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IHheKuiiHI yCKNagHEeHHS Y XBOPOro Ha CUCTEMHY
cKnepoaepmiro 3 noniopraHHuMm ypaKeHHAMM:

KNiHIYHUIA BUNaAoK

B.M. XXgaH, €.M. Kitypa, M.IO. bBabaHiHa, M.B. TkayeHko, O.€. Kitypa

Yxpaincpka MegnyHa cToMarosioriyna akazemisi, M. IloxraBa

¥ crarri npencraBieHo KJiHIYHMIT BHNAJOK NNATOCTPOro mepediry CHCTEMHOI CKJIepoJepMii 3 NOJIOPraHHHMH YPasKeHHSIMH JIEreHb
(uneBMo(i6poO3, Jerenesa rineprensis), cepus (PECTPUKTUBHA Kap/AioMionarisi, TPiNOTIHHS nepejcepas), HUPOK (HePUT) 3 NPUEIHAHHAM
TSDKKUX iHQEKIiifHuX ycKiaaHens (centunemis, permona M’ IKMX TKAHUH JBOI HOTH).

Knrouosi crosa: cucmemna ckiepooepmist, noriopzaniii ypaxcenis iezein, cepys, HUPOK, (PLezmona M sskux mxanui, cencuc.

Infectious complications of a patient with systemic scleroderma with multiple organ lesions: a clinical case
V.M. Zhdan, Ye.M. Kitura, M.Yu. Babanina, M.V. Tkachenko, O.Ye. Kitura

The article presents a clinical case of acute course of systemic scleroderma with multiple organ lesions: lungs (pneumofibrosis, pulmonary
hypertension), heart (restrictive cardiomyopathy, atrial flutter), kidney (nephritis), with severe infectious complications (septicemia, soft tissue

phlegmon of left leg).

Key words: systemic scleroderma, multiple organ of lungs, heart, kidney, soft tissue phlegmon, sepsis.

MHd)EKLI.VIOHHble OCJIOXKHeHUNa y 00JIbHOro CUCTEMHOW cKneperpMMeﬁ C NOJINOPraHHbIMU NOpPaXXeHnaMmu:

KJIMHUYECKUI cny4vyam

B.H. XXgaH, E.M. Kutypa, M.IO. babaHuna, M.B. TkayeHko, O.E. Kutypa

B crarbe npescTaBien KIMHUYECKUIT Carydail 10I0CTPOTO TeYEHMs CUCTEMHOI CKJIEPOJIEPMUH C TIOJHOPTAaHHBIMU MTOPAKEHNUSMU JIeTKNX (ITHEeB-
MOoGu6PO3, JerouHast rurnepTeHsus ), cepiia (PeCTPUKTUBHAS KapAKOMIOIATHST, TPEIIETAHUE MPEJICepnii), moyek (HedpuT) ¢ mpucoeMHeHIeM
TSDKEJIBIX MHMEKINOHHBIX OCTOKHEHNH (cenTuiieMusi, herMoHa MATKUX TKaHeit JeBoil HIKHeil KOHeYHOCTH ).

Kmouegote cnoga: cucmemnas ckiepooepmusi, nOIUOPZAHHbIC NOPAHCEHUS. IEZKUX, CEPOUa, NOUEK, (PIezMOHa MSIZKUX MKAHEl, Cencuc.

CI/ICTeMHa ckitepoziepmist (CCJl) — ayroiMmyHHe 3aXBOPIOBaH-
He CIIOJIyYHOI TKaHUHU 3 XapaKTePHUM YPa)KEHHSAM IIKipH,
Cy/IIH, OIIOPHO-PYXOBOTO alapary, BHYTPIlIHiX opraniB (HUPKH,
ceple, JereHi, TpaBHuil KaHai), B OCHOBI SIKOTO JIEKUTb I1OPY-
IeHHST MIKPOIMPKYJIATi, 3anaieHHst i reHepesizoBanuii Gibpos.
Lle 3axBoproBanu4 HomupeHe y BcboMy cBiti. Cepesits 3aXBOpIo-
BaHicTh cTraHoBUTH 12—14 Bunazkis Ha 1 murH HacenenHs. XBopi-
10Th 3a3BUYaii ocobu y Bini 30—40 pokis, KiHKKU XBOPIIOTH y 4—8
pasiB yacrinre yosoBikiB (criBBinnomennsa 7:1) [3].

Ha norniepesiiboMy eTarti AiarHOCTHKH 0COOJINBE 3HAYECHHS
Ma€ Tpiajia MOYaTKOBUX O3HAK 3aXBOPIOBAHH:: CUHAPOM Peiino,
XapaKkTepHe ypaxKeHHs IIKipH, cyriobosuii cunapom. Hazmani B
[IPOIeC 3a/y4aloThCsd YUCJIEHHI opraHu i Tkanunu. Bicuepaib-
ui ypaxennsa npu CCJ/l mocuts pisHOMaHITHI i BU3HAYaIOTh Xa-
pakrep 1epebiry xBopoOu Ta ii mporHos. Y jiTeparypHUX JuKe-
pesax mepiofaHo MyOTiKYIOTHCS BUTAAKH 3 TIPAKTUKH, B SIKIX
OIMCYIOThCSl He3BUYalHi BapianTn KiiHiunoro nepebiry CCJL
Ta ii yckaagHens [2, 7]. YpaskeHHs1 ceplieBo-CyJIMHHOI CUCTEMU
€ OHNM i3 ocHOBHUX Bicuepanpaux npossis CC/I, mpu mpomy
B MPOIIEC BTSITYIOTHCS MEPUKAP 1 CY/IMHU BCiX KaxiOpiB, 4acto
[O€IHAHE YPasKeHHs.

XapakTepHi ABa TUIIN yPa)KeHHA JIETeHD:

— andy3Huil THEBMOCKJIEPO3 TIePEBaKHO OGA3aIBHUX BiIli-
JIiB, iHOZII 3 KicTO3HOT MepebynoBoIo, (hibPO3yUril aTbBEOTiT;

— JlerereBa rineprensis — izopoBana abo B MOEAHAHHI 3 1-
(y3HUM THEBMOCKIEPO30M.

MoskauBe ypaskeHHsI BCiX BiJliJIiB TPAaBHOTO TPaKTy, [poTe
qacTinie BUABIAIOTh YPAKCHHS CTPABOXOLY, YPAaKCHHS KUITIEU-
HUKY, 3 IOPYLIEHHAM BCMOKTYBAHHA I O3HaKaMU HEIIPOXiAHOCTI,
a TaKOK BUPA3KOBI ypaskeHHsd. Y paskeHHd HUPOK, 110 JAiarHoCTy-
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10Tb y 10—20% XBOpHX, € OHNM 3 HECTIPUATINBUX (AKTOPIB, 1110
BILUINBAIOTH HA BuykBaHHs xBopux CC/I,

[Hdexiiini  yckmagHeHHsT TMOCifAIOTh OHE 3 TPOBITHUX
MiCIIb Y CTPYKTYPi CMEPTHOCTI MAIi€HTIB i3 CHCTEMHAMM 3aXBO-
proBanusimu criostyunoi tkanunu (C3CT), nopsz 3 kapaioBacky-
JISPHUMH | OHKOJIOTIYHIMHU 3aXBOPIOBaHHAMI |2, 4]. Ha migcrasi
aHasi3y peTpoCHeKTUBHUX JIAaHUX BCTAHOBJICHO, 1[0 YaCTOTa KO-
MOp6iaHNX iHGEKIIN y cTalioHapHUX MAIi€HTIB 3 PeBMAaTUYHH-
MM 3aXBOPIOBAHHSAMMU CTaHOBHJIA 9,7% 3 TEPEBAKHUM ypPaXKeH-
HSM opraniB anmxauust (44%), cedosmBinux nuisixis (29,2%),
wkipn i Marux TkanuH (18,9%). Haiibinbim yacto koMopoiaHi
indexIiii 3ycTpivanucs y XBOpUX CUCTEMHMM 4Y€PBOHUM BiBua-
kom (CUB) (28,4%) i pesmaroiguum aprputom (13,2%). Bera-
HOBJIEHO, 1m0 6sm3bko 50% xBopux CUB mneperocsiTh cepiiosni
emizoan iHdekiiit mix yac xsopobu [1]. Trdexuii cTaHOBISATH
2-9% ycix npuunn cmepti xBopux Ha CC/L [8]. Peectpyiors Bu-
HagKy ToKKUX indekuiil (mmesMonis, cercuc, GaxTepiaibHuii
apTPHT, YPaKeHHS MIKipK i M'IKUX TKaHUH TOIIO), Y TOMY YNCJTi 3
JIeTaJIbHUM HACJIiKOM.

PesmaTnuni 3axBopioBaHHd, y TOMY YHUCJi CHUCTeMHi 3a-
xBopioBaHH:A crnomryuHoi TKaHuHN (C3CT), yacTo BUHHMKAIOTH
BHACJIZIOK BTOpUHHOrO iMynogedinutry. 3acrocyBanius iMyHo-
cynpecusaux 3aco6iB (F’KC i nuTocTaTuKiB) y TaKMX MallieH-
TiB, 3 0OIHOTO GOKY, € HEOOXiAHUM, M03aAK 3HU3UTH aKTUBHICTD
ayTOIMYHHOTO nporiecy 6€3 HUX HEMOXKJMBO, 3 iHIIOro GOKY,
NOTIMOIEHHS ICHYIOUOTO Y TaKMX XBOPHX iMyHOzediuTy mij-
BUIIYy€E UMOBipHiCTb akTHBizalii indekitii. OxuuM i3 1M06iUHUX
edexris HCII3II i iurocraTukisB Moske OyTu HEliTpoIeHist, arpa-
HYJIOTIITO3, IO TTOB’sI3aHe 3 BUCOKMM PH3UKOM GaKkTepiaibHoT iH-
pexnii. Ha Ti1i nepeBaknux nedexTiB ryMopaIbHOTO iMyHITETY
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(B-stankn) nepeBaxkaioTh Gakrepiaibii (ctadisiokokoBi, cTper-
TOKOKOBI 11 iH.) indexkuii [ 1, 2, 9].

AKTyanbHicTh faHOT TTPOGIeMH 00YMOBJIEHA CKJIAIHICTIO
3’sCyBaHHS [EPIIONPUYNHYI 3aXBOPIOBAHHS, 1103asK CUCTEMHA
peakilist opraniamy Mozke 6yTH ClIpUUMHEHa K iHQeKiiHuMu,
Tak i HeiHdeKIiHNMY TpollecaMy; CKIIAAHICTIO iHTepIpeTarii
3MiH 06’ eKTUBHUX i JabopaTopHuX gaHux (JIUXOMaHKa, TaxXi-
Kap/isi, TaxinHoe, 3MiHU JieHKohopMyan) i BUOOPY TaKTUKK
Be/leHHS TIAIli€HTiB 3 ANGY3HNMH 3aXBOPIOBAHHAMU CIOJIYY-
noi tkanunu ([A3CT) i cemncucom. Yumano yckIagHIOIOTDH
MiaTHOCTHKY SIK HAsBHICTH CXOKMX CUMIITOMIB, TIOB'SI3aHUX 3
AKTUBHUM IIPOIECOM IIPU PEeBMATHYHNX 3aXBOPIOBAHHAX, TaK i
iMyHOCylIIpecuBHa Tepallii, aKa € npoBiHUM (haKTOPOM pu3n-
Ky TTpuenHanHs iHbekIil i MacKkyBaHHS {1 KITIHIYHUX CUMIITO-
MmiB [1, 4, 10].

[poGiema mudepeHIianbHOi JAIarHOCTUKE CUCTEMHOTO iH-
(exriiiHOro Mpotecy i peBMaTHYHUX 3aXBOPIOBaHb, 110 mnepedi-
raloTh 3 BUCOKOIO aKTUBHICTIO, € HA/I3BUYAITHO akTyaabHol0. Ha-
BOZIMMO KJITHIUHUI BUIIAQJIOK, SIKUH, HA HAIILY JYMKY, MOKe TIpe/i-
CTaBJISATU IEBHUM KITHIYHWIT iHTepec.

Xsopuii 3., 26 pokis, xBopie 3 2016 poKy Ha CUCTEMHY CKJIEPO-
JIepMito, TOZI 7K 3’ IBUIIKCH O3HAKU cUHAPOMY Peiito (Guimictp, mia-
HO3, TinepeMis kucteit pyk i crorr). [lizninie npueananmcs miibHAi
HaOPSIK IIKipH, rineprirMeHTatist Kucteil pyK, 00Inddst, TeJieanrio-
exrasii Ha 06uyi, 6isib | OOMEKEHHs PYXiB B CYII00aX KUCTEl PyK.

VY pesmaTosoriyHoMy BiggiseHHi micasg obctexeHHs OyJio
BcranosieHo aiarnod: CC/, nudysna dopma, migrocrpuii mepe-
6ir, akTuBHiCTb 11, 3 ypaskeHHsIM MIKipU — iHypailis, HabpsK, Ti-
TEePIiTMEHTAITisT; CYJIMH — CHHAPOM PeiiHo; JtereHb — GasaibHUiT
[IHEBMOCKJIEPO3, TPABHOIO TPAKTy — peduiokce e3odarit. Otpu-
MYBaB Teparito: MeTUJINPeHi3070H 16 MT, eH/J0KCaH, Ba3arpoc-
TaH, AU PAIIIMOJL.

[Ticas nposenenol Tepanii 3araJibHUIl CTAH [TOKPAIUBCS,
HOPMaJIi3yBaJnch JTabOPaTOPHi TOKA3HUKM, MAIEHTY OYJI0 PEeKO-
MEH/IOBAHO 3HIDKEHHS JI03M METUJIIIPE/HI30JI0HY, TIPOJOBKXUTH
Tepartiio eH0KCAHOM.

Cran xBoporo noripmmuses y 2019 porui micig mepeoxosio-
JUKEHHsT. 3'IBUIUCST CTabKicTh, 3aiKa, 6iib i HaOPSIK HIDKHIX
KIHIIBOK, TijBuIuiacs temieparypa riga — 37,3-38,5°C. Xso-
puii GyB TocHiTaMi30BaHUN Y PEeBMATOJIOTIUHE BiIiIeHHs 3 Ha-
CTYIITHUM IIepeBeIeHHAM Y Xipypriio.

CraH XBOPOTO I1iJ1 4ac rociitanisanii Tsskkuil. [Tomoxen-
Hs BUMYyIIeHe depes 6inb y HMKHIX Kinmiskax. HIkipHi 1mo-
KpUBHU 06anyyst, mui, Tyay0y, KiHIiBOK yIiJbHeH], Timeprir-
MeHTOBaHi, cyxi. CumMnTom «kuceras HaBkoJo pora. ludys-
HUH 1iaHo3, yacToTa auxaapHux pyxis (YAP) — 22 3a 1 xB.
Y nerensax Ha TJIi )KOPCTKOIO JUXaHHS PO3CisAHi cyxXi Xpumnu,
HUKYe KyTa JOoNaTKu KperiTtaiis 3 060x cropid. ITyasc 120
B 1’, apurmivnmii, AT 80/40 MM pr.cT. JliBa Mesxa cepiig mpo
nepeaHiit akcuspHiit Ainii, mpaBa — 1o napacTepHaIbHil Ji-
Hii. lignbHiCTh ceplis apuTMivyHa, TOHK OcJIabJIeHi, Ha BepXiB-
ui cucromivauil mrym. JKusit m’skuii, 6es6ommicuuii. [leuinka
sucrymnae Ha 1,5-2,0 em Huskue pebepuoi ayru. Habpsik i ri-
rnepeMis JIiBOi TOMIJIKH i CTerHa, B IiJISHII cepelHbOI TPETUHN
crerna — aykryaris.

[Ipu o6cTeskeHHi MPOBOANIN KITHIYHUN aHasi3 KPOBi: epu-
tpountu — 1,38x102/11, neiikoruru — 22,3x10°/1, remoriobin —
27 r/n, tpombort — 5 22x10° /1,

— 11O — 75 mm/roz, y bopmyJi — nanuako-sigepi — 12%,
gimbonnt — 4%.

Amnanis ceui: nuroma Bara — 1014, 6imok — 0,22 /100y, neii-
Kouutu — 2—4 1/3, epurpountu — 1—2 /3, 106oBUi Aiypes —
350—-400 mur.

Bioximiynuii anasiz kpoBi: 6iok 3araubuuii 47,9 r/11, cedo-
BrHa — 6,8 MMOJIB/JI, KpeaTnHiH — 64 MKMOJIb/JI, 3arajabHuii Oiri-
py6in — 7,1 mmouts /o1, ATAT — 31 mmosts /i1, AcAT — 27 Mmmosts /11,
K — 3 mmoub /i1, Na — 130 mmoutb /i1, 3arasnbuHuit — 2,4 MMOJIb/ I,
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dibpunoren — 6,66 /1, nporpombGinosuii ingexkc — 129%, MHB
—0,77. TociB kposi aBiui — Bucisiauii Staphylococcus aureus.

Cripasmpaa koMmm'otepHa ToMmorpadis opraHiB rpyaHoi i
4yepeBHOI IMOPOKHUHU: iHTepcrelianbuuii [udy3Hunil mHeBMo-
CKJIEPO3, Y TJIEBPAIbHUX CUHYCaX PiBHI PiIUHI, MEXKi ceplid po3-
1mIMpeHi, cese3iHka — KOHTYp PiBHMIL, CTPYKTypa OJHOpiZHA, B
poamipax 36inbinena — 130x97 mm. BucHoBok: kapaiomionaris,
JIBOCTOPOHHIH eKCyTaTUBHU T1JIEBPUT, CIIJICHOMeTaJlis.

ExoKC: aunarartiss mopoKHMH cepiisi, HU3bKa CKOPOTJIUBA
3atHicTh Miokapya JsiBoro nurynouka (JIIII), @B — 31%. Heno-
cratHicTh MiTpamgbHOTO KianaHa [I-III ct. Hemocrarricts Tpu-
KycrijiasbHoro kiarana. Jlerenesa rirmepTensis, cuCTOMIYHUI
THUCK Y JIEreHeBill apTepii — 35 MM pT.CT.

EKT: tpinorinus nepeacepan 2:1; 3:1. Binxunenns EBC Bui-
Bo. Yacra nooanHoKa Ta crapeHa IUTyHOUYKOBA eKCTPACUCTOJIS.
bBaokana nepeanboi aiBoi rinku myuka [lica. Tineprpodia JIIII 3
O3HaKaMM TlepeHaBaHTaKeHH Ta ineMii GOKOBOT CTiHKH.

®i6poracrpockorisi (DTCJT) — epureMaTosHa racTpoIaTisi.
Pexropomanockortist: BUPasKOBUI KOJIIT.

BceranoBseno kgiHidyHWI AiarHO3: CHCTEMHA CKJIEpoOep-
Mis, migroctpuii nepebir, akt. 111 3 ypaskeHHsAM mikipu — iHy-
paitist, HaOpsK, TinepiirMeHTanis; cyauH — cunapom Peiino,
JereHeBa rimeprensisa I cranis; cepis — pecCTpUKTUBHA Kapi-
omionarig, HepocratHictb MiTpasbHoro kiaanana [1-I11 cra-
nist, TpuKycHifanpro kiramany 11 cramis; nepcucryoda popma
TpinoTinHg nepexacep/b, HenpaBuibHa dopma (2:1; 3:1), Ta-
xicucromiunuii Bapiant, CHA2DS2VASc -16an, HAS BLED
— 1 6au; mryroukosa excrpacuctosis. CH ITA 3i sHuKEHOO
dpaxkmieio Bukuay JgiBoro nurynouka (OB — 31%) OK III;
TPaBHOTO TPaKTy — pedJokc-e30darit, XpoHiuHUIi racTpoLy-
OJIEHIT B CcTajii MOMipHOTO 3arocTpeHHs:, BUPA3KOBUI KOJIT,
sererb — HeBMO(DiOpo3 IH I, Hupok — ckiepojepmiuHa He-
dpomariss, XHH 1.

YckmagaeHHs: cTadiJIOKOKOBHI cericuce, (yierMOHa M SKUX
TKaHuH JIiBoi HIDKHBOI KiHniBKu. XpoHiuyHa IocTremMopariyna
AHeMist TSIKKOTO CTYIEeHSI.

Y xipypriunomy BimmiseHHi mpoBefeHO MMPOKUN PO3THH i
JIPpeHyBaHHs ypakeHoi fijsinku. Posnouara antubakrepianbHa
Tepartig (BAaHKOMIllMH, aMiKal[MH), COJIIO-ME/IPOJI BHYTPIlllHbO-
BEHHO, IIepesIMBaHHS CBIXKO3aMOPOKEHOI IJIa3MHU, €pUTPOIN-
TApHOI MacH, PeoroJirIoKil, manTonpaso, amiogapon. Ha tui
OTpPUMYBaHOI Teparii crocrepirazacsa MO3UTUBHA AMHaMiKa, T0-
KpaIlleHHsI 3araJlbHOTO CTaHy XBOPOTO, KJIHIKO-71abopaTopHUX
[OKa3HUKIB. Bumnucanuit y 3a10BijibHOMY CTaHi 3 pekoMeH/a-
€10 POJOBKUTU Tepamiio aHTUOIOTUKAMU [0 OAHOIO MiCsIlst
(s1eBohJIOKCATINH ).

[IpencraBnennii KaiHIUHMI BUNAMOK HAOYHO JEMOHCTPYE
TSOKKUI THAroCcTpUil mepebir 3 1moJiOpraHHUMU  yPaKeHHSIMU:
JIeTeHb, Ceplisd, HUPOK, TpaBHOro TpakTy. Ha Tui imynonedinury
MPUEIHATICS TSEKKI iHMEKIIiTHI yCKIa[HeH s, 30KpeMa CeITh-
1emist, iermona M'SIKUX TKaHUH, (hJleTMOHA M'SIKUX TKaHWH, 3i
CKJIaJHUM TIaTOTeHe30M, AKi 3aKajanau TPUBAJIOi iHTEHCUBHOI
Tepartii.

BUCHOBKMHU

1. TIpobsiema anbepeHIianbHOT [iarHOCTUKY CHCTEMHOTO iH-
exmiiiHoro mpotiecy i peBMaTHYHNX 3aXBOPIOBAHb, IO Trepedira-
10Th 3 BICOKOIO aKTUBHICTIO, € HaJ3BUYAllHO aKTyaabHo10. Oco-
GJIMBICTIO KJITHIYHOTO Mepebiry THIHHO-CENTUUHNX YCKIAHEHD
TAI[iEHTIB i3 CUCTEMHUMU 3aXBOPIOBAHHAMH CIIOJYYHOI TKAHUHN
€ apeakTUBHICTb, CTEPTICTh KJIACHYHUX IPOABIB iHdexii, Tak-
Kuit mepebir, HeCTPUATIUBHIN TTPOTHO3.

2. Ilpm xypanii XBOpHX 3 PeBMAaTUYHUMHU 3aXBOPIOBAHHSAMHI
CJIijL 3BepTaTH yBary Ha HasiBHICTb (DAKTOPIB PU3UKY, IPU SKUX
iMOBIpHICTh PO3BUTKY KoMopOigHux indexuiii ITi/IBUIILYETDCH,
a TaKOXX BaKJIMNBO BU3HAYUTU PaHHI CUMITOMH iHQeKIiiHOTO
YCKJIa(HeHHSL.
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