBJI. Jlng crabunuzanuu
reMOJIMHAMMKH Obl1a OJKII0YeHa Ba30IIPECCOpHas MOAAePkKKa HOPIMUHEPPUHOM
B Jno3upoBke 3,3 Mkr/kr/mMuH. KpoBoTeueHne Ha MOMEHT ocMoTpa ObLIO
IPEeKpalieHo, Ho, HECMOTPS Ha 3TO, OblJIa BBeJIeHa TpaHekcamoBas kuciora 1000
MT, a Takke 120 Mr mpeaHHu30JI0HA JUJIST JOCTHXKEHHUS MEePMHCCUBHOTO 3 dekra.
Hecmotpss Ha mpoBoAMMBIE MEpPOINPUATHS, Y MALMEHTKU CIYy4YWIACh ACHCTOJIHS,
Obia HavyaTa pacmmpenHas CJIP, B pesynbrare yero ona Obljia peaHUMUPOBaHa Ha
2-0li MUHYT€ OT Hauyaja PeaHUMALIMOHHBIX MEPOIPUSATHIA.

JIJist moMoIM B TIOCTAaHOBKE JMarHo3a ObLI BBI3BAH NIEKYpHBIA Bpad-Y 3.
[TpukpoBatHo 0BT MpoBeneH eFAST mpoTOKON, KOTOPHIA HE BBISIBHI HHKAKHX
u3MeHeHu. CocCTOsIHME TAlMEeHTKM HECMOTpPS Ha MPOBOJUMYIO TEPAMUIO
YXYALIAIOCh, carypalus NnojiepkuBajack Ha ypoBHe 85-88%, AJI-75-80/45-51.
BpauoMm anecTe3no10roM-peaHuMaToI0roM ObLI0 TPUHSATO PEIICHUS O TPOBEICHUU
noBTopHoro wuccnenoBanusi eFAST, B pesynabrare uero Obula oOOHapyxkeHa
TUMIOKUHE3UsI JIEBOTO U MPABOI0 >KEJYJA0UYKOB, a TaK)Ke aHA3XOTeHHas moJjioca 1o
HIDKHEMY Kparo CepAlia, 4To MO3BOJIMIIO MPEAIOI0XKUTh TaMIOHaay cepaua. Jlis

BOCCTaHOBJICHHMSI HOPMaJIbHOM COKpPaTUMOCTU cepiua Oblja MPOBEIEeHA ITYHKIIUS



nepuKapaa AeKypHbIM TOPaKaJbHbIM XUPYPIoM 1o KoHTposeM Y3, B pe3yabprare
B INNPUIE MOABWIACH anas KpoBb B KoimdecTBe 45-50 wmu, Oonpimmii o0beM
aCIIMpUpPOBATH HE YJAJIOCh.

Hecmotpss Ha KpailHe HeCTaOWIBHOE COCTOSIHME BBHUAY Pa3BUTHUS
OOCTpYKTMBHOI'O IIOKA, JUIsl TOATBEPXKIACHHS JAWAarHo3a TaMIIOHAJbl cepaua
NanueHTKa Oblia TpaHcmopthpoBaHa s nposeaeHus KT opraHoB rpynaHoi
kJeTkd. VMccnenoBanue noaTBEpANIIO IUArHO3 TaMIIOHAab! cepaua (puc. 1), mocie
YEro NALMEHTKY Cpa3y TPAaHCHOPTHUPOBAJIM B ONEPALMOHHYIO I NIPOBEACHUS

AKCTPEHHOU TOPAKOTOMHH.



Puc. 1. KT opranos

IPYIHOMN KJIETKH HAUEHTKHU.

Nunykuus anectezun Obuta mpoBeneHa pentanmioM 100 MKr, y)ke BBEACHBIM
KeTaMMHOM M B KadecTBe ceianuu jaoOaBieH HaTpus okcuOat 4000 wmr. Ilocne
TOPAKOTOMUU y TAIMEHTKH BHOBb CIIyYMJIACh OCTAHOBKAa KPOBOOOpAIICHHS, ObLI
IIPOBEJICH MPSAMON Maccaxk cepiiia, mocie 4ero Ha 1-il MuHyTe KpoBOoOOpaleHue
BOCCTaHOBWIOCH. [Ipu myHKIMU nepukapaa Obuia mojiydyeHa KpoBb B 00beme 210-
215 wmu. Ilocine BOCCTaHOBJIEHHS COKPAaTHMMOCTH, BHE3ATHO BO3HUKIIO CTPYWHOE
npody3Hoe KPOBOTEUEHHUE I0J] BHICOKUM JIABJICHUEM, MPEINOI0XKUTEIBHO H3-32
paspbiBa aopThl. BBUly MacCMBHOM KpOBOMOTEpHU NAIMEHTKA CKOHYAIACh Ha
ONEpPaLlMOHHOM CTOJIE.

O0cyx1eHue U 3aKITI0YEHHIE

B npuBeneHHOM KIMHUYECKOM 0030pe€ MNPUUYUHOW PA3BUTHS aHEBPU3MBI

a0pPThI, BOBMO>KHO, CJIYKUT CUCTCMHOC 3a00JIeBaHHE COGHHHHTCHBHOﬁ TKaHHU B BUJC



CUCTEMHOro ckiiepo3a. Kak ymomMuHamoch BbllIE, JaHHAs MATOJOTHS Yallle
BCTPEUAETCS y JIMI MMOXKUJIIOTO BO3pacTa, HAMHOIO PeXe y MoJoablx. B kpynmHoM
JTATCKOM OOIIECHAIMOHAILHOM KOTOPTHOM HCCJIEAOBaHUM OblIa M3y4YeHa CBSI3b
MEXK1y HUIMYUEM Y MOJIOABIX NAIHEHTOB CUCTEMHOI'O CKJIEPO3a U €r0 NPOSIBICHUI
B BHUJEC CEPACYHO-COCYJAMCTOM IMATOJIOTMU. MUKPOCOCYIUCTBIE HAPYLIEHUS
SIBJISIFOTCSl TATOTHOMOHUYHBIM MPU3HAKOM CHCTEMHOI'O CKJIEP03a U MPOSBIISIIOTCS
TaKUMHU CUMIITOMaMH, Kak (heHoMeH PeitHo, JierouHasi aprepuaibHasi TUIIEPTEH3US
Y IOYEYHBIN KPU3, OJHAKO JIUIIIb B HECKOJBKUX MCCIEIOBAHUAX U3yUYallach 4acTOTA
OT/ICJIbHBIX MaKPOCOCYJUCTHIX NposBIeHUM[6]. B pesynbrare uccienoBanus Oblia
BBISBJICHA MPUYUHHO-CJIEACTBEHHAS CBA3b MEXKJY HAIWYUEM Y MalUEHTOB
CHCTEMHOIO CKJIEpPO3a W PHUCKOM pPa3BUTUS HETUIMYHBIX MaKPOCOCYIUCTHIX
MPOSIBIICHUMA, B TOM YHCJIE€ AHEBPU3MBI AOPThI, XOTb WU YMEPEHHOW CHJIbI
MPOSIBJICHUSI, HEXEIW MHUKPOBACKYISPHBIX HApYyIICHUH, OJHAKO, 3TO TpelOyer
0co00ro BHUMaHHUs K MEHEe PacHpOCTPAHEHHBIM OCJIOKHEHHUSIM B IEPCIICKTUBE
YBEJIIMYECHUS MPOIOJIKUTEIILHOCTH KU3HMU.

B npusenennom Chintala B kiimHnueckoM citydae BOCXOJSIIEH aHEBPU3MbI
I'PYAHOM a0OpThI y MAIMEHTKHU C CUCTEMHBIM CKJIEPO30M aBTOP TaKKE€ OTMEYAET, YTO
MaKpOCOCYJUCTbIE TPOSBICHHWS TPU JAaHHOM CHUCTEMHOM  3a00JeBaHUU
BCTPEYAIOTCS Yallle, YeM B TOMYJISIMU MAIMeHTOB, HE UMEIOIIUX €ro[7]. ABTOPHI
MPOBEIN UCCIEAOBAHUE, B KOTOPOM BBISICHWIM, YTO y MAlMEHTOB C CHUCTEMHBIM
CKJIEPO30M MPHU AyTOICUM KPYITHBIE JIACTUYECKHE apTepHalbHBbIC CTBOJBI OBLIN
JUIICHBI HOPMATBHBIX SJIACTUYECKUX CBOMCTB M CTEHKA COCY10B OblIa 3HAYNUTEIHHO
W3MECHEHA W JIMIIEHA JJIACTUYECKHX BOJIOKOH, KOTOPBIC OBUIM 3aMEIICHBI
COETMHUTEIbHOTKAHHBIM MaTpUKCOM. 1 Ipu ckiepoaepMun BaCKyJIONaTHs CBSI3aHA C
MMMYHHOW JUCpEeryysiiued U JaucOaJaHCOM BacKyJOTE€HHBIX (DaKTOpoB pocTa,
KOTOpbIE MOTYT OBITh CBSI3aHBI C BOBJICUEHHEM KaK MEJIKHUX, TaK U CPEIHUX U
kpynHbIx cocyaoB[7]. CornmacHo Moyssakis u p. ’eCTKOCTh a0PThI YBEJIUUMUBACTCS
y MAlMEHTOB C YCTAHOBJICHHBIM CHCTEMHBIM CKJIEPO30M, HE3ABUCUMO OT CTEIICHU
mpoiiecca BoCHaauTebHOro (uOpo3HOro mpoiiecca B koxe u jierkux[8]. Hecmotps

Ha BCC AOBOAbI, aBTOPbI IMHUIIYT, YTO HCO6XO,Z[I/IMBI I[ELHBHCI\/'IHII/IC HCCJICOOBAaHUA,



YTOOBI BBIICHUTH CBSI3b MKy 00JI€€ KPYITHBIM U NIEpUPEPUUECKUM apTepUaIbHbIM
BOBJICYCHHEM B CUCTEMHBIN CcKiiepo3. UTOObI MOATBEPAUTH, YTO aHEBPU3MA aOPThI
CBSI3aHA C CUCTEMHBIM 3a00JI€BaHHEM, HY’KHO TMCTOMATOJIOIMYECKOE 3aKII0UEHNE,
9TO OBLIO TPYAHO 3aMONYYHUTh B HAIIEM KIMHUYECKOM CiIy4ae, BBUAY MPOBEICHUS
ayrorncuu B O0po CyneOHO-MEAMIMHCKOM 3SKCIepTHU3bl M3-3a JOCYTOYHOM
JETAIbHOCTH MAalUEHTKH.

[IpencraBiieHHBIM KIMHWUYECKUWA CIIydyaldl IIpU3BaH IIPUBIIEYb BHHUMAaHUE
Bpaueil BceX CHEUalbHOCTEH, a BOCOOEHHOCTH CHEIUAIbHOCTEH, CBA3AHHOWU C
ASKCTPEHHON MEIUUMHON, K HEOOXOJMMOCTH HACTOPOXKEHHOTO OTHOLIEHUS
K 0O0JIEBOMY CHUHAPOMY B IPYJH Yy JIMI MOJOJOT0 BO3pacTa, B OCOOEHHOCTH, KOI'/1a

BCC OUYCBUAHBIC JUATHO3LI YK€ TOYHO MCKIITOYCHBI.
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