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Hedhponatum npu peBmaTnyeckmux
3aboneBaHNNAX y neTew

B.U.KapTawesa

Mockosckas meguuuHekas akagemus um. .M.Ceyverosa

MpencTaBneHa KNMHUKO-MOPONOrMHecKas KapTHa NopaxeH!s NoYeK NPy CUCTEMHOI KPACHOW BOMYaHKe, CUCTEMHO Ckne-
POAEPMUN 1 AEPMATOMUO3UTE Y AeTei. B COOTBETCTBUN C OCOBEHHOCTAMM NATOreHe3a HepponaTU U3NOXEHB! NMPUHLMNGI Te-
paneBTUHeCKUX NOAXOAO0B NPU KAXAOH U3 3TUX PEBMATUHECKUX GonesHein: MMMYHOCYMPEccaHTbl NpU MMMYHOBOCNANATE k-
HOW aKTMBHOCTW BOMYAHOYHOTO HEPUTA W 3KCTPAKOPNOPANbHLIE METOLLI OHULLEHUS KPOBK (Nnaamachepes) CMHXPOHHO C
MyNbC-Tepanueit LMKNothocdamuaom npy BbICTPONPOrPeCCUPYHOLLEM €ro TEYEHMM 1 BONUYAHOYHOM MOHeYHOM KpU3e; runo-
TEH3WBHbIE CPEACTRA W BA30AMNATATOpPb! MPU CKIEPOAEPMUHECKOM MOYEHHOM KPU3E; BCE CPEACTBA GOPbOLI C BOSMOXHbLIM
pasBUTUEM OCTPOI NOHEHHON HEAOCTATOHHOCTLIO BCIISACTBAE MUOrNOGUHYPHI NPK GYPHOTEKYLLIEM AepMaTOMUO3UTE.
Krouessie croBa: PeBMaTHHECKIE 3a60eBaHNns ¥ JEeTel, UMMYyHOCYIDeccanTbi, Nnasmadbepes, rinoTeHnsHbIe,
BA3OANNIATATODL], MUOTTIOBUHYPUST

Nephropathies in rheumatic diseases in children

V.l.Kartasheva

1.M.Sechenov Moscow Medical Academy

The article presents clinicopathologic features of the affection of the kidneys in systemic lupus erythematosus, scleroderma sys-
tematica and dermatomyositis in chiidren. According to specific features of the pathogenesis of a nephropathy, principles of
therapeutic approaches to each of these rheumatic diseases are exposed: immunosuppressors for the immune-inflammatory
activity of lupous nephritis and extracorporal methods of blood purification (plasmapheresis) simultaneously with cyclophos-
phamide pulse therapy in case of its rapidly progressing course and in lupous renal crisis; hypotensive drugs and vasodilators
for sclerodermic renal crisis; all means of counteracting the possible development of acute renal failure due to myoglobinuria

for violently manitesting dermatomyositis.

Key words. infantile rheumnatic diseases, immunosupressors, plasmapheresis, hypotensive, vasodilators, myoglobinuna

peon NopaKeHWd MNo4veKk PasznM{HON ITUONMOTUKM Yy AeTeN

onpefeneHHoe MeCcTo 3aHUMaKT HedpONaTnM, BO3HUKAIO-
wue npu peBMaTUyeckux 3aboneBaHusx W, B 4acTHOCTW, Npwu
Onbdy3HbIX 60Me3Hsax coeamHUTenbHON TkaHn (OBCT). M3 Hmx
Hanbonbllee 3Ha4YeHWe UMEET BOMYAHOYHBLIA HetpuT (BH), Tak
KaK OH BCTPE4aeTCa HacTo, MPOTEKAET B GOMbLUMHCTBE Cly4YaeB
TAXEnNOo, NPOSABRNAA TOPNUAHOCTL K NeYeHuio. B To xe Bpems npu-
YMHa ero pasBUTUs He Beerfia pacno3HaeTCsl CBOEBPEMEHHO.

BonuaHouHbi HedpuT NpeacTaBnseT CO60W MMMYHOKOMM-
NeKCHbIA NaToNorM4eckMin Npouecc, passusatolmincs y 60nb-
HbIX CUCTEMHOM KpacHol BonHaHkoin (CKB) npw cdyHkumoHans-
HOW HenoCcTaTOMHOCTU T-KNETOK CymnpecCcOpPOB W HAapyLUEHHOM
rymMopaneHOM UMMYyHUTETE.

Inardos BH He npeacTaBnseT saTpygHeHW, ecnu 60nesHb
KNMMHUYECKU NPOABNAETCA cpasdy Unu BCneq 3a ApyruMun xapa-
KTepHbiMu rnpusHakamu CKB, 0CO6eHHO 3a 3puUTeMOn KOXKU
nmua («6abouka»), U cCONPOBOXAAETCH TUMMYHBIMA ONSA 3TOro
3a6011eBaHNA U3MEHEHUAMM CO CTOPOHbLI KPOBU: NeAKONeHun-
e, vHorga TPOMOOUMTONEHUEN, CneunududecKnMU UMMYHO-
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NOrNYECKUMMW HaxoOKaMu (Hanvyne BONYaHOYHbIX KNETOK. aH-
TUAOEpPHbIX aHTUTEN W aHTMTen K HatuBHOW [HK B BbiCOKOM
TUTpE).

OuarHoctuyeckune TpygHOCTY BO3HMKAKT, ecnn BH npoteka-
€T N30NMPOBAHHO NMPW OTCYTCTBUM KaKMX-NIMOO U3 NepeymcneH-
HbIX NPU3HAKOB CUCTEMHOrO Mpokecca, T.e. NpeacTasnseT co-
6on HebpuTudeckyto macky CKB, BCTpevaroLLyocs Kak B Ae6to-
Te, Tak U B NO3AHWE CPOKWA OONe3HW, rasBHbIM 06pa3oM, Npu
nepcucTUpytoLeM HepoTUHECKOM CUHAPOME, IOMUHUPYIOLLIEM
B KIIMHWYECKOW KapTWHe 1 NOOABNSAIOWEM OCTanbHbIe MPU3HaKK
OCHOBHOro 3abonesadusa [1].

Mpwn viccnepoBaHun nodvek 6oneHbix BH Ha ayToncum camoi
YacToh Mopdonornyecko Haxodkon sensetca Anddy3HbIN
nponudepaTtnBHbii ero Tun (IV TN nopaxexuns novek npu CKB,
no knaccudpmkaumm BO3, 1995). MNpn Hedpobuoncn npesanu-
pyet me3aHrmanbHbin () nnu ckneposupyrowmni (Vi) Tvn Hedpu-
Ta (ubponnactuyeckunii). Kpome Toro, BCTPEYaroTCa U oYaro-
BbiA nponudepaTuerbiid (i), MembpaHo3Hbit (V) 1 pasnuyHble
BapuaHTbl Me3aHrmaneHoro (ll) Hedpura [2-4].

BH cBO/iCTBEHHO XPOHNYECKOE Te4eHMe C Neprojamm pemuc-
cnMit n obocTpeHuid. B nepuog 060CTpeHus HabnogaeTcs pas-
BEpPHYTas KapTVHa aKTUBHOrO BbIPAXEHHOrO HedpuTa Kak ¢
He(bpOTUYECKMM CUMHOPOMOM (4alle Bcero), Tak 1 6e3 Hero
(HedbpuTHdeckas cbopma). Y /s 60MbHBIX MeeTca akTUBHBIA na-
TEeHTHbLIK HedpuT, T.e. NpoTEKaLen 6e3 O0TEeKOB UNKU NacTo3-
HOCTK TKaHel, 6e3 apTepuanbHOW FMMNepPTEH3UK, C HE3HAYUTENb-
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HbIMWU U3MEHEHUAMW B MOYE, HO C HapacTaloWMM CHWXXEHWEM
NoYeYHbIX OYHKLUA [2].

O6 aKTMBHOCTWU HedpuTa MOXHO CyAWTb NO MPOrpPeccUpyto-
e NpOTeMHYPUM W HapacTaloWuM W3MEHEeHWsM MOYEeBOro
ocajlka, a Takxe Mo CHWxawwemyca o06bemMy Knyb6o4ykoBOW
vnbTpaumi, HO npexmae Bcero — no ypoBHID KOMMNNEMeHTa B
CbIBOPOTKe KpoBW. HW3KMe nokasatenu nocnegHero oTpaxaroT
CTeMNeHb ero ytunusauvmn B npouecce HOPMUPOBAHUSA UMMYH-
HbIX KOMNNEKcoB. [10NOSHUTENBHBIMU KPUTEPUAMN aKTUBHOCTU
HedpuTa ABNAOTCA pedynbTaTbl GBUOMUKPOCKONUK Gynb6apHon
KOHBIOHKTVBBI, & TakXe YPOoBeHb (PMOPOHEKTUHA N1a3Mbl, Han-
60nee BbICOKUA Y BOSTbHBIX C BOMYAHOYHBIM ayTOUMMYHHbBIM NO-
YeYHbIM Kpusom [5, 6].

AYTOUMMYHHbIA BONMHAHOYHBIA MO4E4HbIA KpU3 B NPOTUBOMO-
JIOXKHOCTE UMMYHOBOCNanuTensHo aktmeHocT BH Ili cTeneHn
BbIOENAT Kak 0coboe cocToaHue, 3aknoyaloLlee B cefe yrpo-
3y ANs XMn3HW B6onbHOro. OH XxapakTepusyeTca HavBbICLLIER CTe-
NEeHbID aKTUBHOCTU NOYE4HOI0 NPOUECCca U NPOABIISETCHA KapTy-
HOW OCTpol no4veyHoW HepocTaTodHOCTM (ONMH), BLICOKON M
YNOpHOW apTepnansHom runepTeHaned U 3HaYUTeNbHBIMY U3Me-
HEHWAMW MO4eBOro ocafgka. pn 3TOM HacTo OTMEYaEeTCA Mak-
poremaTtypus.

Mopdonornyeckum kputepuem BOMHAHOYHOIO NOYEYHOro
Kpu3a SBNSeTCst pacnpocTpaHeHHbln (hMBPUHONOHbBIR HEKPO3 CO-
CYOOB M CTPOMbI MOYEK, YEM N OBBLACHAETCA 3HaYUTENbHOe, NoA-
Yac HeobpaTUMOe, CHUXEHME NOYeYUHbIX (PYHKLIMIA, Tpebytoliee
WHOTAa NPUMEHEHWS 3KCTPakoprnopaneHoro remMoananmaa [71].

CocToAH1e ayTOMMMYHHOMO BOSTHAHOYHOI O MOYEYHOro Kpusa
Heobxoammo AndepeHUMpoBaTh C BbICOKOAKTUBHbIM BH 6bic-
Tponporpeccupyowero tedenns. [locnegHWn CpaBHUTENBHO
penko BCTpeyaeTcs y AeTen, MoponorMyeckn Xxapaktepnayer-
€A 3KCTpaKanuiAPHOW KNeTo4YHOW nponudepaumein n obpaso-
BaHWEM XapakTepHbix NOMYNyHWA B roMepynax.

AKTMBHbIN BH BbIpaXenHo hopMbl Kak ¢ HedpOTUHECKUM
CMHAPOMOM, Tak 1 6e3 Hero onpefenseT neHebHyo TaKTUKY Npu
CKB. Npn ero Hann4mm HeobxoamMMa KOMMETEHLMSA cneuuasnm-
cTa-Hedponora u noaéop Havbonee agekBaTHOro TepaneBTU4e-
CKOro pexuma, HanpasfeHHOro Ha:

* nojaBligHNe MMMYHOBOCNASIMTENbHOW aKTUBHOCTU MyTEM
NMPUMEHEHNA KOPTUKOCTEPOMAOB (NPeaHWU30MoHa) COBMECTHO C
LMTOCTaTMKaMK, FenapuHOM U aHTnarperaHTammn (KypaeTmnom);

* MoAdePKaHne WM BOCMOMHEHWe HapyLUeHHOM DyHKLUUM
noJexk;

* BbipaBHMBAHWE apTepuasibHOro OaBMEHUA, roMmeocTasa M
remokoarynsauim [2, 4, 8, 9].

Mpy BH 6bicTpOnporpeccupyollero Te4YeHns, Kak 1 npu sof-
YaHO4HOM NO4E4HOM KpW3e, He MPOBOANUTCA MHTEHCMBHARA Tepa-
fiNA C NCNOSb30BAHNEM 3KCTPaKopnopasbHbIX METOOOB O4MLLE-
HWHA KpoBM (nnasmadepesa) CUHXPOHHO ¢ NMyNbC-Tepanuen Lnk-
nocpocaMmiom (B gose 12 Mr/kr mMaccel Tena GonbHOMO 4ns
OHOKPATHOW WHMDY3NM, €CNM YPOBEHb KpeaTMHWHA KPOBU He
npesbiwaet 0,53 mmonb/n). B npoTMBHOM cryyae o3y uuTocTa-
TMKa ymeHbliaoT sgsoe [10]. OpHoBpeMeHHO NPOBOANTCH
cvMnToMaTuyeckasn n koppurupytowasn Tepanus OFNH v aptepu-
anbHOM runepTeH3un.

Cpean aHTUrMnepTeH3nBHLIX CpeacTB nNpu TxenoMm BH xo-
poLO 3apekoMeHfoBann cebs UHIMOUTOPbLlI AHMMOTEH3WH-
npespawianLlero epMenTa, B TOM Yucne Kantonpun, 3Haa-
npua v gpyrve npenapatbl 3TOM0 psga, KoTopble Tenepb

paccMaTpueatoTcsi U Kak peHonpotekTopsl [11]. MNpu ropmoHo-
PE3NCTEHTHOM XPOHWYECKOM rnomepynoHegpute (XMH), B Tom
4Yucne U BOMYAHOYHOW NpUpoadbl. B NOCNeaHee fecATuneTve fe-
naTCs MOMNbITKW UCNOSIb30BATh UMMYHOCYMNPECCaHTbl BTOPOro
psaga, B HacTHOCTW, Linknocnopu A. mukodeHonaTa MmopeTun n
Apyrve cpefcTea, NPUMEHsIEMbIE B TPAHCMIAHTONOIMK.
UnknocnopmnH A n3bupaTtenbHO MHIMOUPYET 3KCNPECcCUIo re-
HOB, y4aCTBYIOLUMX B akTuBaumn T-nMMAOLMTOB Ha PAHHWUX 3Ta-
nax, T.e. NponBnseT ce6f Kak CeneKTUBHLIA MUMMYHOoZenpec-
CaHT, CHUXAIOLLNA NPOJYKLMIO UHTEPNERKnHA-2 U OPpYruX LnMTo-
KWHOB aKTMBMPOBaHHbIMM T-nnMpoyMTaMu. B KOHTPONMPYEMbIX
WCCNEeAoBaHUAX, BKIOHABLUWX B3POCSIbIX U eTel, yCTaHOBMNEHbI
npenmyLLlecTsa npenapara B OTHOLUEHWW HacToThl U CPOKOB pe-
MUccnIn HedbpoTryeckoro curapoMa [12]. Hapagy ¢ 3TuMm oTMe-
YeHa npucyLLas sTomy npenapaTy HePOTOKCUHHOCTb, Bbipaxa-
IOLLIAACA CHKEHUEM MOMEYHbIX YHKUUIA 1 pa3BUTHEM apTepu-
anbHOW rMNepTeH3nK, YTO AenaeT ero HenpuemsnembiM Npu ne-
YeHWUN B6ONbHBIX C MOYE4HON HEeJOCTATO4HOCTLIO, apTEPNanbHON
runepTeHaven n TyGynomMHTEPCTUUMANBHEIMU U3MEHEHUAMWU B
HedbpobuonTaTe. B CBA3N C HE(HPOTOKCUHHOCTLIO OH HE Haluen
LIMPOKOro NPUMEHEHUS B KNMHWHECKOW NpakTuke. TeM He Mme-
Hee H.A.MyxuH 1 coaBT. nonyumnim xopoLuunin 3cpexT OT npumMe-
HeHua LinknocnopmHa A no 2,5-5 MI/Kr B cyT Y 4 60nbHbIx ¢ XI'H
pasNMYHbIX MOPMONOrMYECKUX TUNOB, aBTopaM YOanocb B KO-
POTKWE CPOKW YCTPaHUTb MOPMOHOPE3NUCTEHTHbIR HedpoTUye-
CKWA CUHOPOM, MPU 3TOM He 6bINo OTMEYEeHO HedpOoTOoKCUYe-
CKux nposiBneHunit npenaparta [13]. MMpuxoguTtcsA y4uTbiBaTE #©
yKasaHusl OTAeNbHLIX aBTOPOB Ha To, 4To LiknocnopuH A — cna-
6bi UMMYHOAEMPECCAHT, U peKOMeHdauMn UCNOonb3OBATL ero
NMULLIb KakK CPEACTBO NopAepxuBaroLlen Tepanum [4, 9.
MukodeHonata MoteTnn — MOPAONIMHOITUIIOBBIA 3HNP MU-
KOheHONOBOW KMCNOTbI. Ero akTMBHLIM MeTabonMToM ABIASTCH
MUKOEHONOBAA KUCMOTA ~ MOLLHBIA UHIUOUTOP UHO3UHMOHO-
docthaThernaporeHass!, hepMeHTa, NMMUTUPYIOLLEro CKOPOCTb
CVHTE3a ryaHO3MHOBbLIX Hykneotupos. lNpenapat paeTt 6oree
BbIP@XEHHbIE aHTUNponudepaTBHbIN 3¢hheKkT B OTHOLIEHWUM
NMMAOUNTOB, HYEM MHbIX KNETOK, NPOABAAA UMTOCTATUHECKYIO,
HO HE UWMTOTOKCMYECKYKD aKTMBHOCTb. Kak MMMyHOCynpeccaHT
aHTUMeTabonM4eckoro Tuna, npenapar nogasnsaeT nponvdepa-
LU0 CTUMYNMPOBaHHbIX T- U B-numdouunTos, NpuBoas K CHUXe-
HWIO 0BpagoBaHua aHTUTeN U cuHTesa [IHK. Takasa cynpecceus
rymMopaneHOro UMMyHUTETa MOXET 6biTb NOME3HON U NPW neve-
HUK 60MbHbIX BH. B nuTepaTtype ony6nmMkoBaHbl AaHHbIe O Neye-
HAU MUKOobeHonaTa ModeTUnoM npuMepHo 100 B3pOCnbiX
6onbHBIX C pedbpakTepHbiv BH. Mpu npumeHeHun ero no
1,0-1,5 2 pasa B CyTK1 yMeHbLUANack NPoTEUHypUA, cTadbunm-
31MpOoBasICA YPOBEHb CbIBOPOTOHHOMO KpeaTWHWHA, HOpMAasn3o-
Bancs yposeHb C3-KOMNOHeHTa KoMnnemenTa n aHtuten k JHK,
CHMXanacb akTueHoCTb CKB [14]. MNpenapaTt Ha3Ha4amm B KOM-
6uHaLMK C NPefHU3ONIOHOM BMECTO a3atvonpuHa, MMMyHOCY-
NMpPeccuBHbIN 3PEKT KOTOPOro OH NPeBOCXOANUT. Bo3MoXHble
OCIIOXXHEHWA NPU UCNOMNBb3OBAHUA MUKOeHonaTa ModgeTmna Ta-
KWE Xe KaK M MNpu fiedeHnn a3aTMonpuHoM (guapes, TOLWHOTa,
3anop, nerkonexus, npucoeaunHerne uHdekumm). Mo cpaBHe-
HUIO C a3aTUONPMHOM OTMEHAETCH TakXe HecKonbko 60osbLuas
yacToTa numdonponudepaTusHbix 3abonesaHuni [15].
CBOEBpEeMEHHO HavaTas, NpaBunNbHO NofobpaHHas N KBanu-
(hMUMPOBAHHO NPOBOAMMAN KOMIIEKCHas WHTEHCWMBHAaA Tepa-
nus B akTMBHOM nNepuoge BH gaeT xopowwe pedynetatbl U NO3-
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Hedponatuu npm peematuyeckmux 3abonesanusx y geten

z2n5eT fOBUTLCA KIMHWKO-NadopaTopHoWU pemuccuun. o gocTm-
“ZHWU NOCrefHen NpOBOAMTCA MOOAEPXMBAIOLLAS Tepanwus.
"1 3TOM 6a30BbIM NpenapaTtoM ocTaeTcsl NPeQHN30MOH B MNO-
ITeMNeHHO CHWXarollleics [o3e A0 MUHMManbHOW (5—10 Mr/cyT)
= COMETaHUM C a3aTUOMPUHOM WUIIM €XEMECHAYHbIMKU NyNbcamm
_nkrnogocthamuga oo 2 net u 6onee [4, 8].

Bnarogaps 3HauMTenbHO yBenMuMBLUEACH 3a nocriefHue ro-
dbl ONNTENBHOCTM XU3HKM BonbHbIXx ¢ BH BO3pocna akTyanb-
40CTb BOMpoca 06 UX ne4veHun B TepMuHanbHon ctagun XIMH,
<0TOpas passuBaeTca npumepHo y 10-15% naumentos ¢ CKB
{4]. B 3TOl CTAAUM UM NOKA3aHbLI remMoguania U TpaHcnnaHTa-
uma nodek. MNpn aToM BO3MOXHOCTb pas3suTua BH B TpaHcnna-
Tare cHuTaeTcs ManoBepodTHOW. BmecTte ¢ Tem crnepyeTt nom-
HWTb, YTO, HaxofACb Ha remoguanuae, mMHorne 60sbHble BCE
eLe HyXOarTca B UMMyHOCYNpeccuBHoON Tepanuu [4, 9].

Mpu nporpeccupytoiem cucteMHoM ckrepose (MCC), wnm
CUCTEMHOW CKIIEpPOAEpMUM, MOopaXKeHUe NoYeK yaaeTcs yCTaHo-
BUTb Y 56% 60nbHLIX B cpegHeM Yepel 3,5 roga oT Havana 3a-
6onesanna. OgHAKO MCTUHHAA 4YacToTa CKNepoaepMMUMYEcKON
HedponaTtumn O4YeBMOHO BhILLE, TAK Kak Npu ayToncun n Hedpo-
6éuoncun oHa BbiSBMANACch, faXe eCcnn He perucTpupoBanach
KIMHUYECKK, TeM Bonee, YTO XapakTepHble KITMHUYEeCcKNe N Mop-
donornyeckne ee NposiBNEHUs WMeKTCA [aNieko He Bcerga.

* B nopa)eHHbIX NOYKaxX HeT HW SKCCyaaTUBHbIX peaKumﬁ, HW KJe-

TOYHOW nponudepaun. B 6onblunMHCcTBe HabniopeHni (72,4%)
cKrnepoaepmMuyeckasa Hedponatua NpoTekaeT B CyOKITMHUYE-
CKOW hOpMe, XapakTepuayachb HE3HaYUTENBHBIMU U3MEHEHUAMN
B MOYe, B OCHOBHOM B BMAE NPexoasiLLier MUHUMaNLHOW npoTe-
WHYPUU U HapyLLEHnAMU NoYedHbIX PyHKUWA. NocnegHne npo-
ABNAKOTCA, MMaBHbIM 06pa3oM, NaTonorn4eckMMn paguopeHo-
rpaMmamu, a Takxe CHUXeHneM obbema 3(pheKTUBHOIrO NoYey-
HOro Nna3MoToKa, MHOrAa NPy OTCYTCTBUM MOYEBOTO CUHAPOMA.
Mpn anutenbHOM HaéntogeHun (po 11-12 feT) ypoBeHb apTepu-
anbHOro AaBfieHns y BCcex GOMbHbIX COXpaHAeTcs B npefenax
HOPMbI, MPU3HAKOB NOYEYHON HE[OCTATOYHOCTM HE OTMeYaeTCs.
CepbesHoro NporHOCTUYECKOro 3HaveHus aTa dopMa CKIepo-
AepMU4ecKon HedponaTum He umeet [16].

3HauuTenbHO pexe (17%) nopaxeHue noyek npu NMNCC npegn-
cTaBneHo HedpuTonofobHol ¢opMoi, HanomMuHawoLleh na-
TEHTHBIA HedpuT. Mpu 3TOM B Mo4e y 60MbHbIX 0BHapy>XXMBaoT-
€A MUHUMATbHbIE U3MEHEHWA B BUAE HeEGONLLUOW npoTenHypyk
W NaTonorn4eckoro ocafka. Tem He MeHee npu Hepobruoncum
BbIFB/IAIOTCA 3HAYUTENbHblIE U3MEHEHWRA: Onddpy3Hble yTonLe-
HWA U CKNepPo3 CTPOMbI, COCYLOB M Kancysbl Knybo4KoB, peskas
ANCTPOdIMA 3NUTENNA KaHanbUes BMAOTe A0 HeKpo3a OoTaerib-
HbIX KfeTok. 37a chopma CknepoaepMuyeckon HedponaTum
UMEET Cepbe3HOe MPOrHOCTUYECKOE 3HadeHune. Y yacTun 60nb-
HbIX, B CpeHeM Hepes 5 et OT MOMeHTa YCTaHOBIEHWA NepBbiX
NPU3HaKoB MOPaKeHWUst MOYeEK, pa3BUBAETCA BbIPAXKEHHARA Kap-
TWHa XPOHU4ECKOro HedpuTa C apTepuanbHoON runepTeH3nen n
B OTfENbHbIX C/y4anx € netanbHbIM UCXOAOM OT CepAe4Ho-Mno-
4Ye4HOW HeJoCTaTOMHOCTU MNpU ABNEHUAX YPEMUM B TEPMUHASIL-
HOM nmepuoge.

Y o1AenbHbIX 60nbHbIX (6,4%) PETPOCNEeKTUBHO, MO AAHHLIM
ayTtoncuu, NnposoauBLLeiics Hepes 1,5-3,5 roga ot Hayana MNCC,
v nNpu HedpobUoncuK, OCYLLIECTBNEHHON Yepe3 HEeCKOSbKO
(6onee 6) net oT Hauyana 3aboneBaHus, O6HapyxuBaeTca 6ec-
CUMMNTOMHAA cknepogepMuyeckas Hedponatua. pu 3atoM B
NoOYKax BbIABNAKTCA CKNepo3 apTepuil ¢ CYXXeHNeM 1x nNpocse-

Ta, NepuBacKynsapHbIA U NEpUrNoOMEPYAPHBIA CKNEpOo3 CTPOMI,
6enKkoBas U 3epHUCTas OUCTPOMUA ANUTENUS KaHallbLEeB.

Mpy Kaxaon n3 atux Tpex opM CKIepoAepPMNYECcKon Hed-
ponatun BonbHbIe OCTalTCH Nof HabngeHweM pesmaronora.
JleyeHne NpoBOAMTCS B COOTBETCTBUM C OBLLEKITMHNHECKOM Kap-
TUHOW U XapakTepoM Te4eHWUsa OCHOBHOro 3abonesaHus [17].

CepbesHan Hedponorndeckas npotnema BO3HUKAET Mpwu
passBUTUU CKNEPOLAEPMUHECKOro NOYEYHOro Kpuaa, paHee nUMe-
HOBABLLErocs «UCTUHHOW CKIIepodepMUYeckor no4kon». sens-
ficb 60NbLUOM peaKocThbio, OH HadnopaeTes y 2,1% 1 MeHee fie-
Telh ¢ NCC. B nocnegHue Tpy aecatnnetns 6narogapsa npasnnb-
HO OPMEHTUPOBAHHON NPEBEHTUBHOW Tepanun oH Ham BOOO6LLEe
He BcTpedancs [18]. MoyeuyHblin kpua npu NCC xapakTepuayert-
CA BHE3aMnHbIM MOABMEHUEM 3/I0KAYECTBEHHONW apTepnasibHOn
runepteH3un, OMNH ¢ onurypuei n ckygHbIM MOHEBBIM OCaAKOM,
6bICTPLIM HapacTaHWeM YPOBHS a30TUCTLIX LLSIAKOB B CbIBOPOT-
Ke KPOBU U neTasibHbIM UCX0O0M yxe 4epes 2—-3 Hep.

B ocHoBe noveuHoro kpusa npu MNCC nexart sasocnactude-
CKMe ABJIEHUA, HaAroMuHawuwmne nepudepnHeckuii CUHOPOM
PelHo, BO3HUKaKOWMe 0COBEHHO NErko B NMaToNorMyeckn name-
HEHHbIX COCyax CO CTPYKTYPHbIMWA HapyLUEHUSIMA B MPOKCK-
ManbHOW 4YacTu UHTepnobynapHbIX apTepuid. 3TU HapyLlLeHus
npeacTasiieHbl pa3pacTaHeM UHTUMbE NMOCeAHUX C KOHLEeHT-
PUYECKUM UX CyXXeHneM BNNIOTb JO NONHOW obnuTepaumu npo-
cBeta, a Takxe PbpPUHOMAHBIMM HEKPO3aMy ANCTanbLHOM 4acTu
apdepeHTHbIX COCYLOB, Y4TO WU MPUMBOOUT, B OCHOBHOM 6ec-
CUMMTOMHO, K pa3sutuio Hecppocknepoaa. B ycrnosuax Taxeno-
ro ¥ pANTeNbHOro Basocnaama MOXeT NPON3ONTU CPbIB KOMMEH-
CaToOpHbIX MEXaHU3MOB NoYeyHoN umpkynsumn. Mpu aToM B co-
cypgax no4ek gasneHve NajaeT HUXE KPUTUYECKOrO, COMPOBOX-
JAascb pa3BUTMEM Konnanca. BosHunkaowas runokeus noyeyHon
TKaHWU NpenaTcTByeT BOCCTAHOBNEHUIO LMPKynaumK. MNoasnaoT-
€Sl YHacCTKN ULLEMUW N HEKPO3a B KOPKOBOM CJI0€ MOYKWU. 06Y-
cnoenueawowime asneHna OlNH. OgHOBpPEeMEHHO NPOVUCXOaUT
CTUMYSIALUMA CEeKpPeLMn peHUHA M aHrMOTEH3MHA, YTO Cnoco6CT-
ByeT BA30KOHCTPUKLMM N CO3[AET NOPOYHBLIA KPYr naTonoruye-
CKOro npoLecca ¢ NpucyLLer eMy apTepnansHON rmnepTeHaven,
4acTo 3fIoKkavecTBeHHOW. [lpeackasaTb pas3BUTME MOYEYHOro
Kpu3a HEBO3MOXHO. HacTo ero npefsapsaioT HopManbHble aHa-
NU3bl MOYU U COXPaHHLIN KNIMpEHC KpeaTuHUHa. McknioHaeTcs B
3TOM MNaHe 1 3Ha4YeHWe 3PUTPoOLUTYPUN, KOTOpas U3peaKa oT-
MevaeTcs y 60nbHbIX [CC, a Takke runeppeHHeMuin, BoiABA-
€MOW MHOrAa y NauneHToB ¢ HOpManbHBIM apTepuanbHbIM Aas-
nexHvem [19].

CoBpeMeHHas Tepanus CylLeCTBeHHO U3MeHMNa Te4eHune no-
Ye4HOro Kpu3a 1 ero nporHo3. B nutepartype BcTpedaloTcs onu-
caHua 61aronony4YHoOro UCXoaa Nogo6HOro KpMaa y NaLneHTos ¢

MCC c nocnegyowen ONUTENbHOCTED WX XW3HWM bBonee
10-13 neT, xoTa NpU 3TOM He UCKMIOHAETCA BO3MOXHOCTbL MO-
BTOPHOIO PasBUTUS 3TOr0 MPO3HOMO NPOsIRNEHNUA 6onesnu [20].

NeueHne cknepopepMM4eckoro MoYeyHoro Kpusa Tpebyer
6bICTPOV OpMeHTaLMKU Bpa4a B CYLLHOCTU NPONCXOJALLEro U He-
3aMefIMTENbHON NHTEHCUBHOW Tepanuu, KOoTopas U onpeaens-
eT cyabby 60nbHbIX. Bce HecTeponaHble NPOTUBOBOCNANNTENb-
Hble npenaparbl, NPUMEHAEMbIE B PEBMATONOMUKU, NMPU No4ey-
HOM Kpu3e y 60MbHbIx [TCC HeadhheKTUBHbLI, KOPTUKOCTEPOUbI
NpoTUBONOKa3aHsbl. [ns npegoTepaleHna 1 KynmpoBaHus 3/10-
Ka4eCcTBEHHOW apTepuarbHOW rMnepTeH3nn npumMeHsioT KanTo-
npun, O63uaaH, OPUEHTUPYSCH Ha TMNEPPEHNHEMUIO KakK paH-
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Hee rnokasaHue K ux npuMeHeHuto. Ucnonbaytot ynpasnsaemyro
TMMOTOHUIO C NOMOLLbIO ASMTENbHOM MHPY3MK Beponammnia v
Kak KpavHIoWw Mepy — Hepp3KTOMUIO C nocreylowen TpaHc-
nnadTauuen novek. B 6opebe ¢ OMNMH npuMeHsIOT BCE CpeacT-
Ba, HanpaB/ieHHble Ha YCTpaHeHWe crna3ma NnoYeYHblX COCYOoB
W ynyylweHue no4Ye4yHoro KpoBoToKa (BHYTPUMBEHHOE BBedeHWe
3ycunnuHa, TpeHTana, peononuriiokuHa), BbipaBHUBAIOT 3MekK-
TPONUTHLIN 6anaxc, opeupyioT amypes u 1.4. MNpn Heobxoau-
MOCTV NpMnBeraroT kK remogmanuay. Mo aaHHbLIM NUTEpaTypPbI, Ha
CerogHsIWHWA AeHb UMetoTcsl 60fbHble C NPOrpecCcUpyoLLMM
CUCTEMHbBIM CKNepo3oMm, nepeHecwie OlNH u nevmslLMecs re-
MOOMNanM30M, HEKOTOPbIE U3 HUX MPOJOKAOT XUTb AONTUE ro-
bl [21, 22].

[MarHo3 noYe4HOro KpW3a 3aTpygHUTENeH, ecnv OH ABNseT-
cA 0e6ioTOM Y pa3BMBaETCA MpPU OTCYTCTBUM KOXHbIX NposiBIie-
Hut MCC. O ero cknepoaepMuYeckor NpuUpoAe criegyeT Oy-
matb, ecnn OlNH Bo3HWKaeT 6€3 BUOUMBIX NMPUHUH U COMPOBOX-
JaeTcs HanmM4uuMeM aHTusgepHbIX M ApYrux cneumduyveckux ax-
TUTEN B CbIBOPOTKe kKposu [17, 23]. OH noaTBepXaaeTcs peayrb-
Taramnm MOPCONOrMHYecKOro UCCNegoBaHNA NOHEHHOW TKaHK U
JanbHedwnmM HabnogeHUeM 3a Te4YeHWEM NaTonoru4eckoro
npouecca.

Mpu pepMaToMnoanTe, Takxe Bxoaswmm B Ymueno OBCT, Het
cneundUUeckor, TUNUHHOM ANA 3TOro 3abonesaHus, Hedpona-
Tun. MopaxeHwe noyek BoobLle HECBOWCTBEHHO OepMaTOMMO-
3UTy. B yactu HabniogeHnuin Ha BbICOTE akTUBHOCTU Matonoru-
4eckoro npouecca B Mode oGHapyXuBaloTcs crnefbl 6ernka, B
ocafke — eAMHUYHbIE 3PUTPOLUTBI U LMMUHAPDI, YTO MOXET 6bITb
06YCNOBMNEHO NUXOPAAKOH M NOBbLILLEHHOW MPOHULAEMOCTBIO CO-
cynoB. OYHKUMOHaNbHas cnocobHOCTL NOYeK Mpu 3TOM OCTaeT-
Csl COXpaHHOMN.

B Ha6nogeHuax, skntoyaswmx 119 geten ¢ nepmaroMmosn-
ToM, ¥ 41,5% 60rbHbIX B NEepuof pasBepHYTOW KIIMHUYECKON
KapTuHbl 3a60neBaHNA yCTaHOBMIEHbI YMEPEHHbIE NMpexoasLlne
nU3MeHeHust B mode (6enok — 0,038-0,45 r/n, eaAMHn4HbIE B none
3PEHUA 3PUTPOLMTBI U UMAWHAPLI), MPX 3TOM apTepuasribHoe
JaBrieHne 6bI10 B HOPME UMM UMENIO TEHOEHUMIO K CHUXEHUIO.
DyHKUMOHANbHAs CMOCOBHOCTL MOYEK BO BCEX HABMOOEHMAX
6bina coxpaHeHa. lpu MopoNoOrM4eckoM NCCNENOBAHUN NOYEK
y 60nbLUMHCTBA 06CNeAoBaHHbIX 60SbHbIX Bbia BbisiBieHa 3ep-
HUCTas U rManuHoOBO-KanenbHas gUcTpona SNUTENUS U3BUTbIX
KaHanbueB [24, 25]. ¢

B 6onee paHHUX Ny6nvkaumax MOXHO BCTPETUTb YMOMUHA-
HUS 0 eOUHUYHBIX HabnioAeHAX 60MbHbLIX ¢ AEPMaTOMUO3UTOM
n c 6onee TaXeNbIM MopaxeHWeM nodek. Tak, coobluaeTca o
cllydae O0epmMatoMuMosnTa ¢ KIMHUKO-MOPAONOrM4eCcKUMU Npu-
3HakaMn OBbICTPONPOrpeccupyIoLLero riomMepynoHedpuTa y
neBodkn 7 net {26]. Nopo6Hoe xe HabnogeHWe, kacaBweecs
16-neTHe 60nNbHON ¢ AepMaToMnO3nTOM, NpueoasT N.E.Po3eH-
deneg 1 H.B.Epywnurckas [27]. CoobLyaeTcs Takxe O cny4ae
HedpOTUYECKOro CUHAPOMA Yy 9-NeTHero Manb4vka ¢ Aepmaro-
MUO3UTOM [28].

OyeBMAHO, KaXpas M3 3TUX NybGnukauui oTpaxaeT ckopee
BCEro COYETaHHYIO MaTomnoruio, korga Hedponatua Kak camo-
cToATeNbHOE 3aboneBaHve pa3BmBaeTCs y 60NbLHOMO 4epMaTto-
MUO3UTOM, Tem 6oree 4TO TecHas MaToreHeTM4eckas CBA3b
3TUX OBYX NATOMOrMYECKMX NPOLIECCOB HE BbIABNAETCS.

MpuBnekawT BHUMaHWE faHHble HEKOTOPbIX AaBTOPOB O TOM,
YTO MPU BbICOKOW aKTUBHOCTU AEPMaTOMUO3UTA U3MEHEHUS B

MO4Y€ MOTyT GbITb OB6YCNOBNEHLI MUOPEHAMbHLIM CUHOPOMOM,
aHanorM4HbIM Kpall-cuHapoMy (CUHAPOM AMTENbLHOro pasga-
BMMBaHWA), BOSHUKAIOLWMM MHOraa Ha coHe BypHO NpoTekaro-
Lero epMaroMuMo3nTa UM MuMonaTUHeckoro Kpusa v mory-
wmm npusecTtu K OlNMH. O6bsacHAETCA 3TO TeM, YTO B YCOBUAX
aumaosa MMOrno6uH BbinadaeT B 0CaA0K M 3aKynopusaeT no-
YyeyHble KaHanbubl [24, 25]. MMOrno6uHypus conpoBoXxaaeTcs
TEMHO-KOPUYHEBOW OKpPacKOW MOYM U BbICOKOW aKTUBHOCTbLIO
(hepMeHTOB CbIBOPOTKM KpOBU (KpeaTUHMOCHOKMHA3LI, Nak-
TargerngporeHassl, aMMHoTpaHcdepas), B OecATKM pa3 npe-
BbILLAIOLLEN HOPMY.

TakuMm 06pasoM, nopaxeHue MoYek, Kak NpaBuo, HeCBOWU-
CTBEHHO I0BEHUNbHOMY AepMaTOMUO3UTY. BO3MOXHbBIE MUHK-
MaribHble HaxXoAKU B MOYe NpexodsLLero xapakrepa B aKTuB-
HOM Nepuoge 3a60MeBaHus MoryT 6bITb OTPaXeHneM obLuero
COCYOMCTOro KOMMOHEHTAa ¢ BOBMNEYEHWEM B NATONOMMYECKUIA
npoLecc U COoCyaoB MOYEK WU CBUAETENIbCTBOM 04aroBbiX
AUCTPOUYECKMX U3MEHEHUIA B ee KaHanbuax. Hedponoru-
4Yeckoh npobrnemMon ABNAETCA pas3sBUTUE MUOTNOBUHYPUU,
BO3MOXHOW Npu 6ypHOTEKyLEeM aepmatomuosuTe. Ee Bos-
gevcteue Ha noyku ¢ passutuem OfMH MoxeT cospgaTtb yrpo-
3y ANS XW3HU UM TpebyeT COOTBETCTBYOLWMX He3aMeanuTenb-
HbIX Mep ne4ye6HON NOMOLLM Kak Hedponora, Tak 1 pesMarto-
nora [24, 25, 29, 30].

B 3aknoveHne Heo6xoaumo noayepkHyTb, 4to npu OBCT
B OCHOBe Hegponatuu nexaT COBEPLUEHHO pa3nnyHble NaTo-
reHeTM4eckne MexaHu3Mbl, U 3TO onpepenseT CTporo Aud-
hepeHLUMPOBaHHbLIN TepaneBTUYECKUA Noaxod MpU KaxAaon
U3 HUX.
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