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PE3IOME. OgauM U3 BBICOKOJICTAIBHBIX OCIOKHEHUHN cucteMHol ckiepoxepmun (CCJ) sBuser-
cs1 ckaeponepmuueckuid moueunsiii kpu3 (CIIK). Knaccuueckue mposiBaeHHs] JAHHOTO COCTOSHUS
BKJIIOYAIOT B Ce0sl BHE3AIMHOE 3JI0KAYECTBEHHOE MOBBILICHUE apTepuaibHoro nasieHus (AJl) u mpo-
I'PECCUPYIONIYIO MOYEUHYIO HEJIOCTATOYHOCTh Ha ()OHE Ay TOMMMYHHOTO MOPAKEHUSI SHAOTENHSI CO-
cynoB modek. OcobbIM citydaeMm octporo nopaxenus nouek npu CCJl sBiseTcs HOPMOTEH3UBHBII
ckaeponepmuueckuii noueunsii kpu3 (HCIIK), yacTora BO3HUKHOBEHHS! KOTOPOrO HE MPEBBIILACT
20% ot Bcex cayuaeB CIIK. Onnako nmpu HecBoeBpemeHHol nuarHoctuke HCIIK mmeer xpaiine
HEOIaronpusITHBIA MPOrHO3 (JIeTaabHOCTh Oosee 60%, BbICOKass MOTPEOHOCTh OOJMBHBIX B XPOHU-
YEeCKOM I'€MOJUaIN3€e U TPAHCIUIAHTALMU [T0YKH). HecMOTps Ha Mporpeccupyoulyo No4eIHy 0 He-
JOCTAaTOYHOCTh, AJ] ocTaercss B mpeaenax HOPMBI, YTO 3aTPYJHSIET CBOEBPEMEHHYIO AMAarHOCTUKY
JaHHOTO ocyioKHEeHUs. M3BecTHO, 4TO OfHUM U3 npeapacnonararomux ¢paxropos passutus HCIIK
SABJISAETCS JUTUTEIBHBIM NMPUEM BBICOKHX /103 TIIOKOKOPTHKOCTEPOUIOB. 11 KOPPEKIIMHU 3TOTO CO-
CTOSIHMSI UCIIOJIb3YIOT CTPATeruu JieueHus, pazpadoranusie 115 kiaccudeckoro CIIK. [lognepxanne
ontuManbHoro AJl, Ha3HaueHHe HePPONPOTEKTUBHBIX MPENapaToB, 3aMECTUTEIbHAS [TOYeUHAas Te-
panus B ciaydae He0OX0AUMOCTH. B craThe nmpeacTaBieH KIMHUYECKUH ClTydaidl 0OCTPOro MopakeHust
nouek y 6onpHOMU, cTpaaarinei CCJl ¢ mopakeHHeM JISTKUX U MeYeHH, Ha (JOHE TEPATTHU TITFOKOKOP-
THKOCTEPOHUIAMHU.

KJIIOUEBBIE CJIOBA: cucremHas ckiepojepMusi; (akToOpbl pHUCKA, HOPMOTEH3WBHBIN
CKJIEPOAECPMHUYECKHI MOYEUHBII KPU3; TIIIOKOKOPTUKOCTEPOU B, JIESTOYHAS TUIIEPTEH3U .
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ABSTRACT. One of the highly lethal complications of systemic sclerosis (SSc) is a scleroderma
renal crisis (SRC). The classic manifestations of this condition include a sudden malignant increase
in blood pressure (BP) and progressive renal failure along with autoimmune damage of the renal vas-
cular endothelium. A special case of acute kidney injury in SSc is normotensive scleroderma renal
crisis (NSRC). The frequency of this complication does not exceed 20% of all cases of SKC with a
limited form of SSc, but NSRC has an extremely poor prognosis (mortality rate of more than 60 %,
the increasing need for patients in chronic hemodialysis, kidney transplantation). Despite progressive
renal failure, BP remains within the normal range, which makes it difficult to diagnose this compli-
cation in due time. It is known that one of the risk factors for the development of NSRC is long-term
use of high doses of glucocorticosteroids. To correct this condition, treatment strategies developed
for classical SRC are used. maintaining optimal blood pressure, prescribing nephroprotective drugs.
Renal replacement therapy if necessary. The article presents a clinical case of acute kidney injury in

a patient suffering from SSc with lung and liver damage during glucocorticosteroid therapy.
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BBEIEHUE

Ckneponepmudeckuii moyeunsrii kpus (CIIK)
MIPEICTABISACT COOOM KM3HEYTPOKAIOIIEE OCIIOK-
HeHue cucteMHoi ckiepoaepmun (CCH) ¢ ypos-
HEeM JieTaJbHOCTH, Aocturaromum 50%. Haubo-
Jiee TUTTMYHBIC TPOSBICHUS JAaHHOTO OCIIOKHEHUS
BKJIIOYAIOT B ceOsi BHE3alHOE 3J0Ka4eCTBEHHOE
MOBBIIIIEHNE apTepuabHOro naBieHus (AJ]) u
MIPOTPECCUPYIOLIYIO MMOYEYHYIO HEJOCTaTOUYHOCTh
Ha (OHE ayTOMMMYHHOTO MOPaKCHUS dHIOTENUS
cocynoB mnouek [5, 7, 9—-11]. [latoreneruueckue
mexanu3mel CIIK B Hacrosiiee BpeMs pacKpbITHI
He /10 KoHIa. M3BecTHO, YTO OCHOBHAs POJIb OT-
BOJIUTCA ayTOUMMYHHOMY MexaHusmy. [ToBpexe-
HUE DHHAOTENHS ayTOaHTUTENaMHd MPHUBOIUT K
HMCTOHYCHHIO U 3aMEIICHUI0 KamHUISIPOB KIIyOou-
KOB COEIWHUTEIHbHOTKAHHBIMH KOMIIOHEHTaMHU.
W3menenne cocyaucTol CTEHKH BEAET K yCHIIECH-
HOHW arperanuu TPOMOOIIUTOB, 0Opa30BaHHUIO MH-
KpOTpPOMOOB (TpoMOOTHYECKass MHKPOAHTHOIIA-
THUS) M HIIEMUAN TKaHU. [IoMHMO CTPYKTYpHBIX H3-
MEHEHUN OTMEYaeTCs MNEPUOAUYECKUI Ba30CHa3m
(modeunblit cuHApoM Peiino), KoTopelil ycyryois-
eT rurnomnepdy3uio, CIIOCOOCTBYET BBICBOOOXKIEC-
HUIO PEHHMHA W TUIEPILIA3UU IOKCTAITIOMEpYIsip-
HOTO amnmapara. BeICOKHe KOHIIEHTpaluu peHuHa
B KPOBH MPUBOMAT K YCHIICHHUIO CITa3Ma TOYeUHbIX
apTepuii 1 K emre Oonplieit nmemusanuu [3, 8, 19].
Cpenn (paxTOpOB, MOBBHIIAOIINAX PUCK PA3BUTHS
CIIK, mauboJjiee 4acTO BBIJCIISIOT KCHCKHUI IIOJI,
mamnune antutenl k PHK-momumepase 111 (anti-
RNAP III), camxenne auddysHoii cnocobHOCTH
Jerkux MeHee 75 %, MpenmecTBYIOMYIO apTepu-
anpHyr0 runepren3uto (Al') B aHamHe3e; mpore-
unayputo >300 mr/cyt wim >200 mr/n, ATUTENb-
HBI TIpUEM TITIOKOKOPTHKOCTEPOUIOB B OOJIBIIIX
no3ax (> 15 mr/cyt), Takeloe MPorpeccupyroiee
CKIIEPOACPMUYECKOE TIOPAKEHHE KOXKH, MOJIOIOH

Bo3pacT nebrora CCJ (ot 30 mo 50 met), mepBbIie
MPU3HAKU MTOPAKEHUS TTOUEK 4yepe3 3—5 JIeT ¢ Mo-
MenTa nebrora CCJl, HocutenbcTBo reHoB HLA-
DRB1*0407 u HLA-DRB1*1304, monumopduzm
reHa AIID [16].

Jlnaruos craBUTCS Ha OCHOBAaHHH KPUTEPHUEB,
MPEUIOKEHHBIX TpymnIoi sxcnepToB KoHcopiuy-
Ma 1o kiauHudeckuM wuccienosanusm CIIK npu
cxireponepmun (2019) [11]. OGs3aTenbHBIM KpH-
tepuem CIIK sBisieTcs 3710Ka4eCTBEHHOE, BO3-
MOXKHO BIIEpBbIE BO3HHKIIEE, IoBblieHHEe Al
[Ipn »TOoM cucronnyeckoe AJl NOIKHO TPEBBI-
mare 140 MM PT.CT. W/MIM JUACTOJINYECKOE —
90 MM pr.cT. YBennuenue cucronnyeckoro AJl Ha
30 MM pT.CT. 1 OoJiee U/ WK JUacTOIdeckoro AJl
Ha 20 MM PT.CT. u OoJiee TakXKe SBJISIETCS AUArHO-
CTUYECKU 3HAYUMBIM.

Cpenu 1ONOTHUTENBHBIX KPUTEPUEB 10CTATOY-
HO KaK MUHMUMYM OJIHOTO:

* Octpoe noueunoe nospexaenue (OIIII) Be-
pUGHUIHUPYETCS NPU HOBBIILIEHUN CHIBOPOTOYU-
HOTO KpeaTWHWHa Ha 26,5 MKMOJB/I B Teye-
Hue 48 vacoB wiu B 1,5 paza oT HOpMaJib-
HBIX 3HAUEHHUH B T€YEHHE IPEAIIECTBYIOIINX
7 nHEl mnbOo CHIDKEHHE TEMIIOB THype3a Me-
Hee 0,5 MJI/KT B yac B T€4eHHE 6 4aCOB.

* MuKpoaHTruonaruyeckass  I'eMOJUTHUYECKas
anemust (MATI'A) nuarHoctupyercs npu cie-
IyIOMMX TpU3HAKaxX: IMOSBICHHE paHee OT-
CYTCTBYIOLICH MM yXyALICHHE HUMEIOIIencs
aHEeMHH TpPH HUCKIIOYCHHH JIOOBIX APYTHX
IPUYMH, NTOSIBIICHUE B eprudepruecKoil Kpo-
BU LIMCTOLMTOB WJIW APYTrUX (parMeHToB
PUTPOLUTOB, JIAOOPATOPHO IIOATBEPIKICH-
HBIM reMoJin3 (TMOBBIIIEHNE B KPOBHU JIaKTaT-
JETUIPOTEHA3bI /WM PETHKYIIOIMTO3 W/UITH
CHIDKEHHE YPOBHS FaNTOMIOOMHA BILIOTH 10
MOJIHOTO €ro HCYEe3HOBEHHs), OTPULIATENb-
HBIA MPSMOHN aHTUTIIOOYINHOBBINA TECT.

MEQWLWUHA: TEOPUA W NMPAKTHKA

TOM7 Ne2 2022

ISSN 2658-4190



KAMHWYECKNI CAYYAN

17

» TpomGouuTonenus uimxke 100 x 10%/71.

* [lopaxkeHue Apyrux opraHoB (TUIIEPTOHHUYE-
cKkas dHIe(anonarus U peTHHONATHS, OCTpas
cepleyHasi HeJOCTaTOYHOCTh, TICPUKAPIUT).

* ['mcromornyeckue XapaKTepUCTUKH TOpaxKe-
Hus nouek Ha ¢pone CCJ, Bximovaromue: Gu-
OpUHOBBIC TPOMOBI, PHIOTEITHATLHBIN OTEK
MPEUMYIIECTBEHHO B MEIIKMX IMOYEYHBIX ap-
TepHsX, WIIEMUYECKHEe H3MEHEHHUs Oazajb-
HOl MeMOpaHBI KIIyOOYKOB B BHJIE TJIOMEPY-
JIOCKJIEPO3a, THIEPIUIa3us IOKCTarjaoMepy-
JSPHOTO arfmapara, pacCiIOeHHUE COCYIUCTOM
CTEHKH TI0 THITY <JTyKOBOW KOMKHIIBD).

Oco0BbIM CITy4aeM OCTPOTO TOPAKEHHS ITOYEK

ipu CC/] siBysieTCcsl HOPMOTEH3UBHBIH CKIIEPOJEPMHU-
yeckuii moueunslid kpu3 (HCIIK), nposBnstonuiics
B BHJE BHE3AITHO BO3HHKIIEH MPOrpecCHpyIoen
MOYEYHOM HEJ0CTaTOYHOCTH, HO Oe3 pasButus Al
Cpenn 60mbHBIX, Y KOTOPBIX muaraoctuposan CITK
COIVIACHO OINMCAHHBIM BBIIE KPUTEPHSM, BCTpe-
gaemocth HCIIK Bapsupyer B mpenenax 10-20%
Beex cimyyaes CIIK [7, 10]. HCIIK accounupoBan
C BBICOKOH JleTanmbHOCThIO (Oosee 60%) u kpaiine
HeOMaronpusTHEIM HE(POIOTHYECKUM TIPOTHO30M
B BHUJIC TIOTPEOHOCTH B XPOHUYECKOM I'€MOHAII3E
n/vnm TpaHcinianTanuy modek [10, 12]. CoBpemen-
HBIE MPEICTABICHHUA O MEXaHW3Max Pa3BUTHUS CKIIe-
ponepMUIecKoil Hedpomatnd W (akTopax pHCKa
CIIK moapoOHee m3iokeHbI B Hamem o03ope [3].
OTMeueHO, YTO BO3HUKHOBEHHIO 3TOTO COCTOSHUS
yaie TOABEP)KeHbI JIHIA, MMEIOIINe aHTHTeNna K
torouzomepaze | (anti-Topo I), crpanmatomiue 3a-
OOJIEBaHUSMU CEPIIEUHO-COCYTUCTON CUCTEMBI, TI0
MOBOAY KOTOPBIX MIPUHUMAIOT MpernapaTbl ¢ aHTUTH-
MepTEeH3UBHBIM d(h(HEeKTOM, a TakKe TUTEIHHO TIPH-
HUMAIOIINE DIIOKOKOpTUKOCcTepou sl [1, 10, 12].

LE/Ib PABOTDI

Ha npuMepe KIMHUYECKOTOo ciyvasi poJIeMOH-
CTPUPOBATh TPYAHOCTH JUATHOCTUKU M Kypaluu
octporo nopaxenus mouek npu CCJ Ha done Te-
panuu TITFOKOKOPTUKOCTEPOUIaMHU.

KTMHUYECKMI CIYYAI

boabnas H., 73 roga, naurenpHo cTpagaronias
CC/l, moctynuiia B CTalMOHAp B 3KCTPEHHOM IIO-
psnKe ¢ xano0aMu Ha OJIBIIIKY IIPU MUHUMATbHON
(u3MYecKoll Harpy3ke, OTeKM HUKHUX KOHEYHO-
CTeH, yBeJIMUEHUE B pa3Mepax KUBOTA, YMEHBbIIIC-
HUE KOJIMYECTBAa MOYH, TPYAHOCTH TP MPOTIIATHI-
BAHUU TBEPIOHN MUIIIH.

Co cnoB 0OnBHOW (MEIWIIMHCKAs JIOKyMEH-
Talus HE TPEJOCTaBjIcHA), MEPBBIC MPOSBICHUS
CCJl otMeueHsI B Bo3pacte okoio 20 JeT B BHIE

cuaapoma PeitHo. Kakue-nmubo npyrue mposiBie-
Hus CCJl B MoJioioM Bo3pacTe OOJbHasi OTpHIA-
eT. [lomyuana Tepanuio GokaTopaMu MeIJIEHHBIX
kanbiueBbx kaHanoB (BKK) u cmsaryaromiue xox-
HbIe KOCMETHYECKHE CPEICTBA.

B mpemeHonay3anbHbI nepuon OosibHas OT-
MeJasia yXyAllleHne TedyeHue 3a00jeBaHns B BHJIE
VIUIOTHEHUS KOXKM Ha KOHEYHOCTSX, TepenHen
OpIOLTHON CTEHKE, CIIMHE, CYXOCTH M CTSHYTOCTH
KOKM Ha JUIE, B OCOOCHHOCTH BOKPYT pTa, Cy-
XOCTH CIIM3UCTBIX 000J0YEK MOJOCTHU PTa, KOHB-
IOHKTHUBBI, TTOJIOBBIX OpraHoB. llosBuinch Takxke
MpPU3HAKK TOPaKEHUS] CYCTaBOB: IPUIYXJIOCTb,
OTpaHWYCHHE TIOABMIKHOCTH W OOJIb TIPU JIBHIKE-
HUW CHadajla B MEJKHX CyCTaBaxX KHCTEW, 3aTeM
medeBbiX. C 60-yeTHEro Bo3pacra Koxka KOHIUKOB
MaJbIeB CTala KaJbIIMHUPOBATHCA C 00pa30BaHU-
€M BE3HKYJI C OeJI0BaThIM COJEPKUMBIM, BCKPBITHE
KOTOPBIX MPUBOJIAIIO K MOSBICHUIO MEIIKUX 00Je3-
HEHHBIX SI3BOYEK, C TOTO K€ BPEMEHHU MOSBUIHCH
MIpU3HaKU Iucharuu, KOTOphIe paccMaTpruBaliuCh
B Ka4yeCTBE CKJIepoAepMHUuecKkoro 33o¢arura. Tor-
na ke BrepBble HaszHaueHbl MecTHBIe HIIBC, Kko-
POTKHE KypPCHI TITIOKOKOPTHKOCTEPOUIOB.

B anamHese: wmemuueckas OoJie3Hb cepila,
apTepuaiibHasg THIEPTeH3UA (C MaKCHMallbHBIMHU
mudpamu 180/100 MM pr.cT., agantupoBana xk AJl
130/80 MM pr.cT.), 4 SmtM30Ma TPOMOOIMOOITNH MeJI-
KuX BeTBei Jerounsix aprepuii (TOJIA) B Bo3pacte
66—71 roma, ocTpoe HapyIIEHHE MO3TOBOTO KPOBO-
obpamtenuss (OHMK) mo wmiemudeckomy THITY B
Bo3pacte 63 rojia, HeBepu(DUIIMPOBAHHBIH I'eNaTHT C
WCXO/IOM B TIPppo3 (BBIsiBIEH B 69 net). [locTosHHO
[IPUHUMAJIa aT€HOJIO0J, CIMPOHOJIAKTOH, TOPACEMUJI,
puBapokcaban (10 mr x 1 pa3 B CyTKH), CHIIICHO-
¢wt (20 Mr X 2 pa3za B CyTKH), OMENpPa3oi, ypcoje-
30KCHXOJIEBYIO KHCIIOTY, TEHOKCHKaM, IperapaTsl
KeJesa.

[Ipu moctymuennn coctossHue OOJIBHOM cpen-
Hel crerneHu TsxecTH. KoxKHbIe TOKPOBHI U BHUJIH-
MBIE CIIM3UCTBIE 000JIOUKH OJNIeIHbIC, CyXHE, OTIpe-
nensercst audy3Has MENKONMATHUCTAs ITUTMCH-
Tauusi 1O BCEH MOBEPXHOCTH Teja, CAMHUYHBIC
TeJeaHTudIKTa3uu. JIumo B BUAE «Mackm», KoxkKa
IUIOTHASI, CTSHYTasl, ONMPEACNIeTCsS CUMITOM «KHU-
ceTa», OTKPHITHE pTa OTPaHUYEHO, MOTYEPKHYTHI
MHMHYECKIEe MOPIIUHEI BOKPYT ra3. Ha gucrane-
HBIX (hajaHrax mMaableB KHCTEH ompenessiercs
CKIICPOAAKTIIINS C MHOXXECTBEHHBIMH OOJI€3HEH-
HBIMH $I3BOYKAMH, OHHUXOIUCTPOGUS (HOTTEBBIC
MIJIACTUHBI OYTPUCTHIE, CIOSIINECS, C KEITOBATHIM
OTTeHKOM). OTEKH HIKHUX KOHEUHOCTEH 10 BepX-
HEW TpeTH rojieHeH, MsArkue, Teruibie. CycTaBbl
KHCTeH JehopMHUpOBAHBI IO THITY YIbHAPHOU Jie-
BHAIIMM, C OTPaHMYEHHUEM MOJBHUKHOCTH 3a CUET
YIUIOTHEHUS U CTIHYTOCTH KOXU.
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AJl 130/65 mm pT.cT., ynbc Ha niepudepude-
CKMX apTepUsiX PUTMUYHBIHI, [TOIHBINA, YIOBIETBO-
puTenpHOro HanpsbkeHus. OTMedaeTcs: pacimpe-
HUeE JIEBOM I'paHMIIbI cepAlla Ha 1 cM JaTepaibHee
CPEJHEKIIOUYNYHON TMHKUU. TOHBI cep/ilia pUTMUY-
Hble, akueHT Il Haj nerouHoil aprepueid, qunara-
[UOHHBIA IIyM B TPOCKIWU aTPUOBCHTPHUKYIISIP-
HBIX KJIAMaHOB. AYCKYyJIbTaTHBHO OcJaOJIeHuE Ibl-
XaHMs B HIDKHHUX OTJ/leJaxX JIETKUX CIIpaBa, TaM ke
MpUTYyIUIEHUEe NepKyTopHoro toHa. Hax ocrans-
HBIMH OTJIeJaMH JIETKUX JAbIXaHue kecTkoe. XKu-
BOT MSATKHU, HE HaANpsKeH, 0e300IC3HCHHBIN BO
Bcex otaenax. Ileyens mnorHas, Oyrpucras.

B kimHMueckoM aHanmm3e KpPOBH: aHEMHs, THIIO-
XPOMHasi MUKPOLIUTapHasi, JIETKOH cTerneHu (reMoriio-
6un 105 r/m), pombormronenus 138x10%/71, netikonu-
TapHasi opmyria 6e3 BocIIaMTeIbHbIX H3MEHEHNH. B
OMOXMMHUYECKOM aHan3e KpoBU: KpeaTnHuH 117 M-
MOJTB/IT (CKOpOCTh KiryOoukoBoH (prmbTparm (CKD)
o CKD-EPI 39,9 mi/mun Ha 1,73 M?, 4TO COOTBET-
cteyer XBII C 36 craguun), modyeBrHa 21,1 MMous/1,
THHOKaJueMust 3,2 MMOJIB/JI, TUHOaIbOyMHHEMUS
28,7 1/1, TUTIepPXOIECTEpPUHEMUSI, CHUIKEHUE ChIBOPO-
TOYHOTO >Kemne3a 1o 6,7 MxMmonb/a. Koarymorpamma
1 00IIMI aHaTM3 MOYHU 0€3 OTKJIOHEHUS OT HOPMBI.
st yrounenust popmsl CCJ] BBEITIOTHEHO CEepoIIo-
THYECKOE HCCIIEOBAHUE: BBISIBICH TOJOKUTENb-
HBI aHTHHYKJIeapHBIH (akTtop (AH®D) B THTpe
1:10 240 ¢ neHTpOMEpHBIM U MUTOXOHPUATBHBIM
TUTIAMH CBEYEHHMS, BBICOKOE COJIep’KaHHE ayTOaH-
TUTEJ K LEHTPOMEPHBIM HyKJIeonpoTenHaM-A u -B
(antu-CENP-A,-B). Ha pentrenorpamme opraHon
I'PYIHON KJIETKH: YCHJIEHHUE JIETOYHOIO PUCYHKA 3a
CUET COCYIUCTOTO KOMIOHEHTa, AU((y3HBIN MHEB-
Mo(hHuOpPO3, MaIbli THAPOTOPAKC C IBYX CTOPOH,
Oosiee BeIpakeHHBIH cnpaBa. [Ipu OxoKI': mpu-
3HAKH THIEPTPO(HH JIEBOTO >KEIyl04Ka, AHMara-
LUK TPaBOrO MPEACEPIUs, JIETOYHAsI TMIIEPTCH3HS
III crenenun. Ilo mamaeiM Y3U Bu3yamusupyercs
OyrpucTas napeHxuma Ie4eHH MOBBIIIEHHOH IJI0T-
HOCTH, COCYIbl BOpOT TI€UeHH Oe3 paclIMpeHus,
MMapeHXnMa IMoYeK HeOTHOPOaHAs, GUOPO3HO H3Me-
HeHa ¢ uctoHueHneM (crpasa 10 MM, cieBa 9 Mm).
Acunr.

BonbHO# Ha3HaueHBI: AMYPETUKHU, SHAIAMPHI,
aMJIOAMIHH, amnuKkcabaH, YpPCOAE30KCHXOJeBas
KHCJIOTa, TenTpal, npenaparsl xenesa. s kop-
PEKLMHU THUIONPOTCHHEMUH K Tepamuu Jo0aBie-
HBI [I€POPATIbHBIE BBICOKOOEIKOBBIE KOMIIJIEKCHI U
BHYTpUBEHHbIe WHQY3UH anbOymuHa. B cBs3u ¢
CYCTaBHBIM CHHAPOMOM U JIETOYHOH TrUIepTeH3U-
el Ha3HaueH MepopaJbHO B 03¢ 8§ MI' (COOTBET-
cTByeT 53,33 MI IpeIHU30JI0HA).

Ha 5-ii nenp» npeObIBaHUS B CTaliOHape pas-
BUJIACH aHYPHsI, OSBUINCH (DeOpUIIbHAS JTUX0PaI-
Ka, JKeJITyXa Ha ()OHE COXPAHHOH IreMOINHAMUKH.

Al 120/70 mm pt.ct. JlaboparopHO: HapacTaHHe
azoremun (CK® mo CKD-EPI 21,24 ma/mMuH Ha
1,73m2?, XBII C IV craauu), runepOuIupyou-
HeMuu 10 69 MKMOIb/I (HempsMoil OunnpyOuH
41 MKMOJB/1T) B TpoMbonHTOoeHnn 10 96 % 10%/11.
JlanHble W OUHAMUKa JIaOOpaTOPHBIX IOKa3are-
ne#t mpuBeneHs! Ha pucynke 1. Ha Y3U — peskoe
CHI)KEHHE TTOYEIHOTO KPOBOTOKA. Y OOJIBHOM Iua-
THOCTHPOBAHO OCTPOE TOYEYHOE MOBPEXIECHUE
(OIIIT) na ¢gone CC/H. YBenmmuena noza ¢ypoce-
MHUZa 70 8 MI, K JIeYCHHUIO 100aBieH 3y(uIInH,
MPOOJDKeHAa BHYTPUBEHHAS MHY3US aTnL0yMHHA
Y TIepOPaJbHBIN PUEM BBICOKOOCITKOBBIX CMECEH.
[IpunsTO Takke pemeHue 00 OTMEHE MpenapaTroB
xKeyes3a, FHaIANPUIIA.

HecmoTps Ha mpoBoIMMYIO Tepamuio, B Tede-
HUE TIOCIeNyIoNell Helean OTMedallach OTpHIla-
TeJbHAs J1adopaTopHas IWHAMHKA: HapacTaHue
a30TeMUH, TPOTPECCUPOBAHNE aHEMUH (CHIKEHUE
remoryiobuHa 10 94 /1), MOSBICHUE YMEPEHHOTO
JIEHKOIINTO3a M THUNEPIIINKEeMHUH 0€3 3JIeKTPOIHUT-
HbIX HapyuieHuit. CyTodHas norepsi Oenka ¢ Mo-
yoii He npesbimiana 0,46 r (0,38 /).

Ha 14-e cyrku B cranmoHape y OONBHOW 3a-
peructpupoBano cHuwkenue AJl no 90/50 mm
pPT.CT., 0e3 TaxuKapAuW, MOSBUIACH OOJIb BHH3Y
*uBOTa. JlabopaTopHO: CHIIKEHUE TeMOIJI0o0WHA
mo 80 r/m, rematoxput 25,3%, TpoMOoIMTOIE-
HUs 10 94 x 10°/1. PektanbHO oCMOTpeHa XUpyp-
rOM — Ha IepyaTke cjenbl MeJleHbl. BrimomHeHa
(hubporacTponyoqeHOCKONNUs — JAHHBIX 3a JKe-
JyA0YHO-KHUILIEYHOE KPOBOTEUEHHE HE IMOJIYy4YeHO,
(hnOpOKOJIOHOCKOTINST HE BBIMOIHsIACE. boibHas
NepeBeicHa B peaHMMalMoHHoe oTaeneHue. Ipo-
BEJICHO TepeMBaHUe TPEX EAMHUIL TUIa3Mbl KPOBU
u Er-B3Becu, Ha 3ToM (hOHE reMOTIIOONH MTOBBICHII-
¢ no 102 /.

Ha 19-e cyTku cocTostHre O0JIBHON PE3KO yXYII-
LIMJIOCH: YPOBEHb CO3HAHUS CHU3MJIICS 0 OTITyIlle-
HUs, HEyCTOWYHMBas TeMOAWHAMHKA — TMpPH TIO-
CTOSIHHOM KapauoToHHYecKoil moanepxkke AJl He
Beimie 90/60 MM prt.cT., UCC 88 B MUHYTY, ayCKYITh-
TaTUBHO — JIBIXaHUE 0CIIA0JICHO HaJl BCEW MOBEPX-
HOCTBIO JIETKUX, onpeaenstoTcs nuddy3Hbie Biax-
HbIE MEJIKO- U CpeAHeNy3blpuaThie Xpumbl. JKUBOT
MATKHM, yBEIMYEH B pa3Mepax, Ha Majblaliio He
pearupyert, nepucTaisTuka Bsuias. [Ipu moBTOpHBIX
PEKTaJIbHBIX OCMOTpax CJIEZI0B KPOBU Ha Iepyarke
He oOHapykeHo. JlabopaTtopHo coxpaHseTcs aHe-
MUl JITKOW CTENCHH, aHU3OILUTO3, MMONKUIOIH-
T03, neikonuTos 11,1—9,8—14,24—21,9x 10%1,
MIpOrpeccupyromas TPOMOOIUTONICHH. broxumu-
YeCcKHe TII0Ka3aTesd: COXPAHSAeTCS a30TeMUs, II0-
BbIIeHWe amwiassl A0 149 En/m, Hapacranwe Ou-
nupyouna 10 168 Mxmons/n (Herpsimas Gpakus —
110 MxmomTe/T), TpancaMuHa3el B 1,6 pa3 BepxXHeH
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TpaHMIBI HOPMBI, TunepHaTpuemus 150 MMoub/i,
CPB 103,5 mr/n. YpoBeHb Kanus 3a Bce BpeMsi Ha-
OJroeHUsT HaXOIUTCS B Ipeneiax HopMbl. B koa-
rynorpamme — 0e3 u3meneHnui. [lo ganHbIM peHT-
reHorpaduu pe3Ko OTPHULATEJIbHAS JUHAMUKA 3a
CUET MOSBJICHUS UHPUIBTPALUU BO BCEX OTAeNax
JIETKUX, KOPHU JIETKUX PacIIMpEeHbl, HE CTPYKTYp-
Hel. Onpezensercss KapTUHA [BYCTOPOHHEH 3a-
CTOMHOM THEBMOHHH, BBIPAKEHHOI'O 3aCTOsI B JIET-
KHX C IIEPEXOJ0OM B OTEK JICTKHX.

Ha 20-e cyrkum mnpeObiBaHUSI B CTaldOHApe
OonbHAs CKOHYANACh.

ObCYXXIEHUE

N3smenenne BHyTpeHHHX opraHoB npu CCJ
HE PEAKOCTh, OJHAKO KOMOWHHPOBAHHOE IOpa-
KEHUE JIETKUX, MM0YeK U TeYeHH Ha (oHe BbIpa-
JKEHHOTO CKJIep03a KOXKHBIX TTOKPOBOB SIBIISETCS
Haxojkoi. C yd4eTOM HMMMYHOJIOTHYECKHUX Te-
CTOB (MONOXKHUTENbHBIHN aHanmn3 Ha AH® u BrIco-
koe conepkanne aHTU-CENP-A u -B) u cooTBet-
CTBYIOIIEH KOMOWHAIIUA CUMIITOMOB (KaJIbIIHO3
TKaHed, cuHAapoMm Peiino, 330¢arut, ckiepo-
JMAKTUINSA, TEJIEAaHTHIKTa3uu) MOXKHO TIPearno-
NoXUTh Hamuuue y 6ompHON CREST-cmaapoma
(calcinosis, Raynaud’s phenomenon, esophageal
dysmotility, sclerodactyly and telangiectasia),
KOTOPBIH SIBISIETCS YACTHBIM CIIy4aeM JUMHUTH-
poBannoii ¢opmer CCJl [7]. UuTepecHo 3ame-
THATh, YTO B aHAMHE3€ MMEETCS TaKXKe Mopake-
HHE TEeYEHH, BEPOSITHO, AyTOUMMYHHOTO T'eHe3a.
AH® ¢ MuUTOXOHJpUATbHBIM THIIOM CBEUEHHUS U
AHTULEHTPOMEPHbIC AaHTUTEJA XapaKTePHBI IJIS
MepPBUYHOTO OWIMApHOTO IMPpPO3a, KOTOPBIN
B 18% cayuaeB accouuupoBan c¢ CCJ. Kpo-
M€ TOTO, CYXOCTh KOXH W BUJIHMBIX CIU3HCTHIX
obonouek, nucdarvs, BOBICUCHHE BHYTPEHHUX
OpraHoB, B TOM YHCJI€ TOYE€K, MO3BOJISAET 3aIo-
J03puUTh BTOpUuHbIi cunapoM Llérpena [4, 18].
Takum oOpa3zoMm, y OOJIBHOW HE HCKIIOYAETCS
HaJlM4We TepeKpecTHOTo cuHapoma. Jlpyrue
BHJIbl ayTOAHTHTEN, B TOM YHUCJIEC XapaKTepHBIC
s CIIK (anti-RNAP III) unu nng HCIIK (anti-
Topo 1), oOHapyxkeHbI HE OBLTH.

O0paiaeT Ha ce0si BHUMaHUE TEUCHHUE 3a0orie-
BaHUsI: TIEPBBIC MPH3HAKA TOPAKEHUS KOXKHA OBLIN
3aMeueHbl ellle B IOHOIIECKOM BO3pacTe, JUarHo3
YCTaHOBJIEH TOJIbKO B 35 JeT. Peskoe yxymiieHue
MIPOM30LIIO OT Havaja MEHOMNAy3albHOTO MEepuoaa,
SIBUBIIIETOCS, TI0 BCEH BUIMMOCTH, ITyCKOBBIM MeXa-
HU3MOM JUI TporpeccupoBanusi. OTCPOUEHHOCTh U
ManocumintomMHocTs CCJl ykiiaapIBaeTcsi B KapTHHY
JOOpOKAaYEeCTBEHHOTO ¥ MEIJIEHHO MpPOTPeccupy-
FOIIETO TeYCHUs JaHHOU (opmbl 3aboneBanus [7].
OnHako BOBIIEYEHHE B TIPOLIECC MOYEK MPOU3OILIO

300

All: 130/65

120/70

125/60  90/50

KKK

90/60

94 88

%0 491 49,1 .
A 491 472
s B4 42 0 %

o 5 7 9 12 14 17 19 20

CyTku npebbIBaHMA B CTaLUOHape

—@®— KpeaTuHuH, Mkmonb/n
MoueBuHa, MMoOnb/n

=@~ TpombouuTsl, 1019/n
-@- TewmornobuH, r/n

Puc. 1. Jlunamuka 1abopaTopHbIX OKa3aTenel u apTepuaibHo-
ro ngasnenus. A/l — aprepuansHoe pasnenue; ['KC —
nokokopTukocTeponapl; KKK —  sxemymouHo-ku-
meyHoe kpoBoTeueHue; HCIIK — HOpMOTeH3UBHBII
TOYEYHBIN KpHU3

HE KJIACCHUYeCKH — He uepe3 3—5 JIeT OT MOMeHTa
TIOSIBJICHUSI TIEPBBIX CHMITOMOB, COTJIACHO CTaTH-
CTUYECKHM JIaHHBIM, a 3HAYUTEIBHO MTO3KE.

Kpome Toro, y OonmbpHOW WMenUCh (PaKTOpPHI
pucka pazsutusa CIIK: jxeHckuil 1o, paHHUN fAe-
010T 3a00J1eBaHMUsI, POTPECCUPYIOIIECE TTOPAKECHUE
KOXKM TYIOBHUIIA W WA, TpefmecTByromas Al
U TIpUEM TIIOKOKOPTUKOCTEPOUIOB B aHAMHE3E.
Hecmotps Ha orcyTcTBHE WMHGOpPMANHUHA O IJIH-
TEJIBHOCTH TpUEMa M 03¢ TOPMOHAJBHBIX Mpe-
rmaparoB 0 MOMEHTa TOCTHUTAIHM3AI[UH, UMEHHO
Ha3HaYeHUE BBICOKOW 03Bl JEKCaMeTa30Ha, Ha
HaIlll B3I, CHITPAJIO PEMIAIONIYIO POJIb U MPUBE-
70 k Bo3HMKHOBeHUIo CIIK uepe3 msaTe nHel ot
Hagana tepanmuu [7, 10, 19]. OOGsuHO pa3BHUTHE
CIIK npoucxoguT 4epe3 HECKOJIBKO HENEeNb WU
MecsIeB OT MOMEHTa Hauajia Tepanuu TIII0KOKOp-
TUKOCTEPOUIaMH, OJTHAKO B JINTEPATYpPE OIHCAHBI
KJIIMHAYECKHE CIIy4yau, KOT/Ia JaHHOE OCJIOKHEHUE
BO3HMKAJIO B TOT € JI€Hb JIM Yepe3 HECKOIBKO
CYTOK OT HauaJja JedeHus. Beicka3bIiBaroTcs mpen-
MTOJIOKEHHS, YTO JAHHBIM IMPOIIECC CBS3aH C yKe
cymectBytoreit MAI'A, Bo3HuKkmied Ha (oHe
MIPEAIECTBYIOMIEr0 NMpueMa TOPMOHAIBHBIX TIpe-
napatos [6, 19].
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CLINICAL CASE

XPOHOJIOTHYECKH Pa3BUTHE CUMIITOMOB Y O0JIb-
HO Mo CIeAYIONIYIO MOCIEI0BATeIbHOCTD: T0-
SIBIIGHUE TPOMOOIIUTONIEHUH C TIOCIIEAYIOIIUM TIPO-
rpeccupoBanuemM, pazputue OIIIl Ha nsaTeil geHb
MpeOBIBAaHMS B CTAITHOHAPE TIPH HOPMATBHBIX ITH (-
pax AJl, uto xapakrepno 1t HCIIK u oOycnosie-
HO TpomOoTHueckoil mukpoanruonaruein (TMA).
CHmxeHre YypOBHS TPOMOOIIMTOB, 3aperucTpu-
pOBaHHOE TpPH MOCTYIUIEHHH, HE COOTBETCTBYET
kpurepusaMm auarHoctuku CIIK, ogHako mo3Bosis-
€T 3alolo3puTh UMerwInytocs panee TMA, xoto-
pasi TIOATBEpXKAaeTCs HaIWYHUEeM HEOIHOKPATHBIX
TpoMOoTHYecKuX coObiTuil B aHamHe3e (OHMK,
TOJIA) u s npoUIaKTUKH KOTOPOM OoJIbHAas
nonyyajna aHTHKOAryiasHTel [6, 19]. Ognako no-
Ka3aTenbCcTB i pasButus MAI'A HemocrarouHo
WJIM PE3yJbTaThl TECTOB HEJIb3s CUUTATh OJTHO3HAY-
HBIMH — He ObUIa MPOBE/IeHa OLIEHKA YPOBHS JIaK-
TaTAETUIPOTeHa3bl M TaNTOITIO0NHA, PETUKYIOIIH-
TO3a, BBIIIOJIHEH MPSIMOW aHTUTIIO0YIMHOBBIN TECT.
3amomo3puTh TEMOJIN3 BO3MOXKHO Ha OCHOBE HalH-
YUl B KPOBU MOWKHUIIOIIMTO3a M aHU30IUTO3a, TIPU
TOM, YTO JIAaHHBIX O MOSIBJICHUU B Ma3Ke KPOBU IITH-
cTOUTOB HeT. OTMeUaeTcs Tak)Ke MOBHIIeHNnEe 00-
miero omnupyouna 6osnee ueM B 8 pa3 OTHOCUTEIb-
HO BepXHEH I'paHUIlbl HOPMBI, TPEUMYIIIECTBEHHO
3a CYET HEMPSAMOU (PpPaKIMH, YTO CBUICTEIBCTBYET
B TOJIB3Y TEMOJUTHYECKOM aHemun [6, 11].

Hunst 6onpHbIx CCJ] Hepenko pa3BHTHE KpO-
BOTEUEHUS, OCOOCHHO JIETOYHOTO M IKEeIya04-
HO-KHUIIEYHOTO. BBICOKMIT puck remopparuii 00b-
SICHSICTCSI HE TOJBKO IPUEMOM HECTEPOUIHBIX
MIPOTHBOBOCIIATIUTENBHBIX TPENaparoB WIH aH-
TUKOAryJTHTOB, HO U COOCTBEHHO ayTOMMMYH-
HBIMH MEXaHU3MaMH, JiexxanuMu B ocHoBe CCJI.
CortacHO COBPEMEHHBIM 3apyOeKHBIM HCCIEN0-
BaHusAM, Hanbonee gacto mpu CCJl BcTpeuaercs
KPOBOTEUEHUE W3 MOYEBBIBOASAIIUX IyTeH, 3aTeM
KEJyTOYHO-KUIIIEYHOE U JIETOYHOE KPOBOTECUCHHUE;
pexe Bcero ciayuaetcs OHMK no remopparuue-
ckoMy Tumy. /luaraos noaTBepKaaeTCSA MPHU IHO0-
CKOTIMYECKOM HCCIIEIOBAHNN N0 HAJUYHIO KPOBO-
TOYAIINX TSJICAHTUIKTA3UI Ha CIIM3UCTON 000JI04-
Ke Jkemynka u kumedHuka [15, 18]. PesymbraTs
KOaryJiorpaMMbl y TPEACTaBICHHONW OONBHOW B
TEYEHHE BCEro BpPEeMEHU HaOIIOEHUs OCTaloTCs
B Ipejesiax HOPMBI, YTO MCKIIOYAET BIUSHHE IIe-
YEHOYHOU HEAOCTATOYHOCTH U THIOMPOTEHHEMHUHU
Ha CBEPTHIBAEMOCTH KPOBH.

CCJI ¢ mopaxeHueM Jerkux 4acTo OCIOKHSIET-
cs daranpHON MHeBMOHUEH [12]. B npuBenerHOM
KJIMHUYECKOM cllyyae TepMHUHAIBHOM cTanueil 3a-
OoseBaHus cTajsa BHYTPUOOIbHUYHAS IBYCTOPOH-
HSSL 3aCTOWHAs THEBMOHUS C OTEKOM JIETKUX, YTO
YCYI'yOHJIO TIOJIMOPTaHHYIO HEJIOCTAaTOYHOCTh H
SIBUJIOCH TIPUIMHON CMEPTH.

Metonpl MenukameHnTo3Horo Begennsa HCIIK
Ha JIaHHBII MOMEHT HE Pa3padOTaHBl, B CBSI3U C
YeM HCIOJIb3YIOTCS CTPaTeruy JICUCHUS KIacCu-
yeckoro CIIK. BakHbIM ycClOBHEM BOCCTaHOB-
neHust QYHKLMU IIOYEK SBISETCS MOIAEp)KaHue
crabmwibHoro AJl He Huxke 120-130/80 MM pT.CT.
U MCKIIOYEHHE HEPPOTOKCUUYHBIX IIPENaparos.
Jaxe npu oTcyTcTBHM pe3koro noabema A/l Ha-
3HAYal0TCsd MUHUMAJIbHBIE 10361 HHTHOUTOPOB aH-
THOTeH3UH-TIpeBpatiaromero gepmenra (HAIID)
B KauecTBe Hedpomporekuuu. [lo pesynbraTam
HCCIIeI0BaHUI OJIOKATOPB! PELIENITOPOB aHTMOTEH-
3uHa Il sBnsOTCS MeHee 3PPEKTHBHBIMU U MPO-
THUBOIIOKA3aHbl AJI1 HEKOTOPBIX I'PyNIl OOJIBHBIX.
Haznauenue Oera-0J10KaTOPOB MOXKET TNPHUBECTH
K ycyryOJIeHHI0 Ba3ocma3Ma W HapylIeHWIO MH-
KPOUMPKYJISIIMK, TIOSTOMY K MPUMEHEHHUIO HE pe-
komeH0BaHkl [2, 7, 14]. C 1menpio yMEHbIICHHS
BBIPAXCHHOCTH JIETOYHOW T'MIIEPTCH3MH BO3MOXK-
HO NPUMEHEHHEM HUTPATOB, HO IO KOHTPOJEM
AJl [2, 14]. Taxke B Ka4eCTBE MaTOTCHETHIECKOM
TEepanuu XOpOoILO 3apeKOMEHIO0BalM ceds aHTa-
TOHUCTHI PEIeNTOPOB SHAOTENINHa-1, aHamorw u
arOHMCTHl PELENTOPOB MPOCTAUUKINHA, CTHMY-
JIATOPBI CHHTE3a T'yaHWJIATLUHKIIA3bl, HHTHOUTOPHI
tbochommacrepasnl 5-ro Tuma. B kagecTBe mepBoit
JIMHUU Tepanuu JIETOYHON TUIEepPTeH3UU Mpero-
YTEHHE J0 CHX IOp OTHaeTcs cuianaeHadmry u 6o-
3eHTany [13, 17].

HauGomnee BeposSTHO, NPUINHOW pPa3BUTHS
OIIIT y GonpHON MOCHYXKMJIO HazHAYCHHE TOp-
MOHAJIbHOM Tepamuu B CPaBHUTEIHHO BBICOKHUX
no3ax. Ilpm HEOOXOOUMOCTH MCIOJIb30BAHUS
[IIIOKOKOpTUKOCcTepon10B y O00abHbIX CCJl pexo-
MEHJIyeTCSl YYUTBIBaTh JINTEIBHOCTH Ha3Haye-
HUA U J03y: He Ooyiee TpeX MecsLeB MOAPSA 10
15 Mr/cyT mipm pacdere Mo MpeIHu30J0Hy [2, 14].
[IpumeHeHne DIIIOKOKOPTUKOCTEPOUIOB B Kade-
CTBE HayaJbHON TEpaIluy JIETOYHOU I'MIIEPTEH3UU
HE UMeeT YOeIUTEIbHBIX JOKAa3aTeIbCTB U SIBIISCT-
cs mpeaMeToM uccnenoanus [13, 17].

SAK/TIOYEHNE

[IpencraBneHHblid KIMHUYECKU clyyail ne-
MOHCTPUPYET OTHOCUTEIBbHO PEAKUNA BapUaHT
octporo nopaxenus: nouek npu CCI] — HOpMO-
TEH3UBHBIM THUI CKJICPOACPMHUUECCKOTO MOUCYHOTO
kpm3a. K ocHOBHBIM (hakTOpaM pHCKa TaHHOTO
OCJIOKHEHHUS CIIeTyeT OTHECTH KEHCKUHU MO, JJIH-
TEIbHYIO0 TEPAINUi0 OOJIBIIUMHE JT03aMH TIFOKOKOP-
TUKOCTEpou 0B, AL, moBropHbIe 3nU30Ab1 TOJIA u
WIIEMUYEeCKUA MHCYIBT B aHAMHe3e. lmuTenpHoe
MpUMEHEHUE AaHTUTHUIIEPTEH3UBHBIX IPENapaTroB
3aTPYIHUIO PAHHEE BBISIBICHUE MOPAKECHHS TTOYCK
W MacKHpOBaJIO0 TeMOJWHAMHUYCCKUE HaPYIICHHS,
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npu 3ToM ormMeHa MAIID He nmomyckaercs ae-
CTBYIOIIMMHU CTaHAAPTaMU JIaKe NMPHU CKIOHHOCTH
K apTepuajbHOM THUIOTEH3HH. YCYTYOISIOmNM
acrmeKToM, OOYCJIOBUBLIMM  HEOJIaronpHsTHBIHA
WCXOJ, Ha Hall B3IVIA/, SBUJACh MMEHHO OTMEHa
nAIl® u nponomkeHne TOPMOHAIBHOM Tepanun
B BBICOKHX j03ax. OmnpeneseHHy0 KIMHIYECKYIO
CIIO)KHOCTH TPEJICTABIISET PelIeHne BOIpoca O Ha-
3HAYEHUH aHTUKOATYJISIHTOB y OOJIBHBIX C TPOMOO-
TUYECKUMH OCJIOKHEHUSIMU B aHAMHE3€, IT0CKOITb-
Ky oaHUM U3 4acTbix nposiBieHuit CCJl sBnsger-
Cs pa3BUTHE MalbIX W OONBIINX KPOBOTECUCHUI
BCJIEJICTBUE ayTOUMMYHHOH TPOMOOIIMTOIICHNH, B
CBS3M C YeM aHTHKOATYJISTHTHAs Teparuvs JTOJDKHA
HCITOJIB30BATHCA C OCTOPOXKHOCTHIO IO/ JIMHAMH-
YyecKUM HaOmiofeHueM. PemraromuM o0CTOsITeNb-
CTBOM CTaJIO MPUCOEINHEHNE BHYTPUOOIHHIYHON
MTHEBMOHUU Ha QoHe PUOPOTHUECKOTO MOPAKEHHS
JIETKUX W BBIPAQKEHHOW JIETOYHOW THIEPTEH3UH,
KOTOpOE MPUBEJIO K CMEPTH OOJILHOM.
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