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Pe3rome

B crarbe npezcraBieHsl 1Ba ayTONCUMHBIX CIydasi CHCTEMHOM CKIIEPOICPMUH, IPUBEAIINX K THOCIN OOJIbHBIX,
0030p IUTEpaTypbl C OTPAKEHUEM STHOJIOTHH 1 ITATOTEHE3a C YIIOPOM Ha Pa3BUTHE MH(PEKIMOHHBIX OCIOKHEHNH
B aCIEKTEe ONMMCAHHBIX cityyaeB. Ckiepodepmusi — penkoe 3a00eBaHNE COCIMHUTEIbHON TKaHHU, OIHUMH U3
HanOoJee YacThIX MPUUUH CMEPTH IPU KOTOPOM SIBISIOTCS MH(DEKINOHHBIC OCIOKHEHHUS], BIUIOTh IO Pa3BUTUS
cencuca. Lle1bro paboThI SIBUIICS aHAIM3 ABYX KIMHUYECKHUX CIIy4aeB CUCTEMHOW CKIIEPOACPMHUH, BBI3BABIINX
rudens nanueHToB. Marepuasbl U MeToAbl. [IpencTaBiaeHsl pe3yabTaTsl ay TONCHH ABYX MALUEHTOB C IUArHO-
30M CHCTEMHOU CKIIEPOAEPMUU: KEHIIUHBI 63 JIeT U MyKuuHbI 59 n1eT. B kaxa0M citydae npou3BeeHa ay TOTICHS
C MaKpOCKOIIMUYECKUM HCCIIEIOBAHUEM BCEX OPIaHOB U TKaHEH. /Il THCTOJIOrMYECKOTo UCCIEI0BaHNS B CIIydae
1 OB 3a0paHBI KyCOUKH JIETKUX, CEPIla, TIEYSHH, TI0YEK, KOKH, ITUIIEBOAA, TOHKON W TOJICTOW KUIIOK, IIPaBOH
MMOSICHUYHOHN MBITIIIEL, Tel | 1 111 mosscCHUYHBIX TTO3BOHKOB; B ciiy4yae 2 ObLTH 3a0paHbl KyCOYKH JIETKHX, CEP/Ia,
TIEYCHH, TTOYEK, KOXKH, IUIIEBOAA, TOHKOH M TOJICTOM KHIIOK, ITTOAHIKHEUCTIOCTHOMN CITFOHHOM sKelte3nl. VIComb30BaHk!
OKpAaCKU reMaTOKCHUJIMHOM U 303MHOM U MeToAoM Ban-I'n3oHa. 3akiarouenue. B cioyyae 1 BbIsIBICHBI U3MEHEHUS
OpraHOB M TKaHEH B BHJIE CKIIepO3a AePMbI, THEBMOGUOPO3a, SPO3UBHOTO 330(haruTa, S3BEeHHBIX Je(EKTOB KOXKH,
MIPU3HAKU CENTHKOTHEeMUH (abCIIecChl MoUeK, JIETKOTO, JIEBOH U MPaBOil MOSCHUYHBIX MBI, ocTeoMuennta 11
u 1] mosICHUYHBIX TTO3BOHKOB), OYarOBOM ITHEBMOHHUY B CTaINU pasperieHnus. HemocpencTBeHHOH MpHunHOMN
CMEpTH SBUIICS ceTicuc. B cirydae 2 HaOMroqammch CKIIepo3 IePMbI, CTEHKHA TOHKOW KHUIIIKH, TOYeK, (PHOPUHOZHBIH
MEPUKAPANT B CTaIUH OPraHU3aLNHU, MEJIKOOYAaroBbIi KApIHOCKIIEPO3, BHEOOIbHNYHAS IBYCTOPOHHSS 04arosas
ITHEeBMOHMS. HenocpencTBeHHON MPUYMHON CMEPTH sIBUJIaCh BHEOOJIbHUYHAS IBYCTOPOHHSS 04aroBast THEBMO-
Hust. [IpencrasieHHble HAOTIOACHUS IEMOHCTPUPYIOT XapaKTEPHYIO KIIMHUUECKYIO U THCTOIOTHYECKYIO KAPTUHY
CHCTEMHOTO CKJIEPO3a M MOATBEPKAAIOT IPUBEACHHBIC B IUTEPATYPE NaHHbBIE O 3a001€BAEMOCTH U CMEPTHOCTH
OOJIBHBIX CUCTEMHBIM CKJIEPO30M B PE3yibTare HH(OEKIHOHHBIX OCI0KHEHHH.

Ki1roueBble cj10Ba: cucTeMHas CKICPOAECPMUS, CUCTEMHBII CKIIEPO3, Ay TOICUKHBIE CIy4an, HHPEKIIMOHHBIE
OCJIO)KHEHMSI, CETICUC, THEBMOHHUS
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Abstract

The article presents two autopsy cases of systemic scleroderma that led to the death of patients, as well as
a review of the literature on the etiology and pathogenesis of the disease, with a focus on the development of
infectious complications in these cases. Scleroderma is a rare connective tissue disorder, and one of the most
common causes of death is infectious complications, including sepsis. The aim of this study was to analyze two
clinical cases of systemic scleroderma that resulted in the death of patients. Materials and methods. The results of
autopsies of two patients with a diagnosis of systemic sclerosis are presented: a 63-year-old woman and a 59-year-
old man. In each case, an autopsy was performed with a macroscopic examination of all organs and tissues. For
histological examination, in case 1, samples were taken from the lungs, heart, liver, kidneys, skin, esophagus,
small and large intestines, right lumbar muscle, and bodies of the I and III lumbar vertebrae; in case 2, samples
were taken from the lungs, heart, liver, kidneys, skin, and esophagus.

Keywords: systemic scleroderma, systemic sclerosis, autopsy cases, infection complications, sepsis, pneumonia
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Beenenue

CxuieponepMusi — peakoe 3a0oneBaHue COCIUHU-
TENIBbHOW TKaHH, TUOJIOTHS U AaTOTeHE3 KOTOPOIo TOUHO
He ycTaHOBJIEHbI. CHUCTEMHasl CKJIEPOACPMUS UMEET
nBe (hOpMBI: TMMHUTHPOBaHHYIO U Audy3Hyt0. s
nmuddy3HOH POPMBI XapaKTepHO KaK OPaKEHUE KOXKH
Pas3JINYHBIX JIOKAIU3ALHUHI, TAK U pa3BUTHE BUCLIEPATIb-
HOM MaTOJIOTUH B COYETAHUU C CUHAPOMOM PeifHo;
XapaKTePHBIM SIBIISICTCSI OOHAPY>KEHHE aHTUTEI K TO-
nmon3omepase (Scl 70). [Ipryem Hamu4me moCIeTHUX
CBSI3aHO C OTATOILEHHEM 3a00JIeBaHUs U BBICOKHUM PH-
cKoM pa3BuTHs pudpo3a erkux [1]. JlumutupoBaHHas
(dopma xapakTepu3yeTcs JJIUTEIbHBIM CyLIECTBOBAHUEM
HU30JIMPOBAHHOIO CUHApOoMa PeliHO, OrpaHUYE€HHBIM
MOPaKeHUEeM KOXKH (JINIIO, KUCTH, CTOIIBI), TO3THUM
paszsutueM CREST-cuHIpoMa; XapakTEpHO BBISIBICHHUE
AHTULEHTPOMEPHBIX aHTHUTE [2, 3].

Onuaemuonorus. Ilokazarenu pacnpocTpaHEHHOCTH
koseOmoTes oT 38 10 341 ciyvas Ha MIJIIHOH YEJOBEK,
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a ToKasaTesy 3a00JIeBaeMOCTH BapbUPYIOTCS OT 8 110 56
HOBBIX CIIy4aeB Ha MUJUIMOH YEJIOBEK €KETOJHO BO
BceMm mupe [4]. CormacHo ucciiegoBanuio Li, merounas
TUIIEPTEH3Us, MHTEPCTULMAIbHAsL OOJIC3Hb JICTKHUX,
MIOpa’keHHUE ceplIla, MOYEK U IUCTAIBHBIX OT/ENIOB KO-
HEYHOCTEH CBA3aHbl C HEOIArONpPUATHBIM IPOTHO30M,
a TIEPUKAPAMAIILHBIN BBITIOT U MLIIEMHUS aJIbLEB SBIISIOT-
Csl IPOTHOCTHUYECKUMHU (PaKTOpaMH CMEPTH HallUCHTOB
[5]. Haubornee 9acThIMU IPUYHMHAMYA TOCTTUTAIN3AIIUT
CTaHOBSITCS MTOPAKCHUS CEPIACUHO-COCYIUCTON CUCTe-
MBI, 5I3Ba KOXXM, MHTEPCTULIHAIBHBIH (HUOPO3 JIErKHX,
a IPUYMHAMH CMEPTH — MH(EKIHOHHBIE OCIOKHEHHU,
BILIOTH J10 pa3BUTHS cencuca [6, 7].

Otuonorus. Touno Hen3BecTHA. B HacTos1ee Bpemst
CUUTAETCS, YTO BKJIAJ B Pa3BUTHE 3a00JICBAHUS 1CJIA0T
KaK reHeTH4YecKue (hakTophl, Tak ¥ (PaKTOpbl OKPYKako-
e cpenpl. MiccnenoBanus B CEMBbSIX CO CKIIEPOIEPMUEH
MTOATBEPKIAI0T BOBJIICUCHUE ICHETHUECKON 00acTi
IJIABHOT'O KOMIIJIEKCAa TUCTOCOBMECTUMOCTH, I€HOB,
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KOJUPYIOIINX YEJIOBEUECKUN JIEHKOUUTAPHBIM aHTUTEH,
Bkirogast HLA DRB1#1104, DQA1*0501 u DQB1*0301.

eabro HacTosIIEH PA0OTHI SBISIETCS AaHATIU3 IBYX
KJIMHUYECKHX CITy4aeB CUCTEMHOM CKJICPOIEPMHUH, TIPU-
BEALIMX K THOEH NalMeHTOB, C YIIOPOM Ha ayTOIICHIO.

MarepuaJjibl U METOIbI

[Ipoananu3upoBaHkl IBe HCTOPHH OOJIE3HU TAIEH-
TOB C INarHO30M CHCTEMHOMW CKIIEPOJIEPMHUH, TIPUBE/I-
el K CMEPTU: KEHUIUHBI 63 JIeT U My>KUuHbI 59 ner,
C YIIOpOM Ha ayTOTICHIO: ITPOBE/IeHa MAKPOCKOTINYECKast
Y MAKPOCKOTIYECKas OI[eHKa TKaHEel 1 OPTaHOB yMep-
UX OONBHBIX. [IJIs1 THCTOIOTMYECKOTO UCCICAOBAHUS
B ciry4ae 1 ObTH 3a0paHbl KYCOUYKH JIETKHX, CepAlla,
MEYCHH, MOYEK, KOXKH, MUILIEBOIA, TOHKOW U TOJICTOU
KHILOK, MPaBoi nosicHuuHoi MbIbl, Ten I u I mosic-
HUYHBIX TIO3BOHKOB; B ClTy4ae 2 ObLTH 3a0paHbl KYCOUKH
JIETKHX, CEP/Illa, TICYSHH, TTOYEK, KOYKH, TIHIIEBO/Ia, TOH-
KOH M TOJICTOM KHIIIOK, TTOTHHKHEUEITFOCTHOMN CITIOHHON
JKesesbl. Mcrmonp30BaHbl OKPACKH TeMaTOKCHIIMHOM
¥ 203MHOM M MeToaoM Ban-I'n3oHa.

Cayuaii 1

AHaMHe3 U TeueHue 3a0oseBanus. JKeHmuna, 63 roza.
C 2019 mo 2022 . Habronanack aMOyIaToOpHO IO MECTY
JKUTEJIECTBA C TIPETIOJIOKUTEIBHBIM TMarHO30M CUHAPOMA
Peiino, posBIAIONTMMCS B TIOOETIEHUH TTATIBIIEB B OTBET
Ha BO3JIEHCTBHE X0JI0/1a, OONSIMHU B IaJbIAX KUCTEH
C MOCTETICHHbIM HapacTaHUEM MHTEHCHUBHOCTHU OOJeH,
[IPUCOEANHEHNEM U3MEHEHNH HOI'Tel U YIUIOTHEHHEM
KOKH Ha MaJIbLIaxX KUCTEH, TIOSBICHUEM SI3BEHHBIX Ae(eK-
TOB Ha NaJbLaX KUCTEH U JIOIBIKKAX, IPUCOCTUHEHUEM
HEMOTHUBUPOBAHHOI'O CHIKEHHSI MacChl TeJIa Ha 5 KI.
B saBape 2022 1. ObIT YCTaHOBIICH JHAarHO3 CHCTEMHOM
ckieponepmud, mudQy3Hoit GOpMbI C OCHOBHBIMU CHM-
IITOMAMU B BUJI€ YTUIOTHEHUS KOKH U SI3BEHHBIX J1e(DeKTOB
Ha JIOABDKKAX U KUCTSIX C TEHICHLMEH K YBEJIIMUCHUIO UX
KOJIMYECTBA U PELUIUBUPYIOIUMH IIPUCOSTUHEHUIMHI
nH(pEKIUH, ocTeosn3a V najblia crpasa ¢ IPUCOeIUHE-
HHEM HH(EKINHT 1 Pa3BUTHEM THOMHOTO OCTEOMMEIIUTA,
NOTpeOOBABILIET0 aMITyTaluy V nasblia; J0HOIHUTEIbHbI-
MU CUMITTOMAaMH B BHJIE OOIIIEH C71a00CTH, TOJIOBHOM OOJIH.
[IpoBoaunack Tepanus MeTUNpeaoM, [l-NeHUIIITAMUHOM,
MIEHTOKCU(DMITHHOM, aJIPOCTaIrIoM 06e3 0coboro 3d-
(exra. [lepnoandecku OCyIIECTBIAIOCH CTAllOHAPHOE
JiedeHne, Tepanus muKropochamumom 6e3 yCToOHInBOi
nonokurenpHon quHaMukn. C xkonna uroist 2023 1. na-
LUEHTKA OTMETWIIA YXYIIECHUE COCTOSHUS: OCHOBHBIC
CHUMIITOMBI BKJIIOUQJIH B ce0sl MHO)KECTBEHHBIC S3BEH-
HbIE Je(QEKThI KOXKHM B 00JIACTH BEPXHUX KOHEUHOCTEH
1 KpEeCTIHa; AOMOJHUTEIbHBIC CUMITOMBI 3aKIF0YAINCh
B HapacTaHUM 00IIel caboCcTh, TOIOBHOM 00JIH, C YeM
MalMEeHTKA OCTYyIuIIa B oTaeNeHue peMaronoruu @I'bY
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«HMMUII um. B. A. AnmazoBa» Munsapasa Poccuu. [Ipu
MOCTYIUICHUH 00paliaiy Ha ceOsi BHUMaHUE TTOBBIIICHNE
YPOBHSI BOCHAJIUTENBHBIX MAPKEPOB, MHO)KECTBEHHBIC
S3BEHHbIE 1e(DEKThI KOXKHU B 00JIACTH BEPXHUX KOHEUHOCTEH
1 KpPECTLa, ¢ KOTOPBIX BBINOIHSINCH HEOAHOKPATHbIC
MOCEBbI OTAENAEMOTO ¢ BeIceBOM Staphylococcus aureus,
MOCEBBI KPOBU C OOHAPYKEHUEM I'PaMIIOIOKUTEIbHOMN
(IopkL, TOCEBBI OPOHX0ATBBEOISAPHOMN KUAKOCTH C OOHA-
pyxerueM Acinetobacter baylyi. B xone rocrimranm3zanmim
OTMeYaJIach OTPHULATENIbHAS JUHAMUKA B BUE IPUCOE/IH-
HEHUS! ABYCTOPOHHEH MONMCETMEHTAPHON ITHEBMOHHH,
(dopmupoBanus adcuecca JIeBOH MOSCHUYHON MBIIIIIBI,
OCTEOMHENINTA MOSICHUYHBIX TO3BOHKOB. [lanueHTke
MPOBOAMIIACH KOMIUIEKCHAs, B TOM YHCIIe aHTHOAKTepHalb-
Hasl, TEPaIusi, BBEIOJIHEHO ONEPaTUBHOE BMEILIATEIbCTBO
B 00beMe BCKPBITHS U caHalMu adcrecca HOsICHUYHOM
MbILbL. HecMoTps Ha mpoBeieHHOE JieueHHe, MalUeHTKa
yMepJia B YCJIOBHSIX CTallIOHapa Ha ()oHE MH(PEKIINOHHBIX
OCJIO)KHEHUH U IEKOMITEHCAH XPOHUUYECKOU CepAeUHON
HeJ0CTaTouHOCTH. Tpyn ObLI JOCTABIICH B [IATOJION0AHA-
TOMHYECKOE OT/IEJICHUE CO CIICTYIOIINM 3aKITIOINTEIbHBIM
KJIMHUYECKUM JTHarHO30M.

OcuoBHoe 3a6oneBanue: Cencuc. MHbEKINSI MATKHUX
TKaHel. XpOHUYECKNH OCTEOMHENHT (THOHHBINA apTPUT
MIPOKCHMAJIBHOIO MEX(aJaHroBOro cycTaBa 5 majibla
MPaBOW KHUCTH, CBUILEBAst OpMa, OCTEOMUETIUT IPOK-
CHMaITbHOM (paslaHTH 5 masbiia MpaBoi KUCTH, THOWHBIH
apTPUT NIPOKCUMAJIBHOIO MEK(aIaHIOBOIo CycTasa 3
HaJIbLA JIEBOH KUCTH, OCTEOMHUENUT I'OJIOBKH POKCHMAJIb-
HOU (pasiaHTH 3 manbpla JeBOi KUCTH, THOWHBIA apTPHUT
2 1 4 Mex]alaHTOBBIX CyCTABOB JIEBOH KHUCTH, 2 TIPOK-
CHMaJIbHOTO MeX(]aJaHroBOIro cycraBa IpaBoOi KUCTH,
OCTEOMHEIHT MPOKCUMAJIBHOK (hasilaHTH 2 TaIbIia paBoi
kuctu. Tpodudeckas s38a B 00JIACTH MTPABOTO JIyde3a-
ISICTHOTO CYCTaBa B CTa/IUM 3aKUBJIeHNUsT). OCTCOMUENNT
M03BOHKOB. HeoqHOKpaTHbIE OniepaTBHBIC BMEILIATEIIb-
CTBa I10 MOBOAY MH(EKUNI MATKUX TKaHEH B aHAMHE3E.
Wndexmms kpoBoToKa, BeI3BaHHas Staphylococcus aureus
o1 Mast 2023 . OcTeOMUENUT KOCTEH NpeArieybs cnepa?
Hexporudecknii Muo3uT. AGCIiecc JIeBOW MOSCHUIHON
MbIIsL. 26.07.2023. BekpbiThe, caHanus, IpeHUPOBaHUE
abcriecca JIeBOW MOSCHUYHON MBIIIIEL. KpoBoTeueHwe
B 00JIacTH TIOCTIEOTIEPAIIIOHHON paHbl oT 26.07.2023.
PeBun3us nocneonepaioHHOM paHbl, CaHALUS U TaMIIO-
HUPOBaHKE 3a0PIOITIMHHOTO MTpocTpaHcTBa oT 26.07.2023.
29.07.2023. ®opMupoBaHUE BPEMEHHON TPaXEOCTOMBI.
A0criecc mpaBoi MOSCHUYHOM MBITIIIHI? BHEMIeBpaapHOe
o0pa3oBaHue MITKHX TKaHEH Tpy/THOHN KieTkh (abc-
necc?) 04.08.2023. YmaneHue TaMIIOHOB U3 JIEBOTO
3a0pIOIIMHHOTO MPOCTPaHCTBa. PeBu3us, npenupona-
HHUE MPaBoro 3a0pIOIMIMHHOIO IpocTpaHcTBa. Alcecc
JIEBOT'O JIETKOT0?

Konkypupytommii: CucteMHas CKIepOIepMHust, Q-
¢y3Has hopma, ¢ MopakeHHUEM KOXKH (CKICPOTAKTHIHS,
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CKIIeposiepMust), cocynoB (cuHapoM PeliHo, ierounas
TUTIEPTEH3Ms, BaCKynUT?), mumieBoa (330darur), cy-
CTaBOB (apTpairuu), aktuBHocTh 3. Cuet Poxnana 18.

OcnoxxHenust 3a0o01eBanust: HeoqHokparHble onepa-
THUBHBIC BMEILIATEJILCTBA T10 [T0BOJLy THOWHOI'O apTpUTa
MPOKCHMAJILHOTO MEK(aJaHroBOTO cycTaBa 5 majbla
IpaBoi KUCTH, CBUILEBAs (popMa, OCTEOMHUEITUTA ITPOK-
CUMAaJIbHOM (pajlaHTH 5 masbIla MpaBoi KUCTH, THOHHOTO
apTpuTa IPOKCUMAIBLHOTO MEX(aJTaHTOBOIO CyCTaBa 3
naJibla JEBOH KUCTH, OCTEOMHUENINTA FOJIOBKH IPOKCHU-
MaJbpHOW (haraHry 3 manblia JIeBOH KUCTH, THOWHOTO
aprpura 2 1 4 Mexx(aTaHTOBBIX CYCTaBOB JICBOH KHCTH,
2 NPOKCUMAaJIbHOTO MeK(aJaHIOBOIO CycTaBa Ipa-
BOM KHCTH, OCTEOMHUEIHNTA MTPOKCUMaJILHON (hajaHTH
2 masnplia mpaBoii kucth. Tpodudeckas s3Ba B obmacTu
MPaBOTO JIy4e3aIlsiCTHOIO CycTaBa B CTaIUM 3a’KUBIIC-
Hus. Madekims kpoBoToka, BeI3BaHHas Staphylococcus
aureus ot 17.07.2023. fI3BeHHsId gedekT B oOmacTu
JICBOTO JIy4e3arsiCTHOIO CycTaBa, MH(UIUPOBAHHbII
Staphylococcus aureus. OcteoMuenut KocTei npearie-
4bs crieBa? [ eMopparndecKkuii CHHAPOM. ACTIMpaioHHAs
mHeBMOHUA OT 15.07.2023. Acniupanus Keny109HbIM
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COAEPKUMBIM. J[ByCTOPOHHHMI O4aroBblid THOMHBIN
9HA00poHXUT. [Iponexens 3—4 cTerneHn KpecTia.
[Ipu HapyXHOM OCMOTpe TpyTa odpaiana Ha ce0s
BHUMAaHHE CyXOCTb KOXHBIX IOKPOBOB, C BEIPa’KCHHBIM
WX IIeTyIIeHHeM B 00JacTH MpeaIuIednid 1 00enuX Ku-
CTel, HaTMYueM MHOXXECTBEHHBIX SI3BEHHBIX Je(EKTOB
B 00JIaCTH NMPaABOIo Jy4e3alsCTHOI'O CyCTaBa; JEBOIO
Jy4ye3aIsiCTHOTO CyCTaBa; MPOJICKHEBBIX 1€(EKTOB:
B JIEBOH MSATOYHOM 00acTH, B 001aCTH KpecTIia, BOJ-
JBIpei B 00IacTH MeINaIbHON MOBEPXHOCTH TIPABOTO
Oepa ¢ JKeNTOBAaTO-KPACHBIM JKUIKUM COAEPIKUMBIM,
SI3BEHHOTO ZIe(DeKTa B IPOESKLINH IPOKCUMATIBHOTO MEXK-
(hamanTrOBOTO CycTaBa 2 mainbia JeBoi Kuctu. [lpu
THCTOJIOTHYECKOM MCCIIEAOBAaHUHN KOXKH OBUIN BBISIBIIC-
HBI: 3MMJIEPMHUC C OYarOBBIM aKaHTO30M M OYaroBbIM
HEKPO30M C KPYIHOOYAroBOH YMEPEHHO BhIPAaKEHHOU
HEUTPODIIBHON HHPUITBTpAIMel, THTEHCUBHBIN CKIIEPO3
JIEPMBI 32 CUET IPYObIX 3pENbIX KOJUIArCHOBBIX BOJIOKOH,
IUMQOLUTAPHBIN NPOLYKTUBHBIN BACKYIIHT, IEPUBACKY -
JsIpHAs TAMQOTIIA3MOIMTapHAS MH(OUIIBTPAIHS COCY/IOB
COCOUYKOBOTO CJIOSI IEPMBI C IPUMECHIO HEUTPODUITBHBIX
TIEHKOITMTOB M OTIOXKEeHUsIMHU Gubpuna (puc. 1, 4, b).

Puc. 1. l'ucTomorndeckoe uccienoBanue ciydas 1:

A. Koxa: cxiepos aepmsl, TUMQOIUTapHBIH BacKyIHuT; X200, OKpacka reMaTOKCHIMHOM H 303uHOM; b. Koka: o9aroBsIit
akaHTo3; X200, OKpacka reMaTOKCHIIMHOM ¥ D03MHOM; B. Jlerkoe: TucTeneKTasbl JISTOYHOH TapeHXUMBI, YTOJIICHUE
MEXKaJbBEOJSIPHBIX MTEPETOPOIOK C 09aroBEIM ITHEBMOQHOpo3oM; X200, okpacka reMaTOKCHIMHOM | 303uHOM; /. Tlouka:
octpsiit aberecc; x200, okpacka TeMaTOKCHIMHOM U 03UHOM

Fig. 1. Histological examination of case 1:
A. Skin: dermal sclerosis, lymphocytic vasculitis; x200, hematoxylin and eosin staining; 5. Skin: focal acanthosis; x200,
hematoxylin and eosin staining; B. Lung: pulmonary parenchymal distelectasis, thickening of interalveolar septa with
focal pneumofibrosis; x200, H&E stain; /7 Kidney: acute abscess; x200, H&E stain
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[Ipu BHemIHEM OCMOTpE TKaHb JIETKUX Ha pa3zpes3e
ObUIa TEMHO-KpacHasi, ¢ IOBEPXHOCTH cpe3a cTeKaja
KUJKas KPOBb U MEHUCTAs KUAKOCTb, U3 MPOCBETA
OPOHXOB BBLACISUINCH CBETIO0-KENThIC CIMBKOOOPA3HbIE
Maccel. Ha 3a1Hel MOBEpXHOCTH HIXKHEW JOJIN JIEBOTO
JIETKOTro OJIMKe K KOPHIO OTMevascsl KPyIHbIH odar
pacmiaBIEHHUS TAPEHXUMBbI KalnueoOpa3HoH KOHCH-
creHuuu pasmepamu 10,0x5,5x1,5 cm, npuneraromuit
K CTEHKE a0pThl C (HOPMUPOBAHUEM IIJIOTHBIX CEPBIX
cnaek. MUKpOCKOIIMYECKH KPYIHBIE ITOJISI TUCTETICK-
TA30B JICTOYHOI NapeHXUMbI, AU Py3HOE YTONIICHNE
MEXXaJIbBEOJSIPHBIX IEPETOPOJOK C OUArOBbIM ITHEBMO-
(hnubpo30M, MHOXKECTBEHHBIE OOIIMPHBIE BHYTPHAIIbBE-
OJISIpHBIC KPOBOM3NUSAHUS. TakKe B IPOCBETE aJIbBEOI
OIpeNeIUINCh OTEUHAs! KUAKOCTh, 00MIne Makpodaros,
(huOpuH 1 MaIOYNCICHHBIE HEUTPODUITEHBIE JTEHKO-
LUTHI ¢ Iepr(OKAITBHBIM CKOTIEHHEM (prOpoOIacToB.
CTeHKH cOCy0B BCEX KaJMOpPOB ObUIM YTONIICHBI 3a
cuet GubOpo3a mennuu. B HIKHEH 1071€ JIE€BOTO JIETKOTO
O0TMEYaJIOCh (POPMHUPOBAHKE TIOIOCTH, 3aIIOJIHEHHOM
TKaHEBBIM JIETPUTOM C 0OMINEM HEUTPODHUIbHBIX JICH-
KOLIUTOB M KPYITHOOYAroBbIM KPOBOU3JINSHUEM C (hop-
MHpOBaHUEM remMatomsl (puc. 1, B).

[Tpu MaKpOCKOITMUECKOM UCCIECIOBAHUN CIM3HUCTas
MUILEBOAA OblIa CHHIOIIHO-PO30Bas, Tyckias, Ha 80 %
IJIOLIAIN CIM3UCTON 00OJIOYKU ONPENEISIIUCh MHO-
JKECTBEHHBIC 3PO3UBHbBIC A€(PEKThl ¢ HUTEBUIHBIMHU
cepoBaTo-0eNbIMH HAJIOKEHUSIMHU; B IIPOCBETE OBLIO
reMopparudeckoe copepxumoe. IIpu rucronorndeckom
HCCIIEI0BAaHNH ONPEEIISICS HEKPO3 CIIM3UCTON 000I104-
KH, pacTpoOCTPAHSIOMNICS 10 MOACIN3UCTON OCHOBBI,
C OOMIIHHBIMHU HAJIOXKEHUAMH (PHOPUHA Ha TOBEPXHOCTH,
BBIPQKEHHOHN MOIMMOP(GHOKIECTOUHON MHPHUIBTpaLH-
eil, npeAcTaBICHHON THCTHOLUTAMHU, JTUM(POLNUTAMH,
HEHTPO(UIBHBIMU JIEHKOLIUTAMH, C O4araMu reMoppa-
TMYECKOTO MPONUTHIBAHUS.

[Ipu BHEIIHEM 0CMOTpE TKaHEH MOYEK, JIEBOU U Ipa-
BOM MOSICHUYHBIX MBILII 00paIiago BHUMAaHUE HallU-
YHe MEJIKHUX 0eJ0-KEeNTHIX 04aroB CO CBETIO-KEITHIM
CIIMBKOOOPA3HBIM COZlep>KUMBIM. [Ipu rucronormyeckom
HCCIIEA0BAHUN JaHHBIX 04aroB ObIIM BepU(HLUPOBAHbI
ocTpsie abcueccsl (puc. 1, ).

IIpu BHemnem ocmortpe II u III nmosicHUYHBIX MO-
3BOHKOB B 00J1aCTH TeJ ObUTH CBETJIO-KENIThIE CIIMBKO-
o0pasHble Macchl. [Ipy rucTOI0rMYeckoM NCCIeI0BaHNH
00HaAPYKUBATHICH TIOJISI HEKPO3a ¢ HEUTPOPUITHHOH
WHOUIBTpaen.

OcHOBHBIM 3200J1€BaHUEM SIBJISLIICS IIPOIPECCUPYIO-
LM CUCTEMHBIN CKJIEPO3: CUCTEMHAs CKIIEPOAEPMHUs,
mddysHas popma, OPICTPO IPOrpeccupyoIIee TeUeHNE
C TIOpaKEHUEM KOXKH (CKIIEPO3 AePMBI), COCYIOB (BacKy-
JIUT COCYZIOB), IETKUX (JIErOYHAasl TUIIEPTEH3MUS, THEBMO-
(hubdpo3), Kemym0IHO-KHUIIIETHOTO TPaKTa (3PO3UBHBIN
330¢arut). OCIOKHEHUSIMH SBJISUINCH: MHO)KECTBECHHBIC
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SI3BEHHBIE Te(DEKTHI KOXKH, TPONIeKEHb KpecTa 3 CTa/lny,
CETICUC: CETTTUKOITAEMHS (a0CIIeCChI TTOYeK, a0CIIecC HIK-
HEH 10T JIeBOTO JIETKOTO, MOAOCTPBIH adcriece JieBon
MOSICHUYHOW MBIIIIBI, abcIiecc mpaBoil MOSICHUYHON
MbIIIBL, OcTpbli octeomuenut II u 11 noscHuUHBIX
TI03BOHKOB), 04aroBast THEBMOHUS B CTAUN Pa3peIIeHHUSI.
HenocpencTBeHHOM NpUYNHON CMEPTH SBUJICS CETICUC
B (hopMe CeNTUKOMTUEMHUN.

Cayuaii 2

Amnamne3 u TeueHue 3aboneBanus. [lamuenT, Mmyx-
yuHa, 59 net. Ocenbto 2023 . OTMETHUI YILUIOTHEHUE
KOXXHU PYK, HapacTaloUIue OTEKH T'OJICHEH, OABIIIKY
pu PU3NYECKUX HATpy3Kax, OOIIyr0 cladoCTh, He-
MOTHUBUPOBAaHHOE CHUXeHUE Macchl Tena. 31.01.2024
KOHCYJIFTUPOBAH PEBMATOJIOIOM, TOCIUTAIU3UPOBAH
B OTJEJICHHE PEBMATOJIOI'MH 110 MECTY >KUTEJIbCTBA,
YCTaHOBJICH INAarHO3 CHCTEMHOM cKiepoaepmud, Scl-
70+++. B TeueHue rocnuTanuszaluu pa3Buics ru-
JIPOTOpAaKC, MOTPEeOOBABILNN APEHUPOBAHUS TPABON
MJIEBPAIBHOM MOJIOCTH, OCTPOE MOBPEXKICHHUE MOUCK,
notrpeboBaBIlee IPOBEACHUS TEMOANATN3A, KOTOPbII
B JIaJIbHEHIIIEM BBINIOJIHSJICS HA MIOCTOSSHHOM OCHOBE
3 pa3a B Hezeno. B ¢Bs3u ¢ Bepudukanuein uarnosa
MOJTy4aj TePaIuio MPEAHU30JI0HOM, TYIbC-TEPANHIO
METUIIPEAHU30I0HOM, IuKsIohochamunom. [loctymmn
B ®I'BY «HMUI] um. B. A. AnmaszoBa» Munzapana
Poccun ¢ nienpro 00CyKIeHUs TallbHEHIIe TaKTHKA
neuenus. [lpoBeneHa mynbc-Tepanus METHIINIPEAHU-
30JI0HOM, ITMKJI0(ochanom, ObLT BBEACH caprmrymad
(uaTHOUTOp OMONIOTHUecKHX dP(PEKTOB HHTEPIICH-
KWHa-0, TeHHO-WH)KEHEPHBIN OMOIOTHYecKHil mpena-
pat). Ha ¢one mpoBogumoii Tepanuu cocrosiuue 0e3
YCTOWYMBOU MOJIOKUTEIBHON TUHAMUKH, OTMEYaJIOCh
pa3BUTHE JICHKOIICHUH C HApaCTaHHEM 0CcTPOo(]a30BbIX
rokasaresieii, pa3BUTHE JBYCTOPOHHEH MTHEBMOHUH,
AHTUONOTHKOACCOLIMMPOBAHHOIO MYKO3UTa, KOTOPbIE
KOPPEKTHPOBAJINCH MEJUKaMEHTO3HO. [lociie opHoro u3
CEaHCOB I'eMOIMAJIN3a Pa3BUIIaCh THIIOTEH3HsI, TOTPeOO-
BaBLIIas IEPEBO/A B OT/IEJICHNUE peaHuManuy. B nanpHei-
LIeM HaCTyNHJIa OMOJIOrNYECcKasi CMEPTh B pe3yJjIbTaTe
OCTaHOBKH CEPICYHON ACSTEIBHOCTH U ICKOMIICHCALIUT
OCTpOM CepACUYHON HENOCTATOYHOCTH. TPy NOCTYMHII
B [1ATOJIOTOAHATOMHUYECKOE OTAECJICHHE CO CIETYOIUM
3aKJIFOUYUTENIBHBIM KIIMHUYECKUM JUarHO30M.

OcHoBHOe 3a0oneBanne: beicTponporpeccupyromias
cucrteMHas ckiepoaepmus, nuddysnas Gopma, octpoe
TeueHne, ¢ IOpaKEHHEM KOKHU (CKIIepoiepMa), COCYJIOB
(3-daznerit cuanpom PeitHO, AUTHTATBHBIN BACKYIIUT),
JIETKUX (MHTEPCTULNATIBHOE ITOPAKEHUE JIETKUX ), TOYEK
(ckyeponepMuieckas nodka?), IMMYHOJIOTHIECKUMHU
HapymeHusma (Scl-70+++), akTHBHOCTh BBICOKast (CUeT
Pomnana 51). bonesss lllerpena ¢ mopaxxeHneM CITFOHHBIX
xere3 (KCepoCcTOMuS ), 191a3 (KCepoo(TambMHs ), CEPO3HBIX
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000I109eK (TIepUKAP/INT, THIEBPHT ), IMMYHOJIOTHIECKUMHU
HapyleHusmu (runepramma, SS-A +, Ro-52 ++, runo-
KoMJIeMeHTeMus1, PO +), BEICOKasI CTEIIeHb aKTHBHOCTH.

OcnoxHenue: Arpanynouuto3 ot 30.04.2024.
Nadexnuonno-Tokcnuecknii mok ot 02.05.2024.
Wndekuums kpoBotoka? OcTpoe MoueqHOE MOBPEKICHUE
ot 16.02.2024. I'emomuanu3 Ha IEpMaHEHTHOM KaTe-
Tepe. AprepuanbHas runeprensus 3 crenenn PCCOA4.
JIBycTOpOHHSISI BHYTpHOOIbHUYHAS TTHEBMOHUS (0e3
BBISIBJICHHOTO BO30OYANTEIN), IbIXaTeJIbHAsl HeIOCTaTOu-
HocTh 1. BenkoBo-3HepreTnyeckasl HeIOCTATOYHOCTD
B CTQJINHU KaxeKCuH. A/O acCOIMUPOBAHHBIN KOJWT.
Kanauno3ueiit Myko3ut 2 ctenenn. CocTosiBiieecs
JKEJTYIOYHO-KHIICYHOE KPOBOTEUEHHE?

I1pu BHEIIHEM OCMOTpE 00palago BHUMAaHUE HCTOH-
YEHUE KOXKHU U TOJKOXKHOM XKUPOBOU KieTdarku. [Tpu
THCTOJIOTMYECKOM HCCIIeIOBAaHUN OTMeYaliach aTpodust
SMHIEPMHUCA U TPHJIATKOB KOKH, BEIpaKEHHBINA (prOpo3
JIEPMBI CO CIIMSTHUEM ¥ TOMOT'€HU3aLMeN KOJIIareHOBbIX
mydkoB (puc. 2, A).

Otmeuanocs Hanmumuue acuuta (400 Min), rupoTopakca
(o 300 M1 ¢ ABYX CTOPOH).
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[Ipu ocMoTpe OpraHoB AbIXaHUsSI 0OpaIlalo BHU-
MaHHE HaJIM4YHe CEPbIX JIETKO CHUMAaEeMbIX HUTYATBIX
HaJIOKEHUH Ha IUIEBpE, HEOJHOPOIHOCTh TKAaHU C 4Ye-
pEIOBaHMEM KPACHBIX U TEMHO-KPACHBIX y4aCTKOB,
CTEKaHUE C MOBEPXHOCTHU pa3pe3a MEHUCTON KpacHOU
JKUJKOCTH, BBIICJIGHUE U3 CETMEHTApHBIX OPOHXOB
CIIMBKOOOPA3HOT0, MyTHOTO, BA3KOI'O COAEPKMMOTO.
[Ipu rucTONOrMuEecKOM MCCIEI0BAaHUM OOHAPYKEHbI
pa3pbIBbl U OyJIaBOBHUHbIE YTOJIICHUS] CTEHOK aJIbBe-
OJI, O4aru CKyAHOH HEUTpouIbHO-TUM(OIUTAPHON
MHOUIBTPALNH, TIEPUBACKYIISPHBINA (prOpO3, CKOTIIeHHE
reMocuaepodaros.

Macca obeux mouek Obia 216 T (mpu HOpME
250-400 r), moBepxHOCTh MX OblIa raakoi. [Ipu ru-
CTOJIOTMYECKOM MCCIIEA0BAaHUM 00paliaio Ha ceOst BHU-
MaHHe: ckiepo3upoBaHue 10 50 % KIyOOUuKOB, yMEHbILIE-
HUE YNCIIa NPOKCUMAaJIbHBIX U JUCTAIbHBIX KaHAJIbLIEB,
BBIP@XEHHBIH (UOPO3 CTPOMBI KOPKOBOTO H MO3TOBOTO
BEIIECTBA, COCY/bI C MPOIUGEPUPYIOLUIUM SHAOTEINEM
HHTHUMBI, HUPKYJISIPHBIM CKJIEPO30M BHYTPEHHETO CJI05I
U Y3KUM IIPOCBETOM C M3MEHEHHEM CTCHKHU apTepuil
TI0 TUITYy «KOKHIIBI TyKa» (puc. 2, b, B).

Puc. 2. ['ucTomorndeckoe uccienoBaHme ciydas 2:

A. Koxa: arpodupoBansbIif snrnepmuc; x200, okpacka TeMaTOKCHIMHOM U 303uHOM; b. [Touka: m3MeHeHne CTeHKA
ApTEPHOIIBI 110 TUITY «KOXKHIIBI TyKa»; X300, OKkpacka reMaTOKCHIIMHOM ¥ 5031HOM; B. Ilouka: n3MeHEeHHEe CTeHKH
apTEPHOITBI TIO THITY «KOKHUITHI JTyKay; X200, okpacka o Ban-I'm3ony; /. [TogHmKHEIETIOCTHAS CITIOHHAS JKelle3a:

TepUAYKTAIBHEIN (hrOpo3; x200, okpacka TeMAaTOKCHIHOM U 303WHOM

Fig. 2. Histological examination of case 2:
A. Skin: atrophic epidermis; x200, hematoxylin and eosin staining; 5. Kidney: onion-skin-like change in the arteriole wall;
x300, hematoxylin and eosin staining; B. Kidney: onion-skin-like change in the arteriole wall; x200, Van Gieson staining;
I Submandibular salivary gland: periductal fibrosis; x200, hematoxylin and eosin staining
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Kpome toro, HaOmroganuce xapakTepHble AJs CH-
CTEMHOTI'0 CKJIEP03a U3MEHEHHUSI TP TUCTOJIOTHYECKOM
HCCIIEA0BaHUN NOIHWKHEUEIIFOCTHOM CITFOHHOM JKeTe3bl
B BHJIE IEPUIyKTaIbHOTO (priOpo3a, ouaroBoro pudposa
CTPOMBI, 09aroBOTO JIMTIOMATO3a CTPOMBI (puc. 2, I).

Taxoke ormedancs GpuOpoO3 MOACIU3UCTON OCHOBBI
TOHKOW KHILKH.

Ha ocHoBaHMM BBIIIETIEPEUUCICHHBIX AAHHBIX
OBLJ1 BBICTABJICH NaTOJIOTOAHATOMUYECKUN AMATrHO3:
CucremHas cxireponepmus, muddysHas Gpopma, porpec-
cupytolee TedeHue; TudQy3HbIi CKIepo3 U yTOIIIEHHEe
JepMBl, aTpous 3MUTENNsI, CKIEPO3 CTEHKU TOHKOM
KHUIIKH, CKIJIepOJIepPMUYeCKre TIOUKH (Macca rmovek 216 1),
(bUOPHUHO3HBIN NEpUKApAUT B CTAAUM OpraHU3aLUH,
MEJIKOOYaroBblil KapIMOCKIEPO3, AUCTPOHS TapeHXMa-
TO3HBIX OpraHoB. OCI0KHEHUsI OCHOBHOTO 3a00JICBaHHUS:
Octpast 1 XpOHHUECKasi CepACUHAs HEOCTaTOUHOCTb.
BreOosnpHIYHAST IBYCTOPOHHSS 04aroBasi THEBMOHHSI.
OudpuHO3HBIN MIIEeBpUT. HermocpecTBeHHON MpHiH-
HOM CMepTH sIBUJIach BHEOOJIBHUYHAS JBYCTOPOHHSI
04aroBasi THEBMOHMSL.

Oo6cy:xneHue

Hapsny ¢ nopaxeHusIMH 1 HapyILIEHUSIMU (QYyHKIH-
OHUPOBAHUS BHYTPEHHUX OPraHoB (CepLa U COCyAO0B,
JIETKUX, T0YEK, OPTaHOB JKeTyI0YHO-KUILIEIHOTO TPAKTA),
KOTOpbIE B KOHEUHOM CUETE PUBOASAT K CMEPTH, BayKHEH-
LIMM CMEPTENIbHBIM OCIOKHEHHEM IIPU CKIIEPOAECPMUHN
SIBIISIETCS] IPUCOEINHEHNE HH(EKIUH.

CwMmepTenbHbIe 0CI0KHEHNUS, 00yCIIOBIEHHbIE TIOPa-
KCHUSIMH BHYTPEHHUX OPI'aHOB, MOT'YT OBITh CBSI3aHbI
C UHTEPCTHLIHAIBHBIM (PUOPO30M JIETKUX C IPOrpeccH-
PYIOLIMM HapacTaHUEM JAbIXaTeIbHON HEAOCTATOUHOCTH,
pa3BUTHEM JIETOUHON TUNEPTEH3UH [§], MOpakeHHUEM
MIOYEK C Pa3BUTHEM CKIIEPOIEPMHUYECKOTO ITOYCUHOIO
KpH3a WIN NIPOrPECCUPYIOIINM CHIKEHHEM (DYHKLUH
MOYEK C PAa3BUTHUEM UX HEJOCTATOUHOCTH [9], BO3HUK-
HOBEHHEM HEKOPOHApOTEHHBIX MH(APKTOB, Mporpec-
CUPYIOLIEH XPOHUUECKOH CepIeUHON HETOCTATOYHOCTH
1 HapyueHuil putMa cepaua [10].

Ha pas3Butne u HeOnmaronpusaTHoe TeueHne HH(pEeK-
LMOHHBIX OCJIOKHEHHUH BIUIOTH JI0 JIETAJIBLHOTO UCX0/a
IIPY CUCTEMHOM CKJIEPOACPMUH BIUSIOT CIECIYIOIINE
[IaTOTeHETUUECKUE ACHICKThI:

*  HUMMYHOJIOTHYECKHE HApyLICHHUS, TPOSIBIISIOLIH-
ecsl B yMeHbllIeHUH KoiandyecTBa T-kuepos, NK-kieTok
[11], ux penornnuueckux anomanusx [12]; aucoa-
naHce muToknHOB T-xenmepoB 1 u 2 tTumoB (Th1/Th2)
¢ mpeobmananrem npoduist Th2 [2]; penoTnmuaeckmx
AQHOMAJIMSIX U HAPYILCHUH aKTUBALUK B-Ki1eToK naMstu
C pa3BUTHEM JHcOataHca B COOTHOLICHUH aKTHBUPOBaH-
HBIX B-KJeTok mamsiTi, ciocoOOHBIX K OTBETY Ha paHee
BCTpeyvaronrecs MHQEKIINU U CTIOCOOHBIX K BRIPAOOTKE
ayTOaHTHTEJN ¢ TIpeobiatanuem mocueaanx [13];
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*  HCIOJIb30BaHME B JICUCHUH CUCTEMHOMN CKJIEpO-
JEPMHH TIIIOKOKOPTUKOCTEPOUJHBIX, IUTOCTATHUECKUX
[penapaToB HANPaBJICHO HA OJIaBJICHIE HMMYHHBIX pe-
AKIMH ¥ MOXKET CHOCOOCTBOBATh HE TOJIBKO ITOAABIICHHUIO
AyTOMMMYHHBIX peaKInii 1 XpOHUYECKOTO BOCTIAICHHS,
HO 1 Pa3BUTHUIO OINOPTYHUCTUYECKUX MH(]EKuuii, He-
JIOCTaTOYHOMY MMMYHHOMY OTBETY Ha BO30yIUTEJCH,
MOIIAIAIOUINX U3 OKPYXKAIOLIEH Cpeabl;

*  IpOLECCHl, BEAYLINE K CUCTEMHOMY CKJIEPO3y
MHOTHX OPTaHOB, B YACTHOCTH IOYEK, JIETKUX U CEPALA,
JIeTIal0T MX MEHee YCTOMYMBBIMU K BO3JICHCTBUIO HEOMa-
TONPHUATHBIX (PAKTOPOB, B YACTHOCTH MH(EKLINOHHBIX
areHToB [6]. B mopa)keHHBIX OopraHax B pe3y/brare ay-
TOMMMYHHBIX ITPOLIECCOB HEMPEPHIBHO MOACPKUBACTCS
BOCIIaJICHHUE, YTO HE OIaronpusTCTBYET CKOpEHIIeMy
M3JICYCHUIO OT HH(EKIIMOHHBIX MPOLIECCOB;

*  IOpPaXEHHE COCYNOB IPU CKIECPOICPMHUH TaK-
KE MOXKET yCyryOlIsiTh U YBEJIIMUUBATH AJIUTEIBHOCTD
WH(DEKIU B CBSA3M C HapylIICHHEM TPOPUKH TKaHEH
U XpoHu4eckol runokcuell. [lopaxkeHue cocynoB CBSI3aHO
C aKTHBALMEH SHI0TEIHsI, KOTOPbIM HAUMHACT 3KCIIpec-
CHPOBATh MOJICKYJIBI aATE3UH B OOJIBIIOM KOJIMYECTBE,
YTO NMPUBOJIUT K AKTUBALIMK TPOMOOLIMTOB U KAaCKa/l0B
CBEPTHIBAaHMS KPOBHU;

* B acleKTe Pa3BUTHUS THEBMOHUU U MH(EKLUH
BEPXHUX AbIXaTEIbHBIX ITyTEH BaXKHBIM SIBJISICTCS TAKKE
nopakeHue numesona. CornacHo JaHHBIM JUTEPATy-
PBI, 0JIsT aCIMpaLny Oblja MOYTH IBYXKpPAaTHOW cpean
MaIlMeHToB ¢ AUCyHKIHeH muieBoaa. Kpome toro,
OTMEYAEeTCs CBSI3b MEXKIAY CMEPTHOCTBIO U aclMpanueit
[14], koTopast, o Bceil BEpOSATHOCTH, SIBISIETCS ONHUM U3
[aTOTEHETUYECKUX (PAKTOPOB B Pa3BUTUU THEBMOHNHY;

*  TaK)Xe OIHOM M3 0coOeHHOCTEH, peapacmona-
rarouei K NOBBIIEHUI0 CMEPTHOCTH MPU CUCTEMHOU
CKJICPOACPMHUH B LIEJIOM U OT MH()EKLIMOHHBIX OCIIOXK-
HEHHUH B YaCTHOCTH, SIBJISICTCSI HAIUYKME aHTUTEN K TO-
nouszoMepase 1. JlaHHble aHTUTENa, KaK CUYUTAEeTC,
MPUCYTCTBYIOT IIOYTH UCKIIIOUUTEIBHO IIPH CHCTEMHOM
CKJIEpO3€, U MPEIoIaraeTcs, YTo uX HaJM4IHhe acco-
LUUPOBAHO C 0osiee TSHKEIBIM TEUEHHEM CHCTEMHOIO
CKJIEPO3a, a TAKXKE UX YPOBEHb KOPPEIUPYET C AKTUB-
HOCTBIO 3a00meBanus [15];

*  s3BEHHBIE JAe(PEKTHI TaKXKe CIIOCOOCTBYIOT
BO3HMKHOBEHHUIO MH(EKIIMOHHBIX OCIOXHEHUH, SB-
TS5k ONAroNpUsATHON CPENoi i1 U3HU MHOTHX
MHKpooprann3moB. Cpeau nmatoreHHbIX OaKTepHi,
BBIJICJICHHBIX M3 THOMHO-HEKPOTHUYECKUX OYaros
y NAallMEHTOB C CUCTEMHOU CKJIEpOAEpMHUEii, yalle
BcTpeuasnnck Staphylococcus aureus, KUIIEUHbIE MU-
kpoopranusmsl: Escherihia coli, Enterococcus faecalis,
Pseudomonas aeruginosa. [lopaskeHne MATKHX TKaHEH
MOJKET IPUBOAUTH K PA3BUTHIO KOHTAKTHOT'O OCTEO-
MUEINTA, 3HAUUTEJIBHO YXyALlIasi TEYCHUE U IPOTHO3
3abomeBanus [16, 17].
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CoryacHO TaHHBIM JUTEPATypPhl, CPEIU NPUIUH
TOCIUTANN3ALUNN Yy OOJIBHBIX C CHCTEMHBIM CKJIEPO-
30M NpPEBAJUPYIOT HHPEKIIMOHHBIE OCIOXKHEHUS,
B YaCTHOCTH CEIICUC ¢ HEYTOYHEHHBIM MHKpPOOpra-
HU3MOM, ITHEBMOHMS. Tak)ke 4acThIMU NPUUYNHAMHU
JJIsL TOCHUTAIU3AUN SBJISIOTCA OCTpasi MO4YEeUHAas
HEAOCTAaTOYHOCTh M CEPACYHO-COCYAUCThIC 3a00Ie-
BaHus. [Ipu aToM ymupaet B 6onbHu1E 0K0JI0 4,5 %
TOCTIUTAIIM3UPOBAHHBIX MALIMEHTOB C OCHOBHBIM HJIN
BTOPUYHBIM JUATHO30M CHCTEMHOMN CKJIEPOJCPMUHU.
[IsTe Hanbosiee pacIpoOCTPaHEHHBIX THATrHO30B,
KOTOpBIEC YCTaHABJIMBAJINCh B KAUECTBE OCHOBHOI'O
3a00JIeBaHUS M KOTOPbIE IPUBEIU K BHYTPUOOJIb-
HUYHOM CMEPTH, ITO CEIICHUC, OCTPAst U XPOHUUECKAs
JbIXaTeIbHAasi HEIOCTaTOUHOCTD, CBSI3aHHAS C pa3iny-
HBIMH IPUYMHAMH, HOPaXKEHHUE JITKUX B PE3yJIbTaTe
CHUCTEMHOTI'0 CKJIEp03a, TUIIEPTOHNYECKasT 00JIC3Hb,
XpOHHUEcKasl 00JIe3Hb HOYEK.

Takum 00pa3om, aHaIU3 TUTEPATyPhl IOKA3bIBACT,
YTO HEPBbIE O3UIMH B TOCIIMTAIM3ALUN K CMEPTHOCTH
OOJIBHBIX CKJIEPOACPMHUEH MPUHAAIECKAT HH(PEKLINOH-
HBIM OCJIO)KHEHHUSIM: Ha MX JTONI0 nmpuxonutcs 28 %
BCeX BHYTpHOOIBHUUYHBIX cMepTeil u 10,9 % npudun
rocnuTanu3anuil B neaom. Cpean HUX IPeBaIupyoT
OINIOPTYHUCTHYECKHE NHPEKIMH KOKU U MATKHUX TKa-
Hel, NHPEKINN MOYEBBIBOASIINX yTEH, THEBMOHMUS
u cencuc [6]. IIpuBeneHHbIE BbILLIEC KIMHUYECKHUE CITY-
Yau SBJISIOTCS XOPOLIEH MILTIOCTpalMeld CUCTEMHOM
CKJICPOAECPMHUH ¢ MHPEKLHOHHBIMU OCJIOXHEHUSIMH,
CBITPABIIMMH POJIb B PA3BUTHH JICTAJILHOI'O UCXO/A.

3akiaouenue

[IpenocrapnenHple HAOMIONEHNS IEMOHCTPUPYIOT Xa-
PaKTEepHYIO KaK KJIMHUYECKYT0, TAK U THCTOIOTHIECKYTO
KapTHHY CHCTEMHOTO CKJIEP03a, a TAKXKe MOATBEPKIAI0T
TIpUBE/ICHHBIE B IUTEPAType JaHHBIC O 3a00JIEBAEMOCTH
Y CMEPTHOCTH IaIlHEHTOB C CUCTEMHBIM CKJIEPO30M
B pe3yJibTare MHPEKIIMOHHBIX OCJIOKHEHUH.
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