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2. CocTosiHME MAIIMEHTOB B UCCIIeyeMOM IpyIine B 2/3 ciiydasx — TsDKeJoe.

3. Haubonee yacteim u3 pannux ocioxHeHnidt OKCcenST Ha morocnutaibHOM
stane sBisiack OCH — 29 yen. (82,8%).

4. B wuccnenyemoii rpynne OKCcnST, ocnoxHUBIIMNCS apUTMHUSIMU
JIOCTOBEPHO Yallle Tociie MPOBEICHHON TEpanuK MOBBIIIANIOCH (BOCCTAaHABIMBAJIOCH)
CAl na 16%, 1Al na 27%, camxanach YHCC Ha 30% u ymenbianacs YJ[ Ha 15%.

5. BoapmmuacTBo nampeaToB ¢ OCH umenu Il ct. mo Killip — 25 u3 29 yen.

6. B rpynne OCH mnocne npoBeAeHHOW Tepanmuu BBISIBIEHO JOCTOBEPHOE
ypexenue YCC na 16%.

7. IlpoBenennoe neuenue Ha stane CMII okazamoch 3(pdexTHBHO y Beex
HCCIIETyEMBIX MAI[UEHTOB.

Cnucok Jqurepatypsbi:

1. Kapauonorus. HanmonanbHoe pykoBoacTBO. Kpatkoe uznanue / moj pen.
E.B. lllnsxTo. — 2-e u3n., nepepad u gom. — M.: TDOTAP-Menua, 2019. — 816 c.

2. OcTtperit KOpoHapHbIH cuHapoM / ion pea. AJI.Ceipkuna. — 2-€ u3j., 101. U
nepepad. — M. : OO0 «MeaurmHackoe nHGOPMAIIMOHHOE areHTcTBOY, 2019 — 528 c.

3. Ilpukaz Ne 457 u M3 PO® «OO0 yTBepkIeHUU CTaHIapTa CKOPOM
MEJUIIMHCKOW TOMOIIM TPU OCTPOM TpaHCMypalibHOM HHPapkTe Muokapaa». 05
nronst 2016 roxa.

4. Ckopass MenuIMHCKass moMolls. KimHu4eckue pexoMeHIanuu / moj pe.
C.®. bargenko. — M.: [D0TAP - Memna, 2018. - ¢.37-46

5. Borja Ibanez. Pekomenpanmuu EOK mo BeaeHHIO NAllUEHTOB C OCTPHIM
uHpapKkTOM MHOKapaa ¢ nmoabemoMm cermeHta ST 2017/Borjalbanez; StefanJames;
StefanAgwall u ap//Poccuiickuii kapauomornyeckui xxypHai. - 2018. - Ne23(5). - p.
109-110

YK 616.132.13

Caayrun B.H., Apxunos K.B., ITonos A.A.
KJIMHUYECKHHN CIYYANU: CHHAPOM I'3EJISI - DPATENMA —
KHCTO3HBIM MEJUOHEKPO3 AOPTHI. PACCJIAUBAIOIIIAS

AHEBPU3MA BOCXOJALIETI'O OTAEJIA IYT'U AOPTHI C PA3PBIBOM
Kadenpa 'ocniuranbHo# Tepanuu U CKOPOM MEIULIMHCKON MTOMOIIH
YpalbCkuil TOCY1apCTBEHHBIN MEIUIIUHCKAN YHUBEPCUTET
ExarepunOypr, Poccuiickas ®@enepanus

Slautin V.N., Arkhipov K.V., Popov A.A.

CLINICAL CASE: THE SYNDROME GZELLA - ERDHEIM-CHESTER -
CYSTIC MEDIONECROSIS OF THE AORTA. DISSECTING ANEURYSM
OF THE ASCENDING AORTIC ARCH WITH A RUPTURE
Department of Hospital Therapy and Emergency Medical Care
Ural State Medical University
Yekaterinburg, Russian Federation

782



V Mesicoynapoonas (75 Beepoccuiickast) HayuHo-npakmuieckas Konpepenyus
«AxmyanvHbie 60NPOCHL COBPEMEHHOU MEOUYUHCKOU HAYKU U 30PAB0OXPAHEHUS)

E-mail: vas-slautin@yandex.ru

AHHOTaIII/Iﬂ. B cratbe IMpCacCTaBJICH KJIIMHUYECKUHU cnyqaf/i ImanucHTa,
AOCTAaBJICHHOI'O B OKCTPCHHOM IIOPAIKEC B HpI/IéMHoe OTOCIICHUC

Annotation. The article presents a clinical case of a patient who was delivered
in an emergency to the emergency Department.

KiroueBbie cioBa: AHEBpuU3Ma aopTbl C pPa3pblBOM, HIAUONATUYECKUHN
KUCTO3HBIA MEIUOHEKPO3, PACCIOCHUE AaopThl, KIMHWUYECKHil ciy4ad, CuUHIpOM
['3ensa-Opareiima.

Key words: Aortic aneurysm with rupture, idiopathic cystic media necrosis,
aortic dissection, clinical case, Gzel-Erdheim Syndrome.

Bsenenne

OcTpele aopTajibHBIE CHHIPOMBI — 3TO BHE3AIHO BO3HUKIIHWE CHUTYalMH CO
CXO0KUMH KIIMHUYECKUMH IPU3HAKAMU, XAPAKTEPUIYIOIIUECS ITOPAXKECHUEM AOPTHI
[4].

Cungpom I'3ena — DOpareiiMa — UIMONATUYECKUN KUCTO3HBIM MEIMOHEKPO3
aopThI, B OCHOBE Pa3BUTHA KOTOPOTO JIEKHUT IMOPAKEHUE IIIACTHYECKOIO KapkKaca
cpeaHel 000JI04KH a0PThI (MEIMH ) — JIM3KUC 3JIACTUYECKOT0 KapKaca ¢ HaKOILJICHUEM
IVIMKO3AMUHOTJIMKAHOB. Yamie BCTpedaeTcs y JUIl MY’KCKOTO I0Ja MOJOJOrO WU
cpenHero Bo3pacrta. Mcxon — paccioeHue U pa3pblB aOPThl ¢ KIMHUKOW MAacCCUBHOM
KPOBOIIOTEPH.

CoXHOCTH JTUaTHOCTUYECKUX MEpPONPUSATUNA (OTCYTCTBHE CIEIUaTbHBIX
METO/IOB HCCIEOBaHUI), OTCYTCTBHE OIbITa PAHHEW JIMArHOCTHKU JaHHOU
MaTOJIOTMH B OOIIETepaneBTUYECKOM 3BEHE MHOTOKPATHO TIOBBINIAET YPOBEHb
JIETAJIBHOCTHU Y JAHHBIX TAIlUEHTOB.

OCHOBBIBasICh Ha JIMAarHOCTHYECKUX BO3MOXHOCTSIX OOIIETEPAneBTUYECKOTO
3B€HA, Mbl IPOAHAJIM3UPOBAINA U ONKCAIU KIMHUYECKUU CIIy4yad HIAUONATAYECKOIO
KMCTO3HOTO MEIHMOHEKPO3a C pa3pblBOM AOpThl y ManueHTa 26 JeT ¢ LeJblo
MOBBIIIEeHUS 9(PPEKTUBHOCTH BBISBJICHUS TAHHOMN MATOJIOTHH.

Heap ucciaenoBaHus — IEMOHCTPALUS CIOKHOCTH JUATHOCTUKHU PACCIOCHMS
aopThl Ha POHE MIUONMATHYECKOTO KUCTO3HOTO MEANOHEKPO3a.

MarepuaJjibl 1 MeTOABI HCCIAEAOBAHUS

IIpy 1OArOTOBKE MAaHHOM CTAaTbU Mbl ONUPAIUCH HA aHAMHECTUYECKUH,
KJIIMHAYECKHM, Ta00paTOPHO-UHCTPYMEHTAIbHBIN, PETPOCIEKTUBHBIA METOBI.

Onucanue KIMHUYECKOIO CJIyqast

MyxuuHa 26 JeT JocTaBiieH OpuUragoil CKOpOM MEIUIIMHCKOW TOMOIIM B
OKCTPEHHOM IIOPSJKE B NPUEMHOE OTHEICHHUE C MPEABAPUTEIBHBIM JIHATHO30M:
Y6 rpynHo# kietku cieBa. [lneBMoremoTopakc cieBa. TpaBMaTuueckuii Mok 2-3
CTEIICHH.
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Ha MoMeHT rocnuTanu3anyuu B KJIMHUKY y MAMEHTA: CO3HAHUE — OTJIYLIEHUE,
apTepuanbHoe naBieHue 60-80/40 MM PT. CT., YacTOTa CEPJACUYHBIX COKpAIICHUN —
120 ynapoB B MUHYTY, 4acTOTa AbIXaHUS — 38 B MUHYTY.

Co cnoB Bpaua Opuraabl CKOpOM MEIUIMHCKOW TMOMOIIM, aHaMHE3
3a00seBaHus CIEIYIONIUI: MIeCTh JHEW Ha3zaJ mociie 3aHATUN CHOpPTOM (ITOJAHUMA
HITAHTY) TOSIBUJIMCH OOJIM B TPYAHOM KJIETKE CJIeBa, COCTOSIHUE YXYAIIANOCh, BI3BAI
opuragy CMIL.

W3 aHaMHe3a )KU3HU M3BECTHO, YTO MOCJENHSS rOCOUTaIN3alus Obljla BOCEMb
MECSLEB Ha3ax B OTHECICHUE COCYAUCTOM XUPYPruH, KyJa NALUUEHT NOCTYNHI C
KJIIMHUKOW MEPUTOHMUTA, C AUarHo30M: OTpbIB BEpXHEH SrOAMYHON apTEepUu CIieBa.
Pa3pblB MecTa caMsHUS TOJB3IOLIHBIX BEH cieBa. ['ematoMa 3a0prOIIMHHOTO
pocTpaHcTBa. B  xozme nedeHus BbisIBI€HAa [ocnuTanbHas MOpPaBOCTOPOHHSA
HIKHenoseBast nHeBMoHus, /IH 1. Beinrcan B yJ10BI€TBOPUTETBHOM COCTOSIHUM IO
Ha0II0ICHUE XUPYpra, TepareBTa 1o MECTy >KUTEIhCTBA.

Ha srane ckopoii MEIULIMHCKOMN ITOMOILH IPOBEAECHO JICYEHHUE:

1.Sol. Sterophundini 500.0 BHYTpHBEHHO KaIlelIbHO,

2.5S0l. Dopamini 200 MYBHYTPUBEHHO KaIlEIbHO,

3.S0l. Phentanili 0,1 mgBHyTpHUBEHHO CTpPY#HO.

[Ipu mocTymieHnu B MPUEMHOE OTNIEJIEHUE OCMOTPEH JACKYPHBIM XUPYPIOM.
OOBEKTUBHO: COCTOSIHUE TSDKENIOe, CoO3HaHue — orayuienne. Koxa 6ienHo — po3oBas,
akporaHo3. TOHBI cepialla MPUIIYIIEHbl, PUTMUYHBIE. ApPTEpHUATLHOE J1aBJICHUE
110/70 MM pT. cT., yacToTa ceplaeyHbIX cokpameHuid 100 ynapoB B MHUHYTY.
JlpixaHue pe3ko OocialJeHO CcJieBa, ClpaBa — XKECTKOE. XPHIOB, IIymMa TPEHUS
reBphl HeT. [Ipu manpnanuu rpyAHOM KJIETKU MOAKOXKHOM dM(pU3EMBbI, KpEMUTALIUH
HeT. [Tanbnanusa 6e36ome3nenHas. Yacrora apixanus 24 B MUHYTY. JKUBOT HE B3IyT,
y4acTByeT B aKTe JbIXaHWs, MATKHM, Oe30one3HeHHbI. [lepucranbruka
BhICTymuBaeTcs. [losicHnyunas o6acTh HE M3MEHEHa, 0€300JIe3HEHHAS.

Ha KT rpyaHol KIETKM KOCTHO-TPAaBMATHYECKUX IIOBPEXKICHUNW HET,
CyOTOTalIbHOE 3aTeMHEHHE JICBOM IUIEBpaIbHOM MOJIoCcTH, TuioTHOCTH 50-60 HU,
CMEILEHUS CpelocTeHHs HeT. He uckioyanoch HaIM4Ke MIEBPAIbHOTO BHINOTA.

Jlnst mpoBeneHusl TUICBPAJIbHOW IMYHKIMM OOJBHOM TPAaHCIOPTUPOBAH B
ONEPAIMOHHYI0. BO BpeMs TpaHCIIOPTUPOBKH B ONEPALMOHHYIO COCTOSTHHUE PE3KO
YXYAIIUIOCh, HApOCHa OJbIIIKa, YacToTa AbixaHusi 30 B MUHYTY, ApTepuanbHOE
nasienue 60/20 mm prt. cT. [losiBUIach NOTPEOHOCTH B KaTexonamMuHax. BrimoaHeHa
IJIEBpaJIbHASI MyHKIHUS ciieBa. JKUIKOCTH, BO3AyXa HE MOJTYYEHO.

Jle)KypHBIM  XUPYpProM-TPaBMATOJIOTOM OBLIO HCKIIIOYEHO TpaBMAaTUYECKOE
noBpexaeHue. JlaHHbIX 32 TpaBMy BHYTPEHHHUX OPTaHOB HET.

B cBs3u ¢ orcyrctBuem TpaBmbl, u3MeHeHusiMu B OAK (nelikouuros),
HamuuueM 3ateMHeHus o KT, mecrabunmm3anueil reMoJIMHAMHUYCSCKHX IMapaMeTPOB
HE HCKIIOYAJIOCh HAJIUYME MHEBMOHHUH, OCJIOKHEHHOM CENTUYECKUM IIOKOM.
[IpurmnaiieH Ha KOHCYJIBTALMIO JI€KYPHBIA TEPAIIEBT.

N3 ocMoTpa nexypHOTO TepareBTa o0paliaet Ha ce0si BHUMAHHE:
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Opransl asixanus: Yacrora npixanus 24 - 30 B muHyTty, SPO2 He
onpenengercs. ['0l0coBoe OpOKAHWE YCUIEHO CJEBA, IEPKYTOPHBIA 3BYK
YKOPOYEHHBIN CJieBa B MOJJIONATOYHON M B akCHIUIsipHOU oOnacTsax. [logBMKHOCTD
JIETOYHOTO Kpasi orpaHuyeHa cjeBa Ha 3 cM. [[pixaHue BE3UKYJIsIpHOE, OCiabiIeHO
cjieBa B TOJJIOMATOYHOM M B aKCUJUILIPHOM oOnacTsX. XpHUIIOB M IIyMa TPEHHUS
IJIEBPHI HET.

Opranbl kpoBooOpanieHusi: ToHbl cepana npuriymensl. CUCTOIMYECKHN IIyM
Ha MUTPAJIBHOM KiaraHe. Hactora cepaeuynbix cokpaumieHud 120 ymapoB B MUHYTY,
AptepuansHoe gasinenue 110/70 mm pT.CcT. Ha BHyTpHUBEHHOM BBeleHuU JlomamuHa
200 mr.

JlabopaTopHbie H MHCTPYMEHTAJIbHbIE HCCJIEI0BAHUSA

OO0mmit anaimm3 kpoBu: caxap 18,7 mmounb/m; nedikonutsl 57,8 10E9/m;
sputpouutsl 3,7 10E12/11; remorno6un — 104 r/m;

OKI': CunycoBasi Taxukapus, 4acToTa cepAeUYHbIX cokpaieHuii 102 ymapa B
MUHYTY, METa0OJNYECKIE U3MEHEHUSI B MUOKap/IE.

KOC aprepuansHoii kpoBu: pH-6.8; pCO2-39; p02-107; BE-27.
KT: JleBocTOpOHHSS HUXKHEAOJEBAs MonKrcerMenTapHas naeBMonus, KT naHHbIX 3a
TUAPOTOPAKC HE MOIYUYEHO.

IlpeaBapurebHbIA 1MATHO3

Ha ocHoBanum xayno0, aHaMmHe3a, JA0OPATOPHBIX M HMHCTPYMEHTAIBHBIX
MCCJIEI0BAaHMUM ObUT MOCTABJIEH MPEIBAPUTENBHBIA TUATHO3:

BueOonbHUYHAS JI€BOCTOPOHHSS IOJMCETMEHTApHAs MHEBMOHUS TSHKEIOU
CTENEHU TKECTU. TOKCUKO-MH(PEKUMOHHBIM MmOK 3 creneHu. JKenezogepuuuTHas
aHEeMUs, TSKEJION CTENEHHU TAKECTH, TUIIEPIIIMKEMUS HEICHOTO Te€HE3a, JIEUKOIUTO3.

[laneHT rocnuTanM3upoOBaH B OTAEIEHUE pEaHWMAllMM W HMHTEHCHUBHOU
Tepanuu.

[1nan nedyenus:

1.Sol. NaCl 0.9% 500,0 BHyTpHUBEHHO KameJbHO,

2.HopaapeHnanuH MUKPOCTPYHHO 1,6 MKI/KT B MUHYTY,

3.Hedraponuna ¢pocamui 600 Mr 2 pa3a B CyTKH,

4. ®amotuauH 20 M BHYTPUBEHHO.

B mepBUYHOM OCMOTpE Bpaya aHACTE3MOJIOra-peaHnMarosiora odpailaer Ha
ce0s1 BHUMaHUE yXyAlleHne remoauHaMuku 10 50/0 mm pt. ct. Ha nepudepudeckux
apTepusx JIEBOM BEpXHEW KOHEYHOCTH MyJibC He ompezensercs. JleBas mojioBuHa
IPYJHOU KJIETKU OTCTAET OT IpaBou B akTe AbixaHus. llaument nepesenéH Ha MBJI,
BBITIOJIHEHA KaTeTepu3alus MOJKIIOUMYHOM BEeHbl CJeBa, Hadata WHQY3Us
aJipeHajMHa BHYTPUBEHHO KameJbHO.

B Tedenne [ABYX 4YacoB COCTOSIHHME PE3KO yXYAIIAJoCh, BoO3pacraia
MOTPeOHOCTH B KatexosaMuHax (¢ 1,6 MKr/kr g0 3,2 MKI/KT/MUH).

Uepes Tpu 4Haca OT MOMEHTa NOCTYIUIEHUS B OTIEICHUE pEaHUMAlUU U
MHTCHCUBHOW Tepanuu Ha (OHE MPOrpecCUpOBaHUs CHHAPOMA IOJIUOPTraHHOU
HEJ0CTATOYHOCTHU MPOU30IILIa OCTAHOBKA CEPACUHON NEATENBHOCTH. 3a(hUKCUPOBAHO
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COCTOSIHME KIIMHMYECKOM cmepTu. HavaTel peaHHMAallMOHHBIE MEPONPUATHS.
3adukcupoBaHa OMOJOTUYECKAS] CMEPTh.

Teno HampaBieHO Ha  ayTONCUIO C  JaMarHo3oM: BreOoiabHUYHAas
JIEBOCTOPOHHSIS IMOJMCETMEHTAPHAS] THEBMOHMS, OCJIO)KHEHHAs TuapoTopakcoM JJH2.
Ocnoxuenus: MHPEKIMOHHO — TOKCUYECKUH IIOK TpeThed cTeneHu TskecTu. OTEK
JIETKUX.

[Tatonoroanaromuyeckuid nuarHo3: Cunzapom ['3eiins — Opareiima —
KHCTO3HBIA MEIMOHEKPO3 aopThl. PacciamBaromias aHeBpH3Ma BOCXOIAILIETO OTAEIA
JyTH a0PTHI C Pa3PbIBOM.

Ocnoxnenusi: ['emopparuueckuii 1IOK: MajlOKpOBHE BHYTPEHHUX OPTraHOB,
«IIIOKOBas» MOYKa, JUCTENIEKTa3bl B JIETKUX, XKUJKAs KPOBb B COCYJaxX M IMOJOCTSIX
cepaua, a0 3500 M KMAKOW KpPOBM B IUICBPAJIBbHOM MOJIOCTH CJi€Ba U B
3a0pIONIMHHOM TPOCTPAHCTBE, T'EMOPPArMuyecKoe MPONMUTHIBAHUE MSATKUX TKAHEH
CPEIOCTEHBS.

Pe3yabTaThl HCCIeJ0BAHUS U UX 00CYXKICHHUE

OcCTpblif aOpTaNBHBI CHUHAPOM YacTO MOXET ObITh MEPBBIM MPHU3HAKOM
3a00s1eBaHus1, KOTOPOE HYXKIAETCS B OBICTPOM JUArHOCTUKE U ONPENENICHUN TaKTUKU
BEJICHUS JUIs YIYUIIEHUSI SKCTPEMAIBHO HEOIaronpusTHOTO MPorHo3a [4].

HecMoTpst Ha TO, 4TO MEHEE IMOJIOBHHBI BCEX MALMEHTOB C Pa3pbIBOM AOPTHI
MpUOBIBAIOT B OOJIBHUILY KUBBIMU U CMEPTHOCTh MOXET AocTurath 54% 3a 6 4acoB u
76% uepe3 24 wyaca mocie Hayana 3a0osieBaHusi [4], B HalUX cujiax YIydllUTh
PAHHIOIO JIMarHOCTUKY U, CIEJOBATEIbHO, BBDKMBAEMOCTh JIaHHBIX MAllMEHTOB Ha
00111eTepaneBTUYECKOM dTarle.

B 1gaHHOM  KIMHUYECKOM  clly4ae, Ha TpeABApUTEIbHbIA  JHArHo3
«BHeOoIbHUYHAS TTHEBMOHMS, OCJOXXKHEHHAS CENTHYECKUM IIOKOMY», YKa3bIBAIOT
TaKME AacCMeKThl, KaK: 3aKIIOYEHUE PEHTIEHOJIOTa, JEHKOIUTO3, cyOdeOpuibHas
TUXOpajKa, JecTabmin3alys TeMOJMHAMHUYECKUX MapamMeTpoB, MPEIIIESCTBYIONIEE
HaJlnyue MHEBMOHUU B MEPUOJ IPEABITYIICH TOCIUTAIN3ALNH.

Opnako npu 6oJiee AeTAILHOM U3Y4YEHUU oOpalaeT Ha ce0si BHUMAaHHE:

1. AHamMHE3 MOJIOAOTO MAalME€HTa — CIOHTAHHBIA OTPHIB BEPXHEWU ATOAMYHON
apTepuM CIlieBa, pa3pblB MeECTa CIUSHUS TMOAB3AOIIHBIX BEH CIJIEBa; CKOPOCTH
pa3BUTHUS 3a00JICBaHNS;

2. HecooTBeTCTBHE KIMHUYECKOW KAPTUHBI U TSHKECTU COCTOSIHUS MAlMEHTAa, a
MMEHHO: cy0(heOpunTeT, HO pe3koe cHkeHue AJl, Hanuuue pe@pakTepHOro 1IoKa,
M3MEHEHUE KOXKHOT'O MOKPOBA JIEBOM BEpXHEH KOHEYHOCTU M OTCYTCTBHE ITyJIbca Ha
HEM.

3. HecooTBeTCcTBHE KIMHUYECKON KApTUHBI U MHCTPYMEHTAJIbHBIX JIaHHBIX, a
MMEHHO: BBIPAXEHHBIN JIGUKOIIMTO3, HEXAPAaKTEPHBIHN JjIsi MTHEBMOHUM, TUIOTHOCTh 11O
pesyabTatam KT (50-60 HU, uto cooTBercTByeT mo miotTHocTH — KpoBb - 1o 1ikane
XayHncohunaa).

BoiBoabi:
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1.JlaHHBIA KIMHUYECKUH CiIydyall HArjsagHO JAEMOHCTPUPYET CIOXHOCTb
muddepeHnanbHO  IMATHOCTUKUA — pacCiIauBalolIeld aHEBPU3MBI  BOCXOJSIIETO
OTJieia IyTH aOpPThI C Pa3phIBOM.

2.HecOMHEHHO, TaHHbIE KPUTHUYECKUE COCTOSHUS, HE CMOTPS HAa UX PEIKOCTD,
BO3HUKAIOT U TPeOYyIOT 0oJiee NEeTaTbHOTO M3YUYEHHUsS C IIEJIbI0 pa3pabOTKU METO/I0B
UX KOPPEKIIUU U aJITOPUTMOB OKa3aHUs MOMOIIY Ha J000M JTarie.
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