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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 moueunsrii kpus (CIIK)
MIPEICTABIAET COOOM KM3HEYTPOKAIOIIEE OCIIOXK-
HeHHue cucteMHoi ckiepoaepmun (CCI) ¢ ypos-
HEM JieTaJbHOCTH, Aocturaromum 50%. Haubo-
Jiee TUTTUYHBIE TPOSIBICHUS JAHHOTO OCIIOKHEHUS
BKJIIOYAIOT B ceOsi BHE3almHOE 3J0KaYeCTBEHHOE
MOBBINIICHNE apTepuanbHOTo naBineHus (AJl) u
MPOrPECCUPYIOIYIO MMOYEUHYI0 HEAOCTATOUHOCTD
Ha (oHE ayTOMMMYHHOTO TIOPAYKEHHS DHJIOTEIHS
cocynoB nouek [5, 7, 9—-11]. Ilatorenernueckue
Mexauu3mbl CIIK B Hacrosimiee BpeMs pacKpbITHI
He 10 KoHMa. M3BecTHO, YTO OCHOBHAs POJIb OT-
BOJIUTCS ayTOMMMYHHOMY MexaHusmy. [loBpexne-
HUE OHHAOTENHS ayTOAHTUTENaMH TPUBOIUT K
HMCTOHYCHUIO U 3aMEIICHUIO KalHUIIPOB KIIyOou-
KOB COEJIMHUTEIIbHOTKAHHBIMH KOMITOHEHTaMHU.
W3MmeHeHmne cCOCyIMCTON CTEHKH BEAET K yCHIICH-
HOH arperanuu TPOMOOIIMTOB, 00Pa30BAHUIO MHU-
KpOTpOMOOB (TpoMOOTHYECKasT MHUKpPOAHTHOTIA-
THUS) M HIIEeMUAN TKaHU. [IoMHMO CTPYKTYpHBIX H3-
MEHEHHI OTMEYaeTcs NMEePpUOJNYECKHN Ba30CIa3M
(moveunslit cuHApOM PeitHo), KOTOpBIN yCyTyos-
eT TunonepPysu, crocoOCTBYET BBICBOOOXK/IE-
HUI0O PEHMHA W TUNEPIUIa3WH FOKCTarJIoMepyIsip-
HOTO amnmnapara. Belcokne KOHLIEHTpaluu peHuHa
B KPOBH MPUBOJAT K YCHJIEHHUIO CITa3Ma TOYedHbIX
apTepuii K euie OospLiel nmemuzanui |3, 8, 19].
Cpenu (GaxTopoB, TOBBIIAINIMX PUCK PA3BUTHS
CIIK, nanbosee 4acTO BBIACISIOT KEHCKHU IOJI,
Hanuuue antuten Kk PHK-mommmepase III (anti-
RNAP III), camxkenne muddy3Hoit criocoOHOCTH
Jmerkux Menee 75%, MpeaIIecTBYIONUIYIO apTepH-
anpHyI0 runepren3uio (Al') B amamHese; mpore-
unyputo >300 mr/cyt nwim >200 mr/na, ATUTENb-
HBII TIPHEM TIIFOKOKOPTUKOCTEPOUIOB B OOJIBINNX
mo3ax (> 15 mr/cyT), Tsaxeloe mporpeccupyroiee
CKJIEPOZEPMUYECKOE TOPaKEHHE KOXKH, MOJIOIOH

Bospact aebrora CCJ] (ot 30 mo 50 mer), nepBbie
MIPU3HAKKU MOPaKEHUs MoYeK yepe3 3—5 JeT ¢ Mo-
menTa gedrora CCJl, HocuTenbcTBO TeHOB HLA-
DRB1*0407 u HLA-DRB1*1304, noxumopdusm
rena AII®D [16].

JlnarHo3 cTaBHTCS Ha OCHOBAaHHH KPHUTEPHUEB,
MPEeAJIOKEHHBIX TpyIoil skcriepToB KoHcopiuy-
Ma 1o KiaumHHYeckuM wucciempoBanusMm CIIK mpu
ckaepogepmun (2019) [11]. OGs3aTenbHBIM KpH-
tepuem CIIK sBusieTcs 3mOKadecTBEHHOE, BO3-
MOXKHO BIIEpBbIE BO3HHKIIEe, MOBbIIeHHEe A/l
[Ipu »1OoM cucronuyeckoe AJl MOMKHO TpPEBHI-
mare 140 MM PT.CT. W/HIN AWACTOIHYECKOE —
90 MM prt.cT. YBenuueHue cucronuueckoro AJl na
30 MM pT.CT. 1 60JIee W/WIH AUACTOIUYECKOTO A/l
Ha 20 MM pT.CT. ¥ OOJiee TaKKe SBISAETCS TUarHo-
CTHYECKH 3HAYMMBIM.

Cpenu TOTIOTHUTENBHBIX KPUTEPUEB AOCTATOY-
HO KaK MUHHMYM OJHOTO:

* Octpoe mouegnoe moBpexaenne (OIIII) Be-
pUPHUIHUPYETCS TPU HOBBIILIEHUN CHIBOPOTOY-
HOTO KpeaTWHWHa Ha 26,5 MKMOJIB/I B Teye-
Hue 48 uvacoB wiu B 1,5 paza oT HOpMaJib-
HBIX 3HAYCHUH B TEUCHHE MPEAIIECTBYIONIINX
7 nHei mubo CHIKEHWE TeMIIOB TNype3a Me-
Hee 0,5 MJI/KT B yac B T€4eHHE 6 YaCOB.

* MukpoaHTHONIaTHYECKasi  TeMOJINTUYECKas
anemust (MAI'A) nuarHoctupyercs npu cie-
IyIOMMX TpU3HAKaxX: TMOSBICHHE paHee OT-
CYTCTBYIOIIEH WIH yXyAIIEeHWE WMEIoIIeHcs
aHEeMHM TpPH HUCKIIOYEHHH JIOOBIX APYTHX
MIPUYXH, TTOSBJICHHUE B IepU(epHIecKoil Kpo-
BU LIMCTOLMTOB WM APYTrUX (pparMeHToB
SPUTPOIUTOB, JTaOOPATOPHO TOATBEPKIACH-
HBI TeMoun3 (TIOBBIIIICHNE B KPOBU JIAKTAT-
JIETUIPOTEHA3bI U/WIM PETUKYJIOIMTO3 U/UITH
CHWKCHHE YPOBHS ranToroOWHA BIUIOTH 0
MOJTHOTO €ro HMCYE3HOBEHHsI), OTpULATEIb-
HBIN TIPSIMOI aHTHTIIOOYTMHOBBIA TECT.
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» TpomGouuTonenus wixke 100 x 10%/71.

* [lopaxxeHue Apyrux opraHoB (TUIIEPTOHHUE-
cKas dHIe(amonaTus U peTHHONATHS, OCTpas
cepleyHasi HeJOCTaTOYHOCTh, TIEPUKAPIUT).

* ['mcromornyueckue XapaKTepUCTUKH TOpaxke-
Hus nouek Ha ¢pone CCJ, Bximovaromue: Gu-
OpuHOBBIE TPOMOBI, SHAOTEIUATBHBIN OTEK
MPEUMYIIECTBEHHO B MEIKMX IMOYEYHBIX ap-
TepHsX, WIIEMHUYECKHEe H3MEHEHHUs Oazajb-
HOM MeMOpaHBI KITyOOYKOB B BHJIE TIIOMEPY-
JIOCKJIEPO3a, THIEPIUIa3us IOKCTarjIoMepy-
JIIPHOTO arfmapara, pacciIOeHHUEe COCYIUCTOM
CTEHKH I10 TUITY «JTYKOBOH KOXKHIIBD).

OcoObIM ciTyyaeM OCTPOTO IOPaKEHHs TOYEK

ripu CCJ] siBIsieTCst HOPMOTEH3UBHBIHN CKIICPOICPMH-
yeckuil noueunsiit kpu3 (HCIIK), nposierstrotuiicst
B BHJE BHE3AITHO BO3HHKIIEH MPOrpeccCHpyronien
MMOYEYHON HEJ0CTaTOYHOCTH, HO Oe3 pasButus Al
Cpenun 60oNbHBIX, Y KOTOpbIX AuarHoctupoBan CIIK
COIVIACHO OTHMCAaHHBIM BBIIIE KPUTEPHUSIM, BCTpe-
yaemocTh HCIIK Bapsupyer B mpenenax 10-20%
Bcex ciydaeB CIIK [7, 10]. HCIIK accommupoBaH
C BBICOKOH JleTalbHOCThIO (Oosee 60%) u kpaiiHe
HEeOIaronpusITHBIM HE(PPOIOTUUECKIUM POTHO30M
B BHJIE MOTPEOHOCTH B XPOHUYECKOM Te€MOJINAIN3E
n/wim TpanciuianTanuu nodek [10, 12]. CoBpemen-
HBIE TIPEJICTABIICHUS O MEXaHM3MaxX Pa3BHUTHS CKJIe-
ponepmuyeckoil Hedpormatud u (aKTopax pHCKa
CIIK mompoOHee W3IOKEHBI B Harem o03ope [3].
OTMe4eHO, YTO BO3HHKHOBEHHUIO ATOTO COCTOSHUS
yaie MOABEPKeHbI JIMIA, MMEIOLINe aHTHTeNna K
tormomzomepaze | (anti-Topo I), ctpapmatomme 3a-
OoneBaHMAMHU CEPACYHO-COCYAUCTOW CHCTEMBI, IO
MTOBOTy KOTOPBIX MPUHUMAIOT TIPETapaThl ¢ aHTUTH-
MEPTEH3UBHBIM 3(h(PEKTOM, a TAKKE JITUTEIBHO MPH-
HUMAIOIIHE TTIOKOKOPTHKOCTepor sl [1, 10, 12].

LE/Ib PABOTDI

Ha npuMepe KIIMHUYECKOTOo cyvas PO IeMOH-
CTPUPOBATh TPYAHOCTH JUATHOCTUKU M Kypaluu
octporo nopaxenus mouek npu CCJ Ha done Te-
panuu TITFOKOKOPTUKOCTEPOUIaMHU.

KTMHUYECKMI CIYYAI

boabnas H., 73 roga, nauTenpHo cTpagaronias
CC/l, moctynuiia B CTallMOHAP B 3KCTPEHHOM IIO-
psAIKe ¢ xano0aMu Ha OJIBIIIKY IIPU MUHUMAIbHON
(m3udecKkoil Harpy3ke, OTeKM HMKHUX KOHEYHO-
CTEH, YBEJIMUEHHE B pa3Mepax KUBOTA, YMEHbIIIE-
HUE KOJINYECTBAa MOYH, TPYAHOCTH TIPHU MPOTIIATHI-
BaHUU TBEPJOM MUIIH.

Co cioB OONBbHOU (METWITMHCKAS TOKYMEH-
Talus HE TPEOCTaBICHA), MEPBBIC MPOSBICHUS
CCJl otmedeHsl B Bo3pacte okoio 20 JeT B BHIE

cuaapoma Pefino. Kakwne-nmnbo apyrume mposBiie-
nusi CCJl B Monozom Bo3pacte 0oJibHAs OTpHLA-
et. [lomyuana Tepanuio GrokaTopaMu MeIJIEHHBIX
kanbiueBbIX kaHanoB (BKK) u cmsaryaromue xox-
Hble KOCMETHYECKHE CPEICTBA.

B mpemenonayzaneHBIN mepuon OoJpHAS OT-
Meuaja yXyAlleHHe TedeHHe 3a00JeBaHus B BUC
YIUIOTHEHUS KOKM Ha KOHEYHOCTSX, MepenHen
OpIOLIHOM CTEHKE, CIIMHE, CYXOCTH M CTAHYTOCTH
KOKM Ha JIUIE, B 0COOCHHOCTH BOKPYT pTa, Cy-
XOCTH CJIIM3UCTBIX 00OJOYEK TOJOCTH PTa, KOHB-
IOHKTHUBBI, MOJIOBBIX OpraHoB. [losBuiInCh Takxe
MPU3HAKN TIOPAXKEHHS] CYCTaBOB: MPHITYXJIOCTb,
OrpaHWYCHHE TOABMKHOCTH M OOJIb TPU JIBHIKe-
HUW CHadajla B MEJKHX CyCTaBax KHCTEH, 3aTeM
mwieueBbiX. C 60-1eTHEro Bo3pacta Koyka KOHUMKOB
MaJbleB CTala KaJIbIIMHUPOBAThCS ¢ 00pa3oBaHu-
€M BE3HKYII C OEIOBAThIM COJIEP’KUMBIM, BCKPBITHE
KOTOPBIX MPUBOJMIIO K MOSBICHUIO METIKUX 00Je3-
HEHHBIX S3BOYEK, C TOTO K€ BPEMEHH TOSBHINCH
MPU3HAKU JUc(]aruu, KOTOphie paccMaTpuBaliuCh
B KauecTBe CKJepoaepMuieckoro 33oparuta. Tor-
Ja ke BnepBble HazHaueHbl MecTHble HIIBC, ko-
POTKHE KypPCHI IITIOKOKOPTUKOCTEPOUIOB.

B anmamuese: wmemmuueckas OoJie3HB Cepala,
apTepualibHas THIEpTeH3Hus (C MaKCUMAallbHBIMU
mudpamu 180/100 MM pr.cT., amantupoBana k AJl
130/80 MM pT.CT.), 4 SMtU301a TPOMOOIMOOINHU MEIT-
KHX BeTBel Jierounsix aprepuii (TOJIA) B Bo3pacte
66—71 roga, ocTpoe HapylIEHUE MO3IOBOIO KPOBO-
obpamtenuss (OHMK) mo wuriemudeckomy THITY B
Bo3pacTte 63 roma, HeBepUPHUITMPOBAHHEIN TETIATUT C
HCXOMIOM B 1IMppo3 (BbIsiBIEH B 69 net). [locTosHHO
MIPUHUMAJIa aT€HOJIOJ, CIMPOHOJIAKTOH, TOPACEMU/I,
puBapokcaban (10 Mr x 1 pa3 B CyTKH), CHIIJICHO-
¢un (20 Mr X 2 paza B CyTKH), OMENpPasol, ypcose-
30KCHXOJIEBYIO KHCIIOTY, TEHOKCHKaM, IIperapaTsl
KeJesa.

[Ipu moctymuennn coctossHue OOJIBHOW Cpen-
Hel crerneHu TsxkecTH. KoxKHbIe TOKPOBBI U BUJIH-
MBbIE CIIM3UCThIC 000JIOUKH OJIe/IHbIC, CyXHe, OTpe-
nemsiercss audQy3Has MEITKOMSATHHCTAsT MUTMEH-
TauMsl MO BCE MOBEPXHOCTU Teja, CIUHUYHBIC
TeJeaHTHIKTa3uu. JIUo B BuAe «Mackm», KoxkKa
IUIOTHASI, CTSHYTAsl, ONMPEACNIeTCS CUMITOM «KHU-
ceTa», OTKPBITHE pPTa OTPaHUYEHO, MOTYEPKHYTHI
MHMHYECKIE MOPIIUHEI BOKPYT ra3. Ha aucranb-
HBIX (hajaHrax MaableB KHCTEH ompenessieTcs
CKIICPOAAKTHIIAS C MHOXXECTBEHHBIMH OOJIE€3HEH-
HBIMH $I3BOYKAMH, OHHUXOIUCTPOGUS (HOTTEBbIC
MIJIACTUHBI OYTPUCTHIE, CIOSIINECS, C KEITOBATHIM
OTTeHKOM). OTeKH HMKHUX KOHEUHOCTEH /10 BepX-
Hel TpeTH rojieHei, MsArkue, Teruibie. CycTaBbl
KHUCTeH Me(opMHUpOBaHBI MO THITY YIbHAPHOH Jie-
BHMAIlMM, C OTPAaHMYEHHUEM MOJBHUKHOCTH 3a CUET
YIUIOTHEHUS U CTAHYTOCTH KOXU.
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AJl 130/65 mm pT.cT., ynbCc Ha niepudepude-
CKHMX apTepUsiX PUTMUYHBIH, ITOIHBINA, YIOBIETBO-
puTenpHOro HanpsbkeHus. OTMedaeTcs: pacimpe-
HUE JIEBOM IpaHMIIBI cepAlla Ha 1 cM JlaTepajibHee
CPEAHEKIIIOUNYHOM JTMHUU. TOHBI cepala pUTMHUY-
Hble, akieHT Il nan nerounoi aprepuei, nuiara-
LMOHHBIA IIYyM B MPOEKIHHU aTPUOBEHTPUKYISP-
HBIX KJIAaHOB. AYCKyJIbTaTHBHO OCJIaOJIEHUE Ibl-
XaHMs B HIDKHHMX OT/eJax JIETKUX CIIpaBa, TaM ke
IpUTYyIUIEHUE IepKyTopHoro toHa. Hax ocrans-
HBIMH OTZEJaMHM JIETKUX JbIXaHHEe kecTkoe. XKu-
BOT MATKHUH, HE HANpsDKEH, 0€300JIE3HCHHBIA BO
Bcex otxaenax. Ileuens minorHas, Oyrpucras.

B kiamMHMueckoM aHalu3e KpOBH: aHEMHs, THIIO-
XPOMHasi MUKPOLIUTapHasl, JIETKOH CTeneHn (reMorio-
6un 105 r/m), rpomOormronenus 138x10%/71, netikonu-
TapHast Gopmyra 6e3 BOCTIAMTENFHBIX H3MEeHeHHH. B
OMOXMMHUYECKOM aHan3e KpoBU: KpeaTnHuH 117 M-
MOJTB/TT (CKOpOCTh KiTyOoukoBo# (prmbTparmm (CKD)
o CKD-EPI 39,9 mi/mun Ha 1,73 M?, 4TO COOTBET-
cteyer XBII C 36 craguun), modyeBuHa 21,1 MMos/1,
THHOKajueMust 3,2 MMOJIB/JI, THHOaJbOyMHHEMUS
28,7 /1, TUTIEPXOIECTEPUHEMUSI, CHUIKEHUE CHIBOPO-
TOYHOTO >Kemne3a 110 6,7 Mxmonb/Ja. Koarymorpamma
1 o0IIKH aHaIu3 MOYU 0€3 OTKJIOHEHHS OT HOPMBI.
st yrounenust popmbl CCJ] BBEITIOTHEHO CEepoIIo-
THYECKOE MCCIICOBAHUE: BBISIBICH IOJIOKHUTEIb-
HBI aHTHHYKJIeapHblii ¢akrop (AH®D) B THTpe
1:10 240 ¢ ueHTpOMEpPHBIM U MUTOXOHAPHUATBHBIM
TUIIAMH CBEYEHMs, BBICOKOE COJIep)KaHHE ayTOaH-
TUTEJI K IEHTPOMEPHBIM HYKJIeonpoTenHam-A u -B
(antu-CENP-A,-B). Ha pentrenorpamMe opranos
TPYAHON KIJIETKH: YCHUJIEHHE JIETOYHOTO PUCYHKA 3a
CUET COCYIUCTOrO KOMIOHEHTa, AU((Yy3HBIH MTHEB-
Mo(uOpO3, Malblii THAPOTOPAKC C ABYX CTOPOH,
Oosnee BeIpakeHHBIN crpaBa. [Ipu DOxoKI': mpu-
3HAaKd THNEPTPOQUH JIEBOTO KETyI0uKa, Juiara-
LUK IPaBOro MPEACEpIus, JICTOYHas MIIEPTEH3HS
Il crenenn. Ilo nanneiM Y3U Busyanusupyercs
OyrpucTras napeHxuma Me4eHy MOBBIIICHHOM MI10T-
HOCTH, COCYIbl BOPOT IE€UeHH Oe3 paclIMpeHus,
MapeHxumMa Mo4YeK HeoHOpoHas, GUOPO3HO U3Me-
HeHa ¢ uctToHdeHueM (cmpasa 10 mm, cieBa 9 Mm).
Acnur.

bonbHON Ha3HaueHbl: JUYPETUKH, HHAJAIPUIL,
aMJIOIMIINH, —anuKcabaH, ypCOAE30KCHXOJeBast
KHCJIOTa, TenTpall, npenaparbl xkenes3a. [ kop-
PEKLUU TUIIONPOTEMHEMUH K Tepanuu Jo0aBiie-
HBI NIEPOPATbHBIE BBICOKOOCTKOBBIE KOMIIJIEKCHI
BHYTPHUBEHHBIC MH(Y3UH anpOymuHa. B cBs3m ¢
CYCTaBHBIM CHHAPOMOM U JIETOYHOH THIEpTeH3U-
el Ha3HaueH MepopajbHO B 03¢ 8 MT (COOTBET-
cTByeT 53,33 Mr npeaHu30JI0HA).

Ha 5-ii nenb mpeGwpiBaHUSA B CTallMOHApE pas-
BIJIACH aHYPHS, TTOSABHINCH (PeOpHUITbHAS TUXOpaT-
Ka, JKeNTyXa Ha ()OHE COXPaHHOH reMOINHAMUKH.

AJl 120/70 MM pr.ct. JlaboparopHo: HapacTaHue
azoremnn (CK® mo CKD-EPI 21,24 mn/Mun Ha
1,73m2?, XBII C IV craauu), runepOuaIupyou-
HeMuu 0 69 MKMOIb/I (HempsMoi OunnpyOuH
41 MKkMOIIB/11) U TpomMbonUTONICHUHU 710 96 % 10%/71.
JlanHble W OUHAMUKa JIaOOpaTOPHBIX IOKa3are-
neit mpuBeneHs! Ha pucyHke 1. Ha Y3U — peskoe
CHID)KCHHE TTOYETHOTO KPOBOTOKA. Y OOIBHOM qua-
THOCTUPOBAHO OCTPOE IOYEYHOE MOBPEKICHHUE
(OIIIT) ma ¢done CCJH. YBemnueHa go3a ¢ypoce-
MUZa 710 8 MI, K JIeYeHHUIO 100aBieH 3y(UIIInH,
MPOJI0JKeHAa BHYTPUBEHHAsI MHY3Us anbOyMuHa
Y TIepOPaJIbHBIA MPHUEM BBICOKOOSITKOBBIX CMECEH.
[IpunsaTo Takke pemieHre 00 OTMEHE MpenaparoB
Keesa, dHaIAIPUIIA.

HecMoTpst Ha mpoBoIMMYIO Tepanuio, B Teue-
HUE TOCJenyIoNeil Heleau OTMeJaiach OTpHIla-
TeJabHas JlabopaTopHas JMHAMHKA: HapacTaHUe
A30TE€MUH, TPOrPECCUPOBAHUE aHEMUH (CHIKEHHE
remoryiobnHa 0 94 1/7), MOSBICHHE YMEPEHHOTO
JNEHKOIUTO3a U TUMEPIIIUKEMHUH 0€3 DIEKTPOJIUT-
HBIX HapymeHuid. CyTodHas moreps Oeyka ¢ MOo-
yoii He npesbimrana 0,46 r (0,38 /).

Ha 14-e cyTkm B crammonape y OOJIbHOHN 3a-
peructpupoBano cHmwkeHne AJl mo 90/50 mm
pT.CT., 0€3 TaxuKapAuH, MOsSBUIACH OOJIb BHH3Y
kuBoTa. JlaboparopHo: CHWXEHHE TeMOTI00MHA
no 80 r/m, remarokput 25,3%, TpomOoIuTOIe-
HUS 10 94 % 10°/1. PektanbHO OoCMOTpeHa XUpYp-
rOM — Ha Iepyarke cjellbl MeJeHbI. BrimonHeHa
(hubporacTpomyoqeHOCKONNS — JAaHHBIX 3a JKe-
JYI0YHO-KHIIEYHOE KPOBOTEUCHHE HE MOJYYCHO,
(hnOpOKOIOHOCKOTINS HE BBITIONHSIACE. boibHas
nepeBefeHa B peaHUMaunoHHoe oTaenenue. [Ipo-
BEJICHO TIepeIMBaHNE TPEX CIUHHUIIL I1JIa3Mbl KPOBH
u Er-B3Becu, Ha 3TOM (hOHE reMOTIIOONH ITOBBICHII-
¢ go 102 r/m.

Ha 19-e cyTku cocTossare O0IBHON PE3KO yXYII-
LIMJIOCH: YPOBEHb CO3HAHUS CHU3HJICS JI0 OTITyIlIe-
HUfA, HEyCTOWYMBAas T€MOAMHAMHKA — MpPH TIO-
CTOSIHHOM KapauoToHuueckoi moanepxke AJl He
Boitie 90/60 mm pr.ct., HCC 88 B MUHYTY, ayCKYJIb-
TaTUBHO — JIbIXaHUE 0CIabJIeHO Ha/l BCEH MOBEpX-
HOCTBIO JIETKUX, onpeaesstoTcs auddy3Hbie BiIax-
HbIe MEJIKO- U CpeAHemy3blpuaTsie XpHumbl. JKUBOT
MSTKUH, YBEJIWYCH B pa3Mepax, Ha MajblIalHio He
pearupyert, nepucTansTuka Bsuias. [Ipu moBTOpHBIX
PEKTAILHBIX OCMOTpAax CIIEIOB KPOBU Ha TepyaTke
He oOHapykeHo. JlabopaTopHO coXpaHseTCs aHe-
MHS JIETKOM CTEIEeHHW, aHH30IMTO3, MONKUIIOIIH-
103, Jneikonuro3 11,1—9,8—14,24—21,9x10%1,
Mporpeccupyromas TpoMOouTONeHus. brnoxumu-
YecKHe TI0Ka3aTeM: COXPaHseTCsl a30TeMusi, MOo-
BbIieHne ammiassl 10 149 En/m, Hapacranwe Ou-
npyouna 10 168 Mxmons/n (Hempsmas Gpakus —
110 Mxmomb/T), TpaHcaMuHa3el B 1,6 pa3 BepxHel
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TpaHMIBI HOPMBI, TunepHaTpuemus 150 MMoub/i,
CPB 103,5 mr/n. YpoBeHb Kanus 3a Bce BpeMsi Ha-
OJroIeHUsT HaXOIUTCS B Mpeneiax HopMbl. B koa-
ryinorpamme — 6e3 u3menenui. [lo qanHbIM peHT-
reHorpauu pe3Ko OTpHIIATENIbHAS JUHAMHKA 32
CUET MOSBJICHUS UHPWIBTPALUU BO BCEX OTAeNax
JIETKUX, KOPHU JIETKUX PacIIMpEeHbl, HE CTPYKTYp-
Hbl. OmnpegensieTcs KapTUHA JBYCTOPOHHEH 3a-
CTOWHON MTHEBMOHHH, BBIPA)KEHHOT'O 3aCTOS B JIET-
KHX C IIEpeX0JIOM B OTEK JICTKHX.

Ha 20-e cyrkm npeObiBaHHSI B CTalMOHApe
0oJibHasl CKOHYAIACh.

ObCYXXIEHUE

N3smenenne BHyTpeHHHX opraHoB npu CCJ]
HE PEAKOCTh, OJHAKO KOMOWHHPOBAHHOE IOpa-
JKEHUE JIETKUX, [M0YeK U TeYeHH Ha (oHe BbIpa-
JKEHHOTO CKJIep03a KOXKHBIX NMOKPOBOB SIBIISETCS
Haxojkoi. C yd4eTOM HMMMYHOJIOTHYECKHUX Te-
CTOB (MoJoXkHUTeNbHBIN aHnanmn3 Ha AH® u BbIcO-
koe conepxanne aHTU-CENP-A u -B) u cooTBet-
CTBYIOIIEH KOMOMHAIIUN CUMIITOMOB (KaJIbLIHO3
TKaHe#, cuHapoM Peitno, 330darut, ckiaepo-
JAKTUIIUS, TEJEaHTUIKTAa3uK) MOXHO Hpelro-
noxuTh Haguune y OompHOM CREST-cummpoma
(calcinosis, Raynaud’s phenomenon, esophageal
dysmotility, sclerodactyly and telangiectasia),
KOTOPBIN SIBISETCS YACTHBIM CIIy4aeM JIMMHUTH-
poBanHoit gopmer CCJI [7]. UnTepecHo 3ame-
TATH, YTO B aHAMHE3€ MMEETCS TaKXKe Mopayke-
HHE MEYEHH, BEPOSITHO, AyTOUMMYHHOTO T'e€He3a.
AH® ¢ MUTOXOHAPHATHHBIM THUIIOM CBEUECHHS U
AHTHUIICHTPOMEPHBIE AaHTHUTENIAa XapaKTEPHBI IS
MEPBUYHOTO OWIMAPHOTO LUPPO3a, KOTOPBIH
B 18% caydaeB acconumpoBan ¢ CCJl. Kpo-
M€ TOTO, CYXOCTb KOXH M BHUAMMBIX CIU3HCTBIX
obomouek, nucdarusi, BOBICUCHHE BHYTPECHHUX
OpraHoB, B TOM YHCJIE TIOYEK, MO3BOJISET 3aro-
J03pUTh BTOpUYHBIN cuHapoMm Lllérpena [4, 18].
Takum oOpazoM, y OONBHON HE HCKIIOYAETCs
HaJIU4Me TEepeKpecTHOro cuHiapoma. Jlpyrue
BHUABl ayTOAHTUTEIN, B TOM YHCJE XapaKTepHbIE
st CIIK (anti-RNAP III) unu nns HCIIK (anti-
Topo 1), oOHapyskeHbI HE OBLIH.

OOpamaer Ha ce0si BHUMaHUE TeYeHHE 3a0olre-
BaHMS: TEPBbIe NPU3HAKU ITOPAKEHUSI KOXKU OBbLIH
3aMeueHbl elle B IOHOIIECKOM BO3pacTe, JHarHo3
YCTaHOBJIEH TONIbKO B 35 jer. Peskoe yxymiieHue
MIPOM30IIIO OT Havaja MEHOIAy3aJIbHOTO MEeproaa,
SIBUBIIIETOCS, TIO BCEH BUIUMOCTH, ITYCKOBBIM MeXa-
HU3MOM [T TiporpeccupoBanusi. OTCpOUeHHOCTh U
manocumntToMHocTs CCJl yknaapIBaeTcs B KApTUHY
JIOOpOKAYE€CTBEHHOTO M MEIJIEHHO MpOrpeccupy-
FOIIIETO TE€UCHUS MaHHON (opMmbl 3a0oseBanus [7].
OpnHako BOBJIEYEHHE B MPOLIECC MOYEK MPOU3OILIO
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Puc. 1. Jlunamuka 1abopaTopHBIX OKa3aTeael u apTepuaibHo-
ro gasnenus. A/l — aprepuansHoe pasnenue; ['KC —
nokokopTukocTeponapl; KKK —  sxemymouHO-Ku-
meyHoe kpoBoTeueHue; HCIIK — HOpMOTEeH3UBHBII
MOYEYHBIN KpHU3

He KJIaCCHMYeCKH — He uepe3 3—5 JIeT OT MOMEeHTa
MOSABJIEHUS] TIEPBBIX CHMITOMOB, COIJIACHO CTaTH-
CTUYECKHUM JaHHBIM, a 3HAYUTEIBHO MO3KE.

Kpome Ttoro, y OombHOU uMenuch (aKTOpbI
pucka pazsutusa CIIK: jxeHckuil 1o, paHHU fe-
010T 3a00J1eBaHMUsI, IIPOTPECCUPYIOIICE TTOPAKECHHE
KOXH TYJIOBHUILNA M JiMLA, npefmectsyomas Al
1 TIpUEM TIIOKOKOPTHKOCTEPOUIOB B aHAMHE3E.
Hecmotps Ha orcyTcTBHE MHGOpPMANMH O IJIH-
TEJIHHOCTH IpHeMa U J03€ TOPMOHAJIBHBIX TIpe-
rmaparoB 70 MOMEHTa TOCTHUTAIHM3AI[UH, UMEHHO
Ha3HayeHUE BBICOKOW [03bl JEKCaMeTa30Ha, Ha
HaIlll B3I, CHITPAJIO PEMIAIONIYIO POJb U MPUBE-
70 k Bo3HMKHOBeHHUIo CIIK uepe3 msaTe nHel ot
Hagana tepanuu [7, 10, 19]. OGkraHO pa3BHUTHE
CIIK npoucxoauT 4yepe3 HECKOJIbKO HENeNb HIU
MecsI1eB OT MOMEHTa Hayajia Tepanuu TIII0KOKOp-
TUKOCTEPOUIaMH, OJTHAKO B JINTEPATypE OMHCAHBI
KJIIMHAYECKHE CIIy4yau, KOT/a JaHHOE OCJIOKHEHUE
BO3HMKAJIO B TOT € JIEHb WJIH Yepe3 HECKOIBbKO
CYTOK OT HauaJja JiedeHus. BrIicka3bIBarOTCs TIpeI-
MOJIOKEHHS, YTO JIAHHBIM IMpOILIeCC CBSI3aH C yKe
cymectBytomeit MAI'A, Bo3Hmkmeid Ha (oHe
MPEALIECTBYIOIIEr0 NMpueMa TOpMOHAIbHBIX Tpe-
mmapatoB [6, 19].
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CLINICAL CASE

XPOHOJIOTHYECKH Pa3BUTHE CUMIITOMOB Y O0JIb-
HO MMeJOo CIeAYIONIYIO MOCIEI0BATEIbHOCTD: TI0-
SIBIICHUE TPOMOOIIUTONIEHUH C TIOCIIEAYIOIIUM TIPO-
rpeccupoBanuemM, pazputue OIIIl Ha nsaTeiil geHb
MpeObIBaHMS B CTAIIMOHAPE MTPH HOPMAJIbHBIX IU(D-
pax AJl, uto xapakrepuo st HCIIK u oOycnosie-
HO TpomOoTHueckoil mukpoanruonaruein (TMA).
CHmxeHne ypOBHS TPOMOOIIMTOB, 3aperucTpu-
pOBaHHOE TpPH MOCTYIUIEHHH, HE COOTBETCTBYET
kputepusMm auarHoctuku CIIK, ogHako 1mo3BOJIS-
€T 3arof03puTh MMemwlIytocs paHee TMA, koTo-
pas TIOATBEpXkKAAaeTCs HAIUYUEM HEOIHOKPATHBIX
TpoMOoTHYecknx coOwiTuii B aHamHe3ze (OHMK,
TOJIA) u s npoUIaKTUKH KOTOPOM OosbHAas
royydana aHTHKOaryiasHTel [6, 19]. OmHako mo-
Ka3arensCTB A pa3BuTus MAI'A HegocTaTtodHo
WJIN pe3yabTaThl TECTOB HEJIb3s CUUTATh OJHO3HAY-
HBIMH — He ObLITa IMPOBe/IeHa OIIEHKA YPOBHSA JIaK-
TaTJeTUAPOTeHa3bl U TaNTONIOONHA, PETHKYIIOLIH-
TO3a, BBITIOJIHEH TIPSIMOW aHTUTIIOOYITMHOBBIN TECT.
3arono3puTh reMoau3 BO3MOKHO Ha OCHOBE HAJHU-
YU B KPOBU MOWKHUIIONATO3a M aHU3OIUTO3a, TIPU
TOM, YTO JAaHHBIX O MOSIBIICHUH B Ma3Ke KPOBH ILIHU-
cTouuTOB HEeT. OTMeuaeTcs TakKe MOBBIIIeHNnEe 00-
miero OnnupyOuHa Oosiee 4eM B 8 pa3 OTHOCHUTEIb-
HO BepXHEeH I'paHUIlbl HOPMBI, MPEUMYILECTBEHHO
3a CYEeT HEeMPSAMOU (PpaKIuH, YTO CBUIACTEIHCTBYET
B MOJIb3y T€MOJUTUYECKOM aHemuu [6, 11].

Hns 6ompaBIXx CCJl HEepemko pa3BUTHE KpO-
BOTEUEHHUS, OCOOCHHO JIETOYHOTO U JKETYyI04-
HO-KHUIIIEYHOT0. BhicOKMIT puck remopparuii 00b-
SICHSIETCSI HE TOJBKO TPHEMOM HECTEePOHIHBIX
[IPOTHBOBOCIATIUTENbHBIX TpenaparoB WIH aH-
TUKOAryJsiHTOB, HO W COOCTBEHHO ayTOMMMYH-
HBIMH MeXaHu3MaMmu, jaexkamumu B ocHoBe CCJI.
CornmacHO COBPEMEHHBIM 3apyOeKHBIM HCCIIEO-
BaHusiM, HanOomnee vacto npu CCJl BcTpeuaercs
KpOBOTEUEHHE W3 MOUYEBBIBOAAIIUX IyTel, 3areM
KEITYTOYHO-KUIIIEIHOE 1 JIETOYHOE KPOBOTECUCHHUE;
pexe Bcero ciayuyaercs OHMK no remopparuye-
ckoMy Tumy. /lnaraos moAaTBepKaACTCS MPH IHIO-
CKOITMYECKOM HCCIIEIOBAHUN IO HAJUYHIO KPOBO-
TOYAIUX TeJIEAHTMIKTA3HI Ha CIU3UCTON 000104-
Ke JKellynka u kuiieyHuka [15, 18]. Pe3synbrarsl
KOaryjnorpaMmbl y TIpEACTaBICHHON OOJBHON B
TEYEHHE BCETO0 BpPEMEHU HaOIIONEHUS OCTalOTCS
B Ipezesiax HOPMBI, YTO UCKJIIOYAET BIUSHHE IIe-
YEHOYHOW HEeOCTAaTOYHOCTH M THIONPOTEHHEMUN
Ha CBEpPTHIBAEMOCTH KPOBH.

CCJI ¢ mopaxeHueM JEerKuX 4acTO OCIOKHSIET-
cs daranpHON MHeBMOHUEH [12]. B nmpuBenerHOM
KJIMHUYECKOM CJly4yae TepMUHAJIbHON cTajiuel 3a-
OoseBaHus cTajia BHYTPUOOIbHUYHAS TBYCTOPOH-
HSISL 3aCTOWHAs THEBMOHUS C OTEKOM JIETKUX, YTO
YCYr'yOHJIO TOJIMOPTaHHYIO HEJIOCTAaTOYHOCTh H
SIBUJIOCH TIPUIMHONW CMEPTH.

Metonpl MenukameHnTo3Horo Begennsa HCIIK
Ha JIaHHBI MOMEHT HE Pa3paboTaHbl, B CBSI3U C
YeM HCIOJb3YIOTCS CTPATeruM JICUCHUs KIacCu-
yeckoro CIIK. BaxHbiM ycnoBHEeM BOCCTaHOB-
neHust QYHKLMU IIOYEK SBJIETCS MOJJAEp)KaHue
crabunbaoro AJl ne ke 120-130/80 MM pT.CT.
U HCKIIOYCHHE HEPPOTOKCHYHBIX IPEIaparoB.
Haxe npu oTcyTcTBUM pe3koro noabema AJl Ha-
3HAYaI0TCS MUHUMAJIbHBIC J103bl HHTHOUTOPOB aH-
THOTCH3WH-TIpeBparnaronero gepmenrta (HAIID)
B KauecTBe Hedpomporekuuu. [lo pesynbratam
HCCIIeI0BaHNi OIOKaTOPHI PELENTOPOB aHTHOTEH-
3uHa Il sBustoTCS MeHee 3PPEKTUBHBIMU U MPO-
THUBOIIOKA3aHbl JJISi HEKOTOPBIX TPYyMI OOJBHBIX.
Hasnauenue OeTa-010KaTopoB MOXET IMPUBECTH
K ycyryOleHuio Ba3ocma3Ma M HapylIeHUIO MU-
KPOLMPKY/ISIIMY, IIO3TOMY K NIPUMEHEHHUIO HE pe-
koMeHJ0BaHbl [2, 7, 14]. C 1enpio yMEHbIICHUS
BBIPQYKEHHOCTH JIETOYHON THIIEPTEH3MH BO3MOXK-
HO NPUMEHEHHEM HUTPATOB, HO IO KOHTPOJIEM
AJl [2, 14]. Taxxe B Ka4eCTBE MaTOTCHETHUIECKOM
TEpaluy XOPOIIO 3apEeKOMEHJO0BalM ceds aHTa-
TOHHUCTBI PELENTOPOB IHAOTENUHA-1, aHAJIOTH H
arOHUCTHI PEIEeNTOPOB IMPOCTAIUKINHA, CTUMY-
JSTOPBI CHHTE3a T'yaHWJIATLHUKIa3bl, HHTHOUTOPBI
dbochonmscrepasnl S-ro Tuna. B kauecTBe nepBoit
JUHUM TEPalM JIETOYHOH I'MIIEPTEH3UM HPEIo-
YTEHHE JI0 CUX MOp oTAaeTcs cuiaeHaduiy u 60-
3enTany [13, 17].

HaunGonee BeposITHO, NPUYMHOW pa3BUTHSL
OIIIT y GonbHOM MOCTYXKWJIO HazHAYCHHE TOp-
MOHAQJbHOHM Tepanuu B CPAaBHUTEJIBHO BBICOKHX
no3ax. Ilpm HEOOXOJUMOCTH HCIOIB30BAHUS
TIIFOKOKOPTHUKOCTepon1oB v 00asHBIX CCJl pexo-
MEHJIyeTCSl YYUTBIBaTh JIMTEIbHOCTH Ha3Haye-
HUS ¥ 703y: He Ooliee TpeX MecAleB MOAPSA 0
15 Mr/cyT nipu pacdere 1Mo mpenIHu30Iony [2, 14].
[IpumeHeHue MIIOKOKOPTUKOCTEPOUIOB B Kaue-
CTBE HayaJbHOU TEpaIuy JIETOYHOU T'MIEPTEH3UU
HE UMeeT YOeIUTEIbHBIX JOKa3aTeIbCTB U SIBIISCT-
cs mpeaMeToM uccienoanus [13, 17].

SAK/TIOYEHNE

[IpencraBneHHblid KIMHUYECKU cliyyall ne-
MOHCTPUPYET OTHOCUTEIBHO PEAKUNA BapuUaHT
octporo nopaxenus nouek npu CCJIl — HOpMO-
TEH3UBHBIM TUI CKICPOACPMHUUYECKOTO MOUCUHOTO
kpm3a. K ocHOBHBIM (hakTOpaM pHCKa TaHHOTO
OCJIOKHEHHUS ClIeTyeT OTHECTH KEHCKUU MO, 1JIH-
TEIbHYIO TEPANu0 OOJBIIUMH JT03aMH TIFOKOKOP-
TUKOCTEepou0B, AL, moBropHbie 3nu30ab1 TOJIA u
UIIEMUYECKUM MHCYIBT B aHAMHe3e. [lnuTenpHoe
MIPUMEHCHUE AHTHTHUIICPTCH3UBHBIX IIpErapaToB
3aTPYIHUIIO PaHHEE BBISIBJICHUE MOPAKECHUS TTOYCK
U MacKHpOBAJIO TeMOJAMHAMUYECKUE HAPYIICHHS,
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npu 3ToM ormeHa MAIID He nmomyckaercs aei-
CTBYIOIIMMHU CTaHAApTaMU JaKe MPU CKIOHHOCTH
K apTepuajbHON THUIOTCH3WH. YCYTYOJISIOIINM
acrmeKToM, OOYCJIOBUBLIMM  HEOJIaronpusITHBIA
WCXO, Ha Hall B3IV, SIBUJACh MMEHHO OTMEHa
UAII® u npopomKeHUe TOpMOHAIBHOU Tepamuu
B BBICOKHX j03ax. OmnpeneneHHy0 KIMHUYECKYIO
CJIO’KHOCTb IIPEJCTABIISET PELICHUE BOIIPOCa O Ha-
3HAYEHUU aHTUKOATYJISIHTOB Y OOJIHBIX C TPOMOO-
TUYECKUMHU OCJIO)KHEHUSIMHU B aHAMHE3€, II0CKOJIb-
Ky oAHUM u3 yacTbix mpossieHuit CCJ saBusert-
Ci pa3BUTHE MaJbIX W OOJBIIMNX KPOBOTEUCHUI
BCJIEJICTBUE ayTOUMMYHHOH TPOMOOLIMTONICHUH, B
CBS3M C YeM aHTHKOAryJIsIHTHas Teparus JIOJKHA
HCIOJIb30BATHCS C OCTOPOXKHOCTBIO O] AMHAMU-
yeckuM HaOmopeHueM. PemaromuMm oOCTOSTEND-
CTBOM CTaJIO MPUCOEINHEHNE BHYTPHUOOIbHIYHOMN
ITHEeBMOHUH Ha (hoHE PUOPOTHUECKOTO MTOPAKEHUS
JIETKUX M BBIPAXKEHHOW JIErOYHOM THMIIEPTEH3UH,
KOTOpOE MPUBEJIO K CMEPTH OOJIBHOM.
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