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CKNEPOAEPMUYECKAA HEPPONATUA: HEPELLEHHBIE NPOB/IEMbI
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MoparkeHne NoYek ABAAETCA YaCTOM NaTtonornen B rpynne 60/1bHbIX, CTPaAatoLLMX CUCTEMHOWN
cKnepodepmuelt. KapTuHe OCTpOl CKaepodepmMuyeckor HebponaTum B KAMHMYECKOW MNpaK-
TUKe COOTBETCTBYET TEPMUH CKAEPOAEPMUYECKUIA NMOYEYHbIA KPpU3. HECMOTPA Ha AMCKYCCUMU
B OTHOLLEHMM NpeBanmpyolmx GakTOPOB PUCKA MOPaXKEHUA NOYEK NPU CUCTEMHOM CKAepo-
nepmun, Hanbonee BEPOATHBIMM CHUTAKOTCA KEHCKUIA N0, NpeALlecTByoLLMe NPOTENHYPUSA
W apTepuasnibHas rmnepTeHsns, Haamune aHtuTen K PHK-nonnmepase i u cHuxkeHne anddysm-
OHHOW cNOCOBHOCTU Nerknux meHee 75%. Cpeam KpuTepues AMAarHOCTUKM CKIEpPOAEePMUYECKO-
ro NMOYeYHOro Kpu3a cnenyeT BblAeANTb BHE3aMHOE MOBbILEHWE apTEPUANbHOMO AABAEHMA,
COMPOBOXAatoLLeeca OCTPOM NOYEeYHOM HelOCTAaTOYHOCTBIO U MIMEHEHUAMKW MOYEBOr0O 0Caa-
Ka, aHemuto, TpombounToneHuto. Jle4eHne CKNePOAEPMUYECKOrO MOYEYHOIO KPM3a BKAOYAET
B cebs KynupoBaHWe apTepuanbHOW rMNepTeH3uu, NPEUMYLLECTBEHHO C MOMOLLbIO KOPOT-
KOAEMCTBYIOWMX MHIMOUTOPOB aHTMOTEH3MH-NPeBpallatoLLero pepmeHTa, ¢ nocaeaytolem
noabopom 3dPEeKTUBHON aHTUTMNEPTEH3UBHOM Tepanuun. BeayTca akTUBHblE MCCAeA0BaHMUSA
B OTHOWEHMW HOBbIX NOAXOAOB K JIEYEHMIO: MCNONb30BAHNE AaHTAarOHUCTOB PELLENTOPOB 3H-
notenvHa (6o3eHTaH), MOHOK/IOHaIbHbIX @aHTUTEeN NPoTMB C5-KOMMNOHEHTA CUCTEMbI KOMMe-
MeHTa (3Kynmnsymab). HecmoTps Ha yTBEpPXAEHHble CTpaTerMm BbISBNEHWUA TPYMM BbICOKOrO
pUCKa U nedyeHna HBOMbHbLIX C MOPaKeHWeM NoYeK NPU CUCTEMHON CKAepPOAEePMUM, COXPaHSA-
€TCS BbICOKMI YPOBEHb /1€Ta/IbHOCTU, NOTPEBHOCTM B 3aMECTUTEIbHOM NMOYEeYHOM Tepanmn u
TpaHcnAaHTauumM novek. Takum obpasom, Nnpobaema noparkeHms nodek Npm CUCTEMHOM cKe-
POAEPMUM HEe TEPAET CBOK aKTYasIbHOCTb.

KnioueBble cN0OBa: CYCTEMHAA CKIEPOAEPMUA, CUCTEMHbIN CKNEPO3, NMOPAKEHNE MOYEK, CKe-
poaepmmnyeckas HedponaTna, CKNePoOaEPMUYECKUIA MOYEYHbIM KpU3, OCTpasa nodveyHasa Heao-
CTaTO4YHOCTb, GaKTOPbI PUCKa.
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SCLERODERMA NEPHROPATHY: UNSOLVED PROBLEMS
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Kidney injury is a common pathology in the group of patients with systemic sclerosis. At least
half of the patients show histological signs of it. Acute condition is known as scleroderma renal
crisis. Although discussions regarding the risk factors for scleroderma renal crisis are open, most
researchers consider the following factors: female sex, previous proteinuria and hypertension, the
presence of anti-RNA polymerase Il antibodies, and a decrease in lung diffusion capacity <75%.
Diagnostic criteria for scleroderma renal crisis include an acute increase in blood pressure, accom-
panied by acute renal failure and abnormalities in the urinary sediment, anemia, and thrombo-
cytopenia. Treatment of scleroderma renal crisis entails decreasing blood pressure, mainly with
short-acting angiotensin-converting enzyme inhibitors, followed by selecting effective antihyper-
tensive therapy. Further research of new treatment approaches is being carried on: the use of
endothelin receptor antagonists (bosentan), monoclonal antibodies against the complement com-
ponent 5 (eculizumab). Despite the approved strategies for identifying risk factors for scleroderma
renal crisis development and treatment approaches, this group of patients is still characterized by
high rates of mortality, the need for renal replacement therapy, and kidney transplantation. Thus,
the problem of kidney injury in systemic sclerosis remains relevant.
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CornacHoO POCCUMMCKUM KAMHUYECKMM pPeKo-
MmeHaaumam (2017), noa CUCTEMHOM CKnepoaep-
muer (CCL, CMH. NPOrpeccupytowmin CUCTEMHBbIN
CK/M1epo3) MOHWMAIOT MoAMOpraHHoe 3abone-
BaHME, B OCHOBE KOTOPOrO N1eXKaT MMMYHHble
HapylWeHna W Ba3oCMacTUYecKMe cocyamcTble
peakuum no TMNy cuHApoma PelHo, conposo-
waawuecs aktuBaumen ¢dubposoobpasosa-
HWUA N U3ObITOYHBIM OTNIOKEHNEM KOMMOHEHTOB
BHEK/IETOYHOrO MaTpUKca (KonnareHa) B TKaHAX
n opraHax [1]. OBLenpuHATON Knaccnudukaumm
3a601eBaHMA Ha AAHHbIM MOMEHT He CyLLecTBy-
eT. Hanbonee 4acto BblAENAIOT CAeaytoWMe Kan-
Huuyeckne popmbl CCA:

1) naummutupoBaHHas ¢dopma (nopaxaeTca
KOXa [AWMCTaNbHbIX OTAENO0B BEPXHUX KOHEYHO-
CTel, B MeHbLLEel CTeNeHn — KoXKa AnLa v wweu;
MMEEeT MeCTO NopaKeHue BHYTPEHHWX OpraHoB);

2) anddysHaa dopma (ckaepoTuyeckoe no-
PaXKeHMEe KOXW TPyAM, »KMBOTA, KOHEYHOCTEWN,
a TaKXKe nopaxkeHne BHYTPEHHUX OPraHoB);

3) CC/l 6e3 nopaskeHus Koxu (npeobnagaet
nopa)eHne BHYTPEHHWX OpPraHoB MpPU MUHU-
Ma/TbHbIX U3MEHEHUAX KOXKM);

4) overlap-cuHapomsl (covetaHme CCA ¢ pep-
MaTOMWO3UTOM, MNOSIMMMUO3UTOM, PEeBMaTOU-
HbIM apTpuTom 1 ap.) [1-3].

M3 BHYyTpeHHUX opraHos npu CCL Hambonee
4acTo NMOParKatoTCA Nerkne, cepaLe 1 nodku. No
[AHHbIM ayTONCUWM M3MEHEHMA B MOYKax obHapy-
YKMBAIOTCA MO MEHbLLIEN Mepe y NoIOBUHbI B0/b-
HbIX, cTpagatowmx CCA [4, 5]. B oTeyecTBeHHOM
iMTepaTtype nopaxeHne noyek noayunno Hasea-
HWe cknepoaepmmyeckon Hedponatnmn. OHa mo-
YKeT NpoTeKaTb Mo TUMY XPOHUYECKOTo HedpuTa
C MeA/IeHHO MPOTrPeccHpyloWMM HapacTaHMeM
bYHKUMOHANbHbBIX HApyLIEHWI, BblPaKEHHOCTM
M3MEHEHMI B OCaZIKe MOYM, OTEKOB, apTepu-
anbHoM runepteHsum (Ar). OgHako ocoboro
BHMMaHUA TpebyeT ocTpas cKaepoaepmmuyeckas
HedponaTWa, KOTOPYIO B COBPEMEHHOM nnTepa-
Type 4allle Ha3blBalOT CKAepPOAEePMUYECKMM MO-
yeuHbim Kpusom (CMK, scleroderma renal crisis)
WA OCTPOWN CKAepodepmMyeckon noykon [1, 6,
7]. 310 BbICOKONETANIbHOE OCNOXHeHne CCA
XapakTepuayeTca ObicTponporpeccupytoLlei

NoYeYHoOW HeOOCTaTOYHOCTbIO U U3MEHEHMAMM
B aHa/IM3e MOYM Ha GOHe BHE3AMHO BO3HMKLLEN
AT, NpMHMMaIOLWLEN 3/10KAYeCcTBEHHOe TeyeHue
B KOpPOTKMe cpoku [1, 3, 6, 8].

HecMoTpA Ha OIUTENBHYIO UCTOPUIO U3YYeHUs,
370 3aboneBaHuWe A0 CUX MOP OCTaeTcA npea-
MeTOM [OMCKYCCUI B 3KCMepTHbIX Kpyrax. OT-
KPbITbIMM OCTAlOTCA BOMPOCHI NaToreHesa, paH-
MPOBaHWA MpPeBannpytolmMx GakTopoB puUcKa
M NOAXOA0B K KypaLyn AaHHOW rpynnbl 60AbHbIX.

DaHHble anuaemuonorum. Yactora ClK co-
cTtasnset 6onee 2% ot Bcex cnyvaes CCL (okono
3% 8 A3nmn 1 CeBepHolt AMepuke, 3,5% B ABcTpa-
nmn n o 5% B EBpone). bonbHble, cTpagatolme
andodysHon dopmort CC, valle NOABEPIKEHbI
passutuio CMK (B 7-12% cnydyaes), B TO Bpems
Kak mpu AMMUTMpOBaHHOW ¢dopme — a0 5%
[3, 7, 9]. CornacHO CTaTUCTMYECKUM [AaHHbIM
pasHblX /eT, reHAepHble pPa3/InMyMAa  OCTatoTCA
Ha NPEeXXHeM YpOBHE: OTMEYEHO, YTO KEHLMHBI
B 3-3,5 pasa Yalle NoABepKeHbl Pa3BUTUIO KaK
CCA B uenom, Tak n ClMK B yactHocTtn. OaHako
Yy MY)YMH Yalle OTMeYaeTCa 3/10KaYeCTBeHHOe
Te4yeHue 3abonesanHusn [10]. Ana maHubecTaumm
CCA B monogom BospacTte (30+£10 neT) xapaktep-
HO DBonee Taxenoe u bbiCTponporpeccupytollee
nopaskeHune noyek. Bospact 60/bHbIX C BNepBble
BO3HMKLWMM CIK BapbupyeT o1 48,0 o 67,9 net
(11, 12]. Mo AaHHbIM HEKOTOPbIX aBTOPOB, OT
nepsbix npoasneHnn CCH no passutmna CIMK
B cpeaHem npoxoamTt oT 3 Ao 5 ner [6, 13, 14].

B HekoTopbix caydaax CIMK moxkeT 6biTb Tak-
e acCoUMMPOBAH C MUKPOAHTMOMATUYECKOM
remMosIUTUYeCcKoM aHemueln, TpomboumuToneHu-
el C pa3BUTMEM peTMHOMNaTUM, KapauMomuona-
TUKM 1 3HUEDANoNATUK, YTO ONpPEeaenseT ero Kak
YKU3Heyrpoxkatollee cocTtosiHMe. JleTanbHOCTb
oT CIMK coxpaHAeTcA Ha BbICOKOM YPOBHE AaxKe
NpY KOPPEKUMW C MOMOLLBIO NIEKAPCTBEHHbIX
cpeacts u konebnetca ot 19% no 48% [7, 13, 15,
16]. CTonUT OTMETUTb, YTO 3TOT MOKasaTeNb 3Ha-
YUTENIBHO CHM3W/CA NO CPaBHEHUIO C XX BEKOM
(no gaHHbIM MccneaoBaHMiA 1978 1. NeTaNbHOCTb
nocturana 88% [17]). OTOT daKT CBA3bIBAIOT C OT-
KpbITUEM W NPUMEHEHMEM WHIMOUTOPOB aHr-
OTeH3uH-NpeBpawaoLllero depmeHta (MAMD)
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B KayecTBe OCHOBHOW Tepanuun Aaa AaHHOW rpyn-
Nbl 6ONbHbIX. TaKXKe CHUMKEHWIO NEeTaNbHOCTU
cnocobcTByeT orpaHM4yeHne LWNMPOKOro MCMosb-
30BaHMA BbICOKMX /103 [MIIOKOKOPTMKOCTEPOUIOB
Kak CWAbHOroO npeapacnonaratollero daxktopa
pa3sutna CIMK. B HacToAuwee BpemaA cpeaHAs
BbIXXMBAEMOCTb Yepe3 1 rof nocse NnocTaHOBKM
anarHo3sa ClK coctasnaet 70-82%, 5-netHAnA Bbl-
YKMBaAEMOCTb CHMKaeTca Ao 50-65% [18, 19].

leHeTUUYECKMEe OCHOBbI CKAepoaepMUYecKoit
HedponaTtMnU. HecmoTpa Ha WKMPOKoe pacnpo-
CTpaHeHue nccnenoBaHunin B 06/1acT reHeTuKn,
B OTHOLLIEHWUW CKNepoaepMMYecKoi HedponaTum
[aHHble MeTobl MOKa He BOWAW B PYTUHHYIO
NPaKTMKYy, HO ABNAKOTCA MNPEAMETOM HayYHbIX
MHTepecoB. o pe3ynbTaTam UccnenoBaHM Ha
OCHOBE MOJIHOTEHOMHOIO MOMCKa accouumaLumii
(GWAS — genome-wide association studies)
obHapyXeHa B3aMMOCBA3b Mexay noatuna-
MW TIABHOTO KOMTM/IEKCa rMCTOCOBMECTUMOCTU
HLA | knacca » nopaxeHnem novek npu CCAO
(2010) — Hanunume y 6onbHoro CCA Takmx noa-
TMnos, Kak HLA-DRB1*0407 u HLA-DRB1*1304,
3HA4YMMO NOoBbILWAET puUck pa3suTma CMK [20, 21].
B oTHOWeEHMN aaHHOTO Nnoaxoaa B pamkax GWAS
HepeaKo BbICKA3bIBAETCA KPWUTUKA, MOCKObKY
pa3finyHble ansTepHaumum HLA — Hecneundwu-
yecKasa Haxoka Npu UCCNef0BaAHMAX KOMMIEKC-
HbIX ayTOUMMYHHbIX 3abonesaHnin [21, 22].

B KauecTBe HOBbIX MPETEHAEHTOB Ha PO/b GaK-
TopoB pucka CIK npeanaraerca pacCMoOTpeHne
aByx 6enkos [21]. Y 60/1bHbIX C TMNEPTEH3MBHbIM
CrMK 6blna oTMe4veHa NoBbllIeHHAs 3Kcnpeccun
benka GPATCH2L (G-patch domain containing
2 like) B anuTeNMM NoyeyHbix KaHanbles. [aH-
HbIi 6EMOK BAMAET KakK Ha BHYTPUCOCYAMCTbIN
06bem, TaK M Ha TOHYC apTepPUn, YTO HEe UCK/IO-
4yaeT ero yyacTtue B natoreHese Al npu CCA. Tak-
e 6blna obHapy»KeHa runepakcnpeccua 6enka
CTNND2 (catenin delta 2), oTBevatouwero 3a
MEXKNEeTOYHble B3aMMOAENCTBUA U KAETOUHYIO
afaresunto, NPevMMyLlecTBEHHO B KOMMOHEHTax
KnyboykoB. BepoATHO, OH HapyliaeT co3peBa-
HWe 3SHAOTEeNMANbHbLIX KNETOK-NPesLecTBeHH!-
KOB, MPUBOAA K BacKy/ionatum u TpomboTuye-
CKOM MUKPOAHTMOMNATUW, YTO ABAAETCA BaXKHbIM
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naToreHeTMYeCKMM 3BEHOM MOPaXKEHUA MoYeK
npu CCA.

MMcTonornyeckne nNpusHaKu cKaepoaepmm-
yecKo HedponaTtUU. [UCTONOTMYECKM CKie-
poJepmunyeckas HedponaTus XapakTepusyercs
NPenMYLLECTBEHHbIM  MOPaXKEHWEM  COCYAO0B
HebonbWworo Kanubpa (myroobpasHbix W/ uam
MEKI0MbKOBbIX) Haf, MOpaXKeHMem cammx Kay-
6o4ykoB [24]. Ha paHHWX cTaamax oTMmedvaeTca
MWKpOaHTMonatna u oTeKk 3sHaoTenusa. B npo-
CBETE KaNWANAPOB WM apTepuon obHapyKuBa-
10T PUbPUHOBLIE TPOMObI M NPOAYKTLI pacnaia
apuTpoumToB. Mporpeccupytollas obamTepauma
M Cy)KeHWe NpocBeTa COCyA0B NPUBOAAT K MUlle-
MM3aLUMKM  KNyDOYKOB, pPe3ysbTaToM KOTOPOM
B HEKOTOPbIX C/ly4Yasnx CTaHOBUTCA HEKPO3 KOPKO-
BOroO C/10A MoYkM [25, 26]. [Mnepnna3ma toKCcTa-
TOMEpPYNAPHOro annapata, Ha ¢oHe runep-
peHUHeMUM, OTMevaeTca peako — He bosee
yem B 10% cnydvaax [25]. Ha no3gHux ctagusax
3ab0/1eBaHMA  UCTOHYEHWe W npoandepauma
MHTUMbI MPUBOAMT K MOPAXKEHMIO COCYA0B MO
TUMNY PacC/0eHUA B BUAOE «/YKOBOW KOMKMLIbIY,
YTO CrnocobCTBYeT Pa3BUTUIO CKAEPOTUYECKMX
N3MeHeHUl (rmomepynocknepos) [26, 27]. CtouT
OTMETUTb, YTO OMUCaHHbIE TMCTONOTNYECKME U3-
MEHEHMA He ABASIOTCA BbICOKOCMEUMPUYHbIMM
B OTHOLIEHWM [AMarHo3a CKAepoAepMUYEcKol
HedponaTum, B CBA3M C YeM MaTO/0roaHaTOMM-
Yyeckune NpUsHaKkuM A0MKHbI BbITb CONOCTaBEHbI
C KNMMHUYECKMMM U CEPONOTMYECKMMM AaHHBIMM.

MoTteHunanbHble ¢aAKTOPbI PUCKA CKAepo-
[EepMUYecKoro noyeyHoro Kpusa. C MoMeHTa
Havyana maydyerHuna CCA oTmevaeTca Bapuabenb-
HOCTb 3HAYMMOCTM TEX UM UHbIX GAKTOPOB pPU-
CKa B 3aBMCMMOCTM OT pasmepa BbIOOPKK, me-
CTa NpoBeAeHWUA UCCeaoBaHUA U BblOPaHHbIX
METOA0B ANA AaHHOM rpynnbl 60/bHbIX. OaHM
M3 nocieaHux pesynbTatos, Haubonee npu-
B6/IMKEHHBIX K COBPEMEHHbIM NMPeACTaBAeHUAM
o CMK, npeactasneHsl P. Moinzadeh et al. (2019)
B BMAE aHa/M3a AaHHbIX 6onee 2800 60/1bHbIX
M3 Pas/MyHbIX MWPOBbIX LEHTPOB, 3aHMMalo-
wmxcs npobnemoint CCA. Mo pesynbTatam mucche-
[,0BaHNA ObINO BbIABAEHO, YTO HAIMUME aHTUTEN
K PHK-nonumepase Il (anti-RNAP Il) onpege-
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naetca y 16,7% 60NbHbIX CO CKAepoAepmuye-
CKOM HedponaTuen, 4yTo B 7 pas ysBennuymsaeT
CpesHWA PUCK Pa3BMTMUA OCTPOTO NOBPEXAEHMA
nouek [1, 3, 28, 29]. [na cpaBHEeHMA, NaLUMEHTbI
C aHTUUEHTpOMEPHbIMK (ACA), aHTUHYKNEapHbI-
M (ANA) aHTUTENamK, aHTUTENaMM K aHTure-
Hy Scl-70 NpoAeMOHCTPUPOBAAM 3HAYMTENbHO
MEHbLUWI PUCK NOpaXKeHMA novyek — meHee 1%
B OTHOLWIEHWM KaXKI0ro TMNa aHTUTEeN, U A0Ka3a-
TenbHOM cBA3N ¢ pa3suTnem CIMK nosyyeHo He
6bino [3, 30, 31].

Lpyrum cunbHbIM GakTOPOM PUCKa pa3BUTMA
CMK sBnaeTcsa BbIPAXKEHHOCTb U3MEHEHUI KO-
HbIX MOKPOBOB. OTMEYeHO, YTo y BO/bHbIX C 06-
MM Konmdectsom bannos 6onblie 15 no wKkane
KOMHbIX M3meHeHuit Rondan (Modified Rodnan
Skin Score — mRSS) BeposiTHOCTb passuTma CMK
noBbllaeTcA B 2 pasa, o4HaKo npu obbeme no-
paxkeHus Koxn 6onee 20 6annoB YacToTa pa3Bu-
Tna CMK He yBennumsaetcs [3].

M3BecTHO, 4YTO nmopaxkeHune nerkmx npu CCA
TaKXe BNMAET Ha BEPOATHOCTb Pa3BUTUA OCTPOM
CKAepoaepmMmnyeckoin Hedponatum. TaK, CHUKe-
H1e AMbPY3NOHHO CNOCOBHOCTM NETKMX MO MO-
Hookcuay yrnepoga (DLCO — diffusing capacity
of the lungs for carbon monoxide) 66110 3aperu-
CTpMpoBaHo y 76,4% 6onbHbix ¢ CCL,. CHMXKeHne
DLCO £75%, KaK 1 noBbllEeHWEe apTepmanbHOro
nasneHun (Afl) 6onee 140/90 mm pT. CT., yBe-
NINYNBALOT BepOATHOCTb pa3Butma CIK B 4 pasa.
OT MOMeHTa Havana nosblweHna AL 0o KapTu-
Hbl CMK npoxoant ot 1,5 oo 6 net (3, 30]. Nopa-
KeHMe noyvek onpenenanocb no ypoBHK npoTe-
MHYpUM: Hannuune 6enka 8 mode 6onee 300 mr/
cyT. cmbo 6onee 200 mr/n. MpoTenHypua Takxe
onpeneseHa Kak CUAbHbIA GaKTop puUcKka npwu
CC[, noBbllLaOLWMA BEPOATHOCTb OCTPOrO Mo-
BpEXAEHNA Noyek B 6 pas. B cpegHem oT MaHu-
decTaumm npotenHypun ao nepsoro CMNK npoxo-
anT 3,71+2,83 net [3, 30].

B TO e Bpems, TakMe dakTopbl Kak Al 1 npo-
TEUHYPUA [0 CUX ABAAKOTCA NpegMeToM AuC-
KYyCCWI, MOCKO/IbKY eLle He AOCTUTHYTO YeTKOro
NOHUMaHMA, ABAAKOTCA OHM NpeankTopamum CIMK
WA CMMNTOMamMM nopaxeHua noyek npu CCA.
Kpome Toro, cpeam 6onbHbix ¢ CCA y 10% Het

AT (HopmoTeH3uBHbIN CIK) Npu AoKa3aHHbIX 13-
MEHEHMAX B NMOYKax, YTo TpebyeT bonee aetanb-
HOro noaxofa K onpeaeneHnto GakTopos pUcKa
B aTOM rpynne [32]. Tem He meHee, He OTpuLa-
eTcs ToT daKT, 4yto Al 1 NPOTEUHYPUA ABNAIOTCA
MoKasaTeNdMN pPaHHero MOBPEeXAEeHUs MNoveK
M accoUMMPOBaHbI C yBENNYEHUEM NETANIBHOCTU
y 6onbHbIx ¢ CCA, [32, 33].

MpeawecTsytlollee MOPaXKEHUO MoYeK A/u-
Te/bHOE JieYeHune BbICOKMMM A03aMM  [ItOKO-
KOPTMKOCTEPOUZOB TaKke 6Hblo onpeaeneHo
Kak ¢daktop, nosbliwatowmin puck CrK [3, 34,
35]. MpenHu3010H B A03Mposke 6onee 15 mr/
cyT. (No HeKkoTopbIM AaHHbIM 6onee 10 mr/cyT.)
MW 3KBMBANEHTHbIE [03bl APYrUX TIHOKOKOPTU-
KoCTepomaos B 2-3 pa3a Yaule npneoadat K CrK.
CpeaHee Bpems OT Havana npMema ropmoHasib-
HbIX MPenapaToB A0 OCTPOro MopaxKeHus noyek
cocTasnaeT 5 mecaues [36-38]. Mpu Heobxoam-
MOCTM Ha3Ha4yeHWa IIOKOKOPTMKOCTEPOU OB
B 3TOM rpynne 60/bHbIX PeLlatoLlyto Poib Urpa-
0T [03MPOBKA M ANUTENbHOCTb MPUMEHEHUs.
[onyckaeTcs HasHayeHWe ropMOHasbHbIX Mpe-
napaToB B [03MPOBKe He Bosiee yem 15 mr/cyT.
M He ponbliue 3 mecaues noapsg [39-41]. Oa-
HaKo CcOornacHoO APYyrMm WcCienoBaTeNnsm, BHe
3aBMCMMOCTM OT daKTa NpuMema MItOKOKOPTUKO-
CTEPOUA0B, TOMIbKO ayTOaHTUTENA MOMHO pac-
CMaTpMBaTh B KayecTse npesanunpytollero dak-
Topa pucka ans sepudukaumm CIMK (Hanndmne
aHTuTen K anti-RNAP Il pacno3HaHo y 59% 60b-
HbIX C OCTPbIM NopaxeHnem nodyek) [46, 47].

Ha OaHHbIM MOMEHT BeayTCs MccneaoBaHMA
B OTHOWEHWUN APYrMX BO3MONKHbIX (GAKTOPOB
pucka: so3pacT oT 30 ao 50 net, HerpomaHas
paca, noanmopdusam Ald, s3abonesaHun cep-
OEeYHO-COCYAMCTON  CUCTEMBI, OC/IOXHEHHblEe
nepuKapaManbHbIM BbINOTOM WU/WMAW XPOHMYE-
CKOW cepaeyHolM HeaocTaTovyHocTblo. CornacHo
nceneposaHmam ot 2019 r., 3HAYMMOCTb TaKMX
TPAAMUMOHHbLIX GAKTOPOB PUCKA, KaK A3BEH-
Hble AedeKTbl KOXMN KOHLEBbLIX danaHr nanbLes,
dNBPO3HbIE M3MEHEHMA B NErKMX MO JaHHbIM
BM3YaNM3NPYIOLLMX  METOA0B  MCCAeaoBaHuS,
pybuUoBble M3MEHEHMA (KOHTPAKTYpbl) CyXOXM-
NI, NoJiBepratoTca COMHeHMto. Takke He nony-
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YeHO [10Ka3aTeNbCTB B MOJb3Yy MPeAUKTUBHOMO
3HAYEHMA CHUMKEHUA CKOPOCTU KAyBOoUYKOBOW
dunbtpaumm (CKD) mam nosbllieHUs MHOEKCa
PE3UCTEHTHOCTM MoYedHblX apTepuit [3, 35, 37,
44]. Hanbonee 3Ha4MMble BO3MOXHble GaKkTopbl
pWCKa NpuBeaeHbl BO BCTaBke 1.

BcraBka 1. MoTeHuuManbHbie GpaKTOpbl PUCKa
Pa3BUTUA CKNEPOAEPMUYECKOro NOYEYHOro
Kpusa.

1) MeHckuit non;

2) Hannune anti-RNAP I11;

3) AnddysHan cnocobHocTb nerkux no CO
<75%;

ApTepuanbHada rmnepTeH3ns;
MpotenHypwmsa >300 mr/cyT uam >200 mr/n;
[prem rIoKOKOPTUKOCTEPOUAOB

a U1 b
= - =

>15 (10)mr/cyT., 6onee 3 NpeaLecTsyOLLMX
MecALeB NoapaL;
7) Mporpeccupytolee NopaxKeHne Koxu;

8) BospacTt ot 30 Ao 50 nerT;
9) Meps.ble 3-5 NeT OT NPOABNEHMA NEPBbIX
npu3sHakos CCL;

10) Hocutenscteo HLA-DRB1*0407
1 DRB1*1304;

11) Nonumopdursam AM;

12) CeppaeyHan HeAOCTaTOMHOCTb, NepUKapam-
aNbHbI BbINOT;

13) AHemus, TPOMBOLMTONEHMS.

MaroreHes nopaxeHua noyek npu CCA. B Ha-
cToALLEE BPEMA OCHOBHbIM MEXaHW3MOM pPa3Bu-
Tma CC cuntaeTtcs ayTOMMMYHHbIN. [opaxeHne
3HAOTENUA COCyAoB (3HAOTENNANbHbIK anonTos,
[erpagaumns maTpukca) NPoOUCXoamT 3a CYeT ae-
CTPYKTMBHOIO BO3AEWNCTBMA aHTU-3HAOTENMANb-
HbIX ayTOaHTUTEN, KOoTopble 0BHapyKeHbl y 85%
6onbHbix CCA [45, 46]. TakKe OblAN BbIABAEHbI
aytoaHtTuTena K AMN®-2 n K peuentopam sHAO-
TennHa-1, KoTopble WrpatoT pPasInYHYy pPoSb
B maTtoreHese Kak CC[, TaK B YyacTHocTun u CIK.
MoBpexaeHne 3HAOTeNMA NPUBOAUT K WCTOH-
YEHWIO M 3aMmelLeHU0 CTEeHOK COCyaoB coeam-
HUTENbHOTKAHHBbIMW KOMMOHEHTaMM, Y4TO 1 0by-
CNaBAMBAET Pa3BUTUE COCYAUCTLIX OCNONKHEHUMN
y 6onbHbIx ¢ CCA. Takxe npu cknepoaepmmye-

www.jscientia.org

CKOM HedponaTuM 06HapPYKEHO MoBblleHMEe
KOHUEHTpauun sHaoTennHa-1 — cneumdunye-
CKOTO  BA3OKOHCTPWKTOPA, CUHTE3Upyemoro
KNeTKkaMu sHAoTenua. JantenbHaa cTumynauma
peLenTopoB sHAOTEe/IMHA TUNoB A n B npusoguT
K npoandepaumm mmoumtos n dubpobnactos
COCYAMCTON CTEHKM, MOBbIWAA Takum obpasom
purnaHoctb cocynos [31, 47]. M3ameHeHune co-
CYAMCTOMN CTEHKM BEAET K YCUIEHHOM arperaumm
TpomboumToB, 06pa3oBaHMIO MUKPOTPOMbHOB
(TPOMBOTMYECKAA MUKPOAHTMONATMA) U ULLIEMMM
TKaHW [27]. TIOMUMO CTPYKTYPHbIX U3MEHEHW
OTMeYaeTca nepuoamMyecknin Basocnasm (no-
YeyHblih CUHAPOM PeliHO), KoTopbli ycyrybnser
rmnonepdysmio, cnocobcTBYET BbICBODOXKAEHMIO
peHWHa W TUNepnaasnm tKCTarIOMepyaApHO-
ro annapaTta. BbICOKME KOHUEHTpaLMM peHWUHa
B KPOBM MPMBOAAT K YCUIEHMIO CMasma Cocy-
008, B TOM YMC/E M NMOYEYHbIX apTeEPUin, U K elle
fonblien niwemmnsaumm TkaHm Novkn (26, 47-49].

Ocoboe 3HayeHWe OTBOAMTCA MCCNEeL0BaHM-
AM CUCTEMbI KOMMAEMEHTA W €e BOBJIEYEHHO-
CTW B NaToreHe3 3aboneBaHnit coeanHUTENIbHON
TKaHW. KaK W3BECTHO, cMCTeMa KOMM/JeMeHTa
npeactasaser cobol Komniekc npoTeonnTU-
Yyecknx GepmeHTOoB, MpeAHasHaYeHHbIX A8
rYMOPaNbHOrO MMMYHHOIO OTBETa OPraHW3ma,
a TaKKe ABNAETCA 3BOJIOLMOHHO CamMbiM ApeB-
HUM 33WMUTHBIM MEXAaHU3MOM OT YYKepPOOHbIX
areHToB. AKTMBALMA KOMMNEMEHTa WMHUUMUPY-
eT KacKagHylo peakuuto, B xoae KoTopon obpa-
3ytoTcA OMOaKTMBHble KomMMoHeHTbl (C3b, C3a,
C5a 1 C5b-9) c npoBocnanmnTeNbHbIMU U XEMO-
aTTPaAKTAHTHbIMKU GYHKUMAMK. HabatoaeHus no-
CNefiHUX NEeT He UCKAKYAT BO3MOXKHOCTb BOB-
JIEYEHMA CUCTEMbI KOMMIEMEHTA B MaToreHes
nopaxeHus noyek npu CCA. O6HapyKeHo, 4To
CHUXXEHMeE B KPOBM KONIMYECTBA LIUPKYINPYOLLMX
KomnoHeHToB C3 u/unun C4 xapaktepHo ana 15%
naupeHTos ¢ CCA 1 Hanpamyto CBA3aAHO C Bblpa-
YKEHHOCTbIO MOPaXKeHMA COCyA0B, B TOM yucie
noYeyHbIX, U TaxecTbto 3abonesanunsa [50]. Tak-
e MPU3HAKOM nopaxkeHua noyek npu CCA as-
NIAETCA OT/IOXKEHME KOMMNOHEHTOB CUCTEMbI B Ka-
NUANAPax KAybo4YKOB M MOYEYUHbIX apTepuonax,
4YTO cnocobCTByeT NoAAEPHKAHWMIO BOCMANEHMNSA U
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OanbHeWWweMy NoBpexaeHuo cocyaos. [lenosum-
Tbl C3b, C5b-9 1 npoayKT Aerpagaumm cUCTEMbI
KomnnemeHTa (C4d) obHapyskeHbl B BMonTaTax
noyeKk y BONbHbLIX CKAepodepMmnyeckon Hedpo-
natnen [51-53]. C ogHON CTOPOHbI, ONMUCaHHbIe
M3MEHEHMA B MOYKAX acCOUMMPOBAHbI C Hebna-
rONPUATHBIM UCXOA0M, C APYro — OTKPbIBAOT
HOBble BO3MOXHOCTM O/1A Tepanuu cKnepoaep-
MUYecKol HedponaTum.

KnuHuko-nabopatopHble nokasatenu nopa-
YKeHUA noyek Npu CUCTEMHOM CKNepogepMum.
MopaxkeHne noyek npu CCA B HOAbLIMHCTBE
C/ly4aeB NpPOTEKAeT C Pa3BUTUEM KANHUYECKOM
CMMNTOMATWKKN, OOHAKO OMUCaHbl CAyyYan Ou-
TeNbHOTO 6eccMMnTOMHOro TedeHus. CybKau-
Huyeckn CCL Ha paHHWUX cTaamsax 3abonesBaHus
MOXEeT COMPOBOXKAATLCA NNLIb CHMKeHMeM CKO.
Mpn  PasBUTUM CKNEPOTMYECKUX UIMEHEHWI
B KOPKOBOM C/10€, CBSI3aHHbIX CO CHUMXKEHMEM
NOYEYHOro KPOBOTOKA, U HAZIMYMUN CTPYKTYPHbIX
M3MEHEHUI B KAyHOUYKax OTMEYatoT He TOJIbKO
nporpeccupytoulee cHukeHne CK®, Ho 1 n3me-
HeHue ocagka moun. OfHako BGeccMMNTOMHOe
TeyeHne MOXKeT ObITb M B BUAe MArkon Al ¢ yme-
PEHHbIM HapylleHMem OYHKUMM nodek, anbo
6e3 nosblweHns A1 [25].

Bcnenctene pe3KOro CHWMMKEHWMA MOYEYHOTO
KPOBOTOKA MOpPa*KEHWe MoYeK MPUHUMAET MOS-
HMEHOCHOE TeyeHWe U MNPUBOAMT K OCTPOMY
NOBPENKAEHMIO NOYEK W/UAM PasBUTMIO TEPMU-
Ha/IbHON XPOHMYECKOM MOoYEeYHOM HeamoCTaTou-
HOCTW, Tpebytollen 3amecTUTeNbHON noyey-
HoM Tepanuu [54]. Mpu Bnepsble BO3HMKLLEN
Al, conpoBOXAAOLIENCA Pe3KMM HapyLleHnem
bYHKUMM NoYeK, npexae Bcero HeobxoaMmo
nckntoumtb ClK. BHe3anHoe nosbiweHne Al
Ha doHe CIMK 0b6blYHO XapaKTepusyeTca SPKOM
CMMNTOMATUKOM: 0bwaa cnabocTb, ro/foBHaA
60/b, CyAOpOrK, HapyweHue 3peHua C passu-
TMEM TUNEPTOHUYECKOM PETUHOMATUM, a TaKKe
Nnopa*keHne rofloBHOro mosra. Hepeako passu-
BAETCA OTEK JIErKMX B CBA3W C 3aEPHKKOM XKNa-
KOCTM M Neperpy3koi npasblX OTAEN0B cepaua
Ha GoHe onuroaHypum [6, 19, 55].

NabopaTtopHo obHapyXunBatoT
M TPOMOOLMTOMEHUIO, NOBbIWEHME

aHemMmio
Kpeatu-

HMHA W KOHUEHTPAUMM PEeHMHaA B CbIBOPOTKE
KPOBWU. W3MeHeHMs remorpamMmbl ABAAKOTCA
pe3ynbTaToOM TAMKENOro TMOMEPYAAPHOTo nopa-
KeHMA ¢ passuTnem remonmnsa. ObWmin aHanms
MO4YM  ODObIYHO AEMOHCTPUPYET He3HaYUTesb-
HYIO MPOTEUMHYPUIO, TEMATYPUIO, LUAUHAPYPUIO
[6, 10, 34]. Mpu cneunduyecknx uccrenosa-
HUAX B KPOBM OOBHAPYXKMBAKOTCA BbICOKME KOH-
LEeHTPaLMM MOMEKYN KAETOYHOW aaresnn, Takmx
kKak VCAM-1 (vascular cell adhesion molecule
1, MoneKkyna aaresMu COCYAMCTOrO 3HAOoTe-
nva 1-ro Tnna), ICAM-1 (intercellular adhesion
molecule 1, moneKyna MeXKIeToYHOM aaresmm
1-ro Tna) u E-cenexkTuH [56, 57].

lpynmol 3KcnepToB M3 pPasfiM4YHbIX CTpPaH
OlEHEeHbl MNOTEHUMaNAbHblE AMArHOCTUYECKKNE
KpUTEpUU 1 onpeaeneHbl Hanbonee 3HaunMble
npusHakn passutna ClK, KoTopble nmomoratoT
KAMHULMUCTY B AMarHocTMKe (BcTasKa 2) [55, 56].

TaKTUKa BeAeHUA 60NbHbIX C NOpaXKeHuem
NnoYyeK NpPU CUCTEMHOM CKaepoaepmuun. Ky-
paupa 601bHOrO C HEOTNOMHbIM COCTOAHMEM
B Buae CIMK TpebyeT ocoboro noaxoda, 3akto-
Yaroweroca npexae scero B cHMxeHun AL go
ypoBHa 120-130/70-80 mm pT. cT. CHUKeHue
Al HeobxoAMMO MPOU3BOAWUTL MOCTEMEHHO:
ONTUMaNbHbIM  BapMaAHTOM ABAAETCA CHUMKe-
HWe cuctonmyeckoro Ha 10% B cyTku (B Teye-
HWe 72 YacoB A0 UeneBbix 3HadeHunt) [1, 8, 55,
58, 59]. MpenapaTom BbibOpa AN1A KynupoBa-
Hua CMK asnaetca MAM® KopoTkoro aencTeus
KanTonpua. Mcnonb3oBaHne Apyrux rpynn aHTu-
TMNepTEH3UBHbIX NPenapaTos B 3aBUCMMOCTU OT
3PGEeKTUBHOCTU n/mnn nepeHocumoctn UAMD
BO3MOMHO C YYETOM KJAMHWUYECKOW CUTyaLumu.
BrokaTopbl MeafeHHbIX KanblLMEBbIX KaHanoB
(BKK) KopoTKoro genctsusa paccmaTpuBakoTcs
B KayecTBe ZI0NONHUTENbHbIX aHTUTUMNEePTEH3NB-
HbIX NpenapaTtos A1a KynuposaHua Al npu ClIK,
Korga WAM® oKasbiBatoTcA Hes3hPEKTUBHbIMM
(60, 61]. HasHauyeHMe neTneBbiX AWYPETMKOB
M HUTpaToB onpasaaHo npu CIK, conposoxaa-
folemMcs NoBbllEHWEM NpPeaHarpy3kM Ha cepa-
ue U pasBuMTMEM OCTPOM cepae4yHOM HeaocTa-
TOYHOCTU. pU 3/10Ka4eCTBEHHOM Pe3NCTEHTHOM
Al BO3SMOXHO Ha3HayeHWe npenapaToB UEeH-
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BcTaBKa 2. KnMHuueckue n nabopatopHble
NPU3HAKK CK/1IepoaepMMUYECKOro No4YeyHoro
Kpu3a.

1. ApmepuanbHas 2aunepmeHs3us:

a) cuctonmyeckoe A >140 mm pT. CT.;

6) amactonmyeckoe A =90 MM pT. CT. He me-
Hee 2 U3MepeHnin B TeueHue 24 y;

B) yBesnuyeHue cuctonmyeckoro Al bonee yem
Ha 30 Mm pT.CT.;

r) ysBenuuyexHue amactonmnyeckoro Al 6onee
yem Ha 20 MM pPT.CT.

2. [NopajceHue noyex:

a) MOBbILEHME CbIBOPOTOYHOIO KpeaTHUHA Ha
26,5 1 bonee MKMOAb/N B TeueHue 48 4acos;

6) MoBbILWEHME YPOBHSA CbIBOPOTOYHOTO Kpe-
aTMHWHA He meHee Yyem B 1,5 pa3sa OT MCXOAHOTO
YPOBHS B TEYEHME NPEALECTBYIOLWMX 7 AHEW;

B) 06bem moun <0,5 ma/Kr/uac B Te4eHue
6 Yacos;

3. UsmeHeHus Kposu:

a) BnepBble BO3HMKLLAA AN yCyrybusLIasca
aHEMMS, He BbI3BaHHAA APYrMMU NPUUNHAMMY;

6) wWnCTOUMTbI AW Apyrue GparmeHTbl 3pUTPO-
LIMTOB B Ma3Ke KPOBW;

B) TpombouuToneHms <100*10°/n;

r) nabopaTopHble AOKa3aTeNbCTBA reMom3a
(BK/ItOYaA NOBbILLEHHWE NaKTaTAErMAPOreHassl,
PETUKYNIOLLMTO3 U/WUN HU3KUI YPOBEHb UK
OTCYTCTBME ranTor06mHa;

4) oTpuLaTesNbHbIM MPAMON TECT Ha aHTUMO-
OyNNH;

4. lMopasxceHue op2aHoe-muweHeli:

a) rMNepTOHMYEeCcKan PeTMHoNaThA (KpoBOMU3-
NVAHWA, TBEPABIA U MATKMI SKCCYAAT U/MNKN OTeK
[MCKa 3pUTE/IbHOTO HepBa, He CBA3AHHbIE C ApY-
UMW NPUYMHAMK);

6) runepTeH3nBHas aHUebanonaTus;

B) OCTpas cepAeyHas HeLOCTaTOUHOCTb;

r) OCTpbI NEPUKAPANT UAN NEPUKAPAMANBHBIN
BbIMOT;

5. lucmonozuveckue usmeHeHus, xapakmep-
Hble 01 ClK.

TpanbHoro aenctema. MpumeHeHune B-6aokaTo-

POB He [an0 MONOMMUTENbHbIX PE3yNbTaTOB, YTO
CBA3bIBAIOT C Pa3BMTMEM Ba30CMa3ma 1 NoBbiLLe-

www.jscientia.org

HMem nepudepmnyeckoro ConpoTUBAEHUS COCY-
00B, U, Kak cneactsume, ycyrybneHnem noyeyHo-
ro CUHAPOMA PeltHO 1 CHMXeHMEeM cepaeyHoro
BbI6pOCa — OHW He pPeKoMeHA0BaHbl K Npume-
HeHuto [1, 8, 55, 61].

BHe 3aBMCMMOCTM OT BblOpaHHOM rpynnbl dap-
MaKO/MIOTMYEeCKMX MNPenapaTos, aHTUTUNepTeH-
3MBHAA Tepanua A0/KHA NPOBOAUTLCA C TUTPO-
BaHWEM [103bl, MOCKO/IbKY ObICTPOE CHUMKEHWEe
Al accoummpoBaHo c ycyrybneHmem runonep-
by3nm 1 yxyaweHmem GyHKLMOHANbHOMO COCTO-
AHKA noyek [1, 8, 55, 56]. MNepsBo AnHMeEN npe-
napaToB, PEKOMEHAyeMbIX ANA MOAAEePHKaHWUA
uenesoro yposHA Al nocne KynuposaHuma ClIK,
asnstoTca AN cpegHen NPOAOAKUTENbHOCTH
M AAUTENbHOTO AEeNCTBMA (3Hananpua, pamu-
npun) [6, 55, 59, 62, 63]. V.D. Steen et al. (1990)
NnoJsly4eHbl A0Ka3aTenbCcTBa TOro, YTO OAHONET-
HAA BbIKMBAEMOCTb OO0/IbHbIX C MOpaXKeHnem
noyek Ha ¢oHe CCA, npuHumarowmx MAMN®, co-
cTaBnaeT 76%, B TO Bpemsa Kak y 6onbHbIX 6e3
Tepanun — Bcero 15% [15]. MpumeHeHne MAMN®
0ONTOe BPemMA CYMTANoCb OMNTMMA/bHBIM ANA
DO/bHbBIX CKAEpPOoAepMMYECcKO HedponaTme.
OfHaKo B HACTOAWMM MOMEHT AaHHaa rpyn-
na NeKapCTBEHHbIX CPeACTB CTana NpeameTom
AncKyccuid. ToKkasaHo, 4To npodunakTnyeckoe
npumeHexHne WAMN® y 60bHbIX ¢ ANPPY3HOM
dopmoit CC/, nosbiliaeT BEPOSTHOCTb OCTPOW
CKnepoaepmMmunyeckon Hedbponatum bonee yem
B 2 pa3a [8, 13, 14, 25, 54]. NMpeanonaratoT, 4TO
OA@HHaA rpynna eKkapCTBEHHbIX CPeacTB MacKu-
pyeT BrnepBble BO3HUKLIYIO TUNEPTEH3MUIO, YTO
oTaansetr amarHoctuky CrK uam dopmmpyet
NIOXXHOe npe/acTaBAeHWe O HOPMOTEH3MBHOMN
dopme nopaxkeHua nodek npu CCA. Kpome Toro,
HEKOTOPbIMU YYEHbIMWN BbICKA3blBAETCA MHEHWE,
yTto MAMD BOBCE HE MOrYT ObITb MCMOJIb30BAHbI
B 3TOM rpynne 60/1bHbIX, MOCKObKY 3HaYNTENbHO
YXYALAKT NporHos. B KayecTBe anbTepHaTMBbI
npeanaraTcA Apyrue rpynnbl aHTUTUNEpPTeH-
3MBHbIX NpenapatoB — BKK, 6aokatopbl peuen-
TopoB 1 Tuna aHrMoTeHsuHa Il (BPA) [11, 25].
Takum obpaszom, MATID He MCNONb3YIOTCA B Ka-
yecTBe npodunakTndeckon mepbl npu CCA, HO
NPOAO/IKAOT  3aHMMaTb  OCHOBOMO/aratollee
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MeCTO B Nle4eHnn H6ONbHbIX CO CKAepoaepmuye-
CKOM HedponaTuein. MNpeanoxeHmne NOAHOCTLIO
OTKa3aTbCA OT 3TOW TPynmnbl /IEKAPCTBEHHbIX
CPe/CTB He HALLIO OTPAXKEHMA B CYLLECTBYHOLLNX
CTpaTeruax nevyeHunsax, U AaHHas TOYKa 3peHuA
NOANIEXKMT NPOBEPKE.

CornacHo nocnegHUM 3KCNEepTHbIM peLleHn-
AM, BTOPOW JIMHUEN feYeHUAa MNoparkeHusa no-
yek npu CCA asnsaTCA ANTMAPONUPUANHOBLIE
BKK, valie Bcero HudpeaunuH. 3Ta rpynna ne-
KapCTBEHHbIX CPEACTB WCMOMb3yeTca AN Kop-
peKuMM Basocnasma, BcTpevatouleroca 6onee
yem B 90% cnyyaes y 60onbHbIx CCL, B TOM Yncne
C NoYeYHbIM cMHApPoMOoMm PeltHo [39, 60, 62].

B cBAsn ¢ Ttem, 4tO0 nNpumeHeHne BPA unme-
eT pAaf orpaHuuyeHuit, ata dapmakoaormyeckas
rpynna onpeneneHa Kak TPeTbA MHUA Tepanuu.
Mony4yeHbl AaHHble, 4TO BPA He cnocobHbl 3¢-
bEKTUBHO KOHTPOAIMPOBATL MOpaXeHue no4ek
npu CCA n moryT NnpnBoAMTb K MCXOAamM B BUAE
TAXENI0M MOYEYHOM HegocTaTovyHocTH [62, 63].

[JononHutenbHble rpynnbl IeKapCTBEHHbIX
CpeacTB Npu  CKaepoaepmuyeckoin Hedpo-
naTtMu. B KauecTBe HOBOW rpynmnbl NpenapaTos
PacCMaTPMBAOT aHTArOHWUCTbI PeLenToOpoB 3H-
notennHa (AP3) (bo3eHTaH, ambpu3eHTaH 1 ap.),
KOTOpble HaWAW NPUMEHEHWE NPWU CKNepoaep-
Mu4eckol Hedponatum. YpesamepHO BbiCOKan
3KCNpPeccua sHAO0TEeNNHA B TKaHK noyek npu CCA,
MO3BO/IAET MCMO/b30BaTh AaHHYO dapmaKkono-
TMYECKyto rpynny Ana yMeHblWeHUA NoYeyHoro
nospexaeHus [64]. MpumeHeHne KoMmbUHaUMM
b6o3eHTaHa 1 MAMND B TeyeHne 6 Hemenb Npo-
[EeMOHCTPUPOBANO yaydlleHne GyHKLUMM noveK
M CHUXXeHWe NOTPebHOCTM B 3aMecTUTE/IbHOM
no4YyeyHoM Tepanum y BOAbHbIX CO CKaepoaep-
Munyeckon Hedponatnelnt [49]. CTaTMCTUYECKM
3HaYMMOe yaydlleHre GYHKLMU NOYeK Npu ckne-
pPOAEpPMMUYECKONn HedponaTUM OTMEYEHO Yepes
52 Hegenn Ha doHe NpUMeHeHua 3MboTeHTaHa
Nno CpaBHEHMIO C rpynmnoK, noayyasllen naaue-
60 [65]. OcobeHHOCTb AaHHOW TPyMMbl AeKkap-
CTBEHHbIX CPeACTB COCTOMT B TOM, 4YTO 3ddek-
TMBHOCTb WX AENCTBMA AOCTUraeTcA TO/IbKO Ha
NMKe 3KCMpeccuu 3HAOTENMHA B TKAHM MOYEK,
YTO COOTBETCTBYET MEepBOMY MecALy OT Hayana

pa3sutma CIK. 370 03Ha4aeT HeobxoaMMOCTb
TWaTenbHoro otbopa BObHbIX, Y KOTOPbIX MMe-
FOTCA MOKa3aHMA K HasHavyeHuto AP, NOCKoNbKy
B KauyecTBe NobHouHbIx 3ddeKkToB AaHHON dap-
MaKOMIOrMYecKon rpynnbl BbIAENAOT 3aJEPKKY
KUAKOCTM U CUCTEMHYIO TUMOTEH3MIO, YTO BeAEeT
K ycuaeHuto runonepdysmm noBpesraeHHbIX no-
yek [64, 66]. B HacTosulee Bpemsa AP3 paccma-
TPMBAOTCA B KayecTBe MOTeHUMa bHON dapma-
KoTepanuu npu nopaxeHmm nodek Ha ¢oHe CCA.

B cBA3K ¢ yyacTmem B naTtoreHese Cl1K cucre-
Mbl KOMM/JEeMeHTa NpeasioKeHO MCMob30BaTb
YyesoBeYeCcKMe MOHOK/IOHA/IbHbIe aHTUTeNa, CBA-
3bIBatoLMe C5 KOMMOHEHT, Taknm obpasom npe-
NATCTBYA [AaZibHEWWeMY SM3UCY W NOBpexae-
HWIO 3HAO0TENMA MOYeYHbIX cocynos. Mpenapar
3KyNmM3ymab B codetaHum ¢ MAMND cnocobeTeyeT
BOCCTAaHOB/IEHWNIO OYHKLMWM MOYEK, yMeHblie-
HUIO BbIPAXKEHHOCTM MUKPOAHTMOMNATUYECKOM
remoIMTUYECKON aHeEMMM 1 TpomboLUTONEeHUM
[52]. OgHaKo NMpUMeHeHWe 3TOM rpynnbl MOHO-
KNIOHaNbHbIX aHTUTEN OrPaHUYEHO BbICOKUM pU-
CKOM MHQEKLMOHHbIX OCNOMHEHWH, 0cOBeHHO
BbI3BaHHbIX Neisseria, B YaCTHOCTM MEHUHTOKOK-
KOBOM MHOEKUMN, U KpalHe BbICOKOW CTOMMO-
CTbO Kypca nedyeHuns [67].

PesynbTaTbl MCCNeoBaHWA B OTHOLUEHWM
3aMeCTUTeNIbHOM MOYeYHOM Tepanuu HeoaHo-
3HaYHbl. 10 [aHHBIM Pa3NMYHbBIX UCcnenoBa-
TENbCKUX LEHTPOB MPOBEAEHWE CEaHCOB remo-
onanusa Tpebyetca oT 40% no 81% 60nbHbIX
CO CKAepoaepmuyeckon HedbponaTen, ogHaKo
YNOMWHAETCA U TO, YTO HeobXoAMMOCTb B 3a-
MECTUTE/IbHOMN MOYEYHOM Tepannum MoxKeT BbiTb
BpemeHHoW. Yepe3 1 rof OT Hayana Tepanuu
noyt 2/3 60AbHbIX He TPebyoT NPOAO/IKEHUA
remoamannsa [68)]. Y 60/bHbIX C TEPMUHANBHOM
cTanen NoYeyHom HeJoCTaTOMHOCTH, NoyYato-
LMX 3aMeCTUTENIbHYIKO MOYeYHy Tepanuio, OT-
MmeyaeTca OTHOCUTe/NIbHO 6AaronpuATHbLIA Mpo-
rHO3 MO CPaBHEHMIO C AaHHbIMM Havana 2000-x:
B HacToALLEee BPeMA BbIKMBAEMOCTb COCTaBNAET
75%, 55% n 32% vepe3 1, 3 u 5 ner, cootset-
CTBEHHO [68, 69].

PaaMKanbHbIM METOAOM pelleHus npobne-
Mbl TEPMMHANLHOM CTaaMM MOYe4YHOM Heao-
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CTAaTOYHOCTM ABNAETCA TPAHCMAAHTAUMA MOYKM.
MpUMeHeHMe 3TOro MeToAa JeYeHusa AaeT Mo-
noxutenbHole pesynstatbl: 100% BbIKMBae-
MOCTb Yepes rof, nocse TpaHCNAaHTauun, Yyepes
3 rona — 90,3%, yepes 5 neT B KMBbIX OCTaLTCA
b6onee 80% 60bHbIX [69]. 3a4acTyto 1eTanbHOCTb
y ML, C NepecaaKkoin NoYeK CBA3aHa C nporpec-
cmposaHmnem CCA B apyrnx opraHax. OgHako oT-
MeYeHbl Cly4an peumanBa CKNepoaepMUYeCcKom
HedponaTum (okono 5%), Hanbonee Yacto acco-
LUMMPOBAHHbIE CO 3/10KA4YEeCTBEHHbIM TeYeHUEM
CCO pno TpaHcnnaHTauum [70, 71]. MNepecaaka
NoYyeK OrpaHUYMBAETCA NPEOAONEHNEM peak-
UMW OTTOPXKEHMA TPaAHCNAAHTaTa C MOMOLLbIO
KOMOMHAUMM MMMYHOCYNPECCUBHbIX MNpenapa-
TOB 1 BPEMEHEM OXKMWAAHWUA LOHOPCKOTO OPraHa,
KOTOpOe B cpeaHeM COCTaBasAeT oT 5 Ao 153 me-
caues (B cpeaHem 45 mecAueB) C MOMeHTa Hava-
Na 3aMeCTUTENBHOM NOYEYHOM Tepanum n oKono
25 MecsALeB C MOMEHTa BHECEHUA peLMnueHTa B
nncT oxunaanua (17, 70].

3akntoueHue. [o cux nop MHorve npobne-
Mbl OCTPOW CKAepoaepMMyeckoin HedbponaTum
OCTAlOTCA HEepeLleHHbIMW, HEecMoTpA Ha A/u-
TeNbHbIM Nepuod M3ydYeHus, 3HaAYUTe bHbIN
nporpecc B NOHMMaHWKW NaToreHesa 3TOW naTto-
norum n paspaboTky HOBbIX NMOAXOAOB K Kypa-
uMm 6onbHbIX. CTaTUCTUYECKME AaHHble KpalHe
Pa3HATCA OT OAHOr0 MeTa-aHanu3a K [Apyromy.
Tem He MeHee, MO CpaBHEHMO C XX BEKOM, KOr-
[a TaKoW AMarHos aABasaAcA Tparmyeckum (bonee
85% neTanbHOCTW), AOCTUFHYTO 3HAYMTesbHOe
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