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B lumepamype onucaHo 0se pazHoBUAHOCMU 2eMOIUMUKO-YPeMUYecKo20 cuHdpoma — munuyHsil (nocmouapelitsii), accoyuuposarHsili ¢ E.Coli
(wmamm 0157:H7), a makxe Shigella dysenteriae I muna u m.d., a makxe amunu4Hbili 2emonumuro-ypemuyeckuti cuHopom (alyC), obycnosnen-
HbIl 2unepakmusayuel anbmepHamMusHoO20 Nymu CUCMeMbI KOMNJeMeHma, OMHOCAWULICA K HacnedcmeeHHbIM opgaHHbIM 3a6oesarusm. alyC
Xapakmepusyemcs mpomboyumoneHuel, MUKPOGH2UONAMUYeCKOU 2emMoumuyeckoli aHemued, NOPaXeHUeM NoYeK, 20/108H020 M032a, Xenyooy-
HO-KUWeYH020 Mpakma, nezkux, cepdya. B naumepamype 0GHapyxeHo onucaHue Autib 00HOU NAYUeHMKU € NOPaXeHueM xenyo0yHo-KULWeYHO20
mpaxkma 8 gopme ULIEMUYECKO20 KOAUMA, 8 CBA3U C YeM npedcmas/isem uHmepec euje 00Ho KAUHUYeCKoe HabodeHue.
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mpombomuyecKas MUKPOaH2UONAMUsA, uweMuyeckuil Koaum, 8Heno4ye4yHole NPoABAeHUA]

Jns yumuposarusa: 03eposa 0.C., Montopeixuna E.A., BapgaHsH A.B., MaitHockas 0.A., Becenos B.B., YepHbiwos C.B. Nwemnyeckunit konut
Ha (hoHe aTUNNYHOrO reMONIMTUKO-YPeMUYECKOro CUHAPOMA (KuHWYeckoe HabntoaeHue). Kononpokmonozus. 2019; 1. 18, N°2 (68), c. 82-89.
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Atypical hemolytic uremic syndrome (aHUS) is a rare life-threatening condition caused by uncontrolled complement activation due to mutations
in the alternative pathway of complement components. aHUS is characterized by microangiopathic hemolytic anemia, thrombocytopenia, acute
renal failure and affecting multiple organ systems. Extra-renal manifestations of aHUS take place in 20% of patients including involvement of
the central nervous system, cardiovascular system, lungs, skin and gastrointestinal tract. This case report describes a severe course of atypical
hemolytic uremic syndrome in a 21-year-old female, developed ischemic colitis.
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BBEOEHWE

FemonuTuKo-ypemuyeckuii cuigpom (I'YC) Bnepable Gbin
onucaH Gasser C. et al. B 1995 r. n xapaktepu3syetcs
TPUAZON CUMNTOMOB: TPOMOOLMTONEHUS, TeMONUTUYE-
CKas aHeMus W o0CTpas noyeyHas HefocTaToyHocTb [1].
MepeyncneHHble NpU3HAKKU ABAAIOTCA COCTABAALMMY
TpomboTHyeckoil MukpoaHruonatum (TMA), xapakTe-
pU3yIoWeNnca reHepanan30BaHHOW OKKNlO3Meil COCYAoB
MUKpouupKynaTopHoro pycna [2]. Knuuuuecku TMA
NpOsIBNAETCA TPOMOOLUTONEHUENH, MUKpPOAHTMONaTu-
yeckoi remonuTuyeckoit KymGc-HeraTuBHON aHeMuei
(MexaHUYecKnii remonun3), ANXOPagKoi U nopaxeHuem
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pasfNMYHbIX OpraHoB, rMaBHbIM 06pa3om, noyek u LHC,
a TaKXe XeNnyao4yHO-KUWEeYHOro TpaKTa, Nerkux, cepaua
[3,4]. TunuyHelii TYC (nocT-guapeiHbiit) accoLuMmnpoBaH
¢ wura-TokcuH-npopyuupytowein E.Coli (STEC) (wtamm
0 157:H7 u ppyrue), a Takxe Shigelladysenteriae I Tuna
n BcTpevaetcs B 85-95% cnyyaes y feTeit B BO3pacTe
0T 6 MecsueB fo 5 net [5,6]. 3abonesaemocTb B MUpe
konebnetcs ot 0,2 fo 8:100 000 HaceneHus [3]. Okono
5% Bcex cnyyaeB MYC y peTelt cBA3aHbl C NATOreHHbIM
pencteuem Streptococcus pneumoniae, npogyumpy-
fownm HelipammHupasy. ExxeropHas 3aboneBaeMocTb
coctaBnset npumepHo 0,06 Ha 100 000 peTeit monoxe
18 nert [7].
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ATUNUYHBI reMONUTUKO-YPeEMUYECKUI (alyC,
komnnemeHT-YC) oTHOocUTCA K opdaHHbiM 3abone-
BaHMAM U cocTaBnsetr 5-10% B cTpyktype YC [8].
MuHuctepctBom  3ppaBooxpaHeHus  Poccuiicko
®epepauuu al'YC BkloYeH B nepeyeHb pegkux (opdaH-
HbIX) 3aboneBaHuit (rpynna: bonesHu KpoBsu, KpoBeT-
BOPHbIX OPraHOB M OTAENbHbIE HApYLIEHUSA, BOBNEKalo-
e UMMYHHLIA MexaHu3m, kof MKB D 59.3). B HacTo-
Awee Bpema B Poccun ¢ guarHosom alyYC oduuymanbHo
3aperucTpupoBaH 121 B3pocnbiin n 287 pgeteir. o paH-
HbiM EBponeiickoro pecypca optaHHbIX 3a60/1€eBaHMil
(Orphanet), pacnpoctpaHeHHocTs al¥YC cocTaBnser
1-9 cnyyaes Ha 1 mnH. B CLIA 3abonesaemoctb alyC
coctaBnset 2 yen. Ha 1 maH. [9].

B ocHoBe AaHHOro CMHApPOMA NEXUT [UCperynauus
CUCTEMbl KOMMNEMEHT], Befyllas K rMnepakTuBaLum ero
ansTepHatueHoro nytu. CornacHo JaHHbIM PasiuyHbIX
peructpos, 6onee yem y 1000 naymneHtos ¢ alyC Gbiau
BbIfIBJIEHbl AHOMANMKU CUCTeMbl KoMmmnemeHTa [10-19].
3abosneBaHWe MOXET HOCUTb Kak cemeiiHblii (20%), TaK 1
cnopaguyeckunii xapaktep (80%) [10,11]. Tun Hacnepgo-
BaHuA npu cemeiiHom alyC — ayTOCOMHO-AOMUHAHTHBIN
UK ayTOCOMHO-peLecCUBHbIA. bonbWMHCTBO MyTaLuuii
ABNAIOTCA reTepo3UroTHbIMU. B CBA3M ¢ HenonHoM neHe-
TpaHTHOCTblo alYC, npubnusutensHo y 50% uneHos
CeMbH, HeCyL X MyTaLmio, 3aboNieBaHue He MaHUbeCTU-
pyeT po 45 net [7,12,20]. Ha cerofHsWHWiA fieHb U3BECT-
Hbl MyTaLMK B CNEAYIOLMX reHax PerynaTopHbIX OENKOB
W CUCTEMbI KOMMJIEMEHTA, UTPAIOLLUE POSb B MATOreHe3e
3aboneBaHus: komnnemeHtapHelii daktop H (CFH) -
20-30%, cepuHoBas npoteas3a nnasmbl (CFI) — 4-10%,
MeMOpaHHbIil KothaKTopHbIi npoTent (MCP unu CD46) —
5-15%, Tpom6omoaynux (THBD, aHpoTenuanbHelid rmu-
KonpoTeuH) — 3-5%, a Takxe daktop B (CFB) — 1-4%,
(3 - 2-10% u aHntu- CFH aHtuTena - 6%. [10-12,17-20].
Bce npeHTUdMUMpPOBaHHbIE MyTauMK B reHax NpUBOAAT
K M36bITOYHOI NpoayKumn C3-KOHBEpTa3bl, YTO B KOHEY-
HOM CY€Te onocpeayeT NOBpeXAeHNe KNeTOK IH[0TeNus
¢ pa3sutnem TMA. B 12% cnyyaeB y naumnenToB c al¥YC
BLIABNAIOTCA pasNuyHble KOMOUHAUMKM MmyTaumin [11,17-
19]. Tem He meHee, y 30% NaLMEHTOB 3TMONOMUS OCTaeT-
cs HeusBecTHoW [19].

MaHudecrtauus al'yC B fetckom Bo3pacTe Habnogaetcs
B 40% cny4aeB C O4MHAKOBOM 4acTOTOM Y MaNbYNKOB U
AEBOYEK, B TO BPEMs Kak y B3poc/blx febioT 3abonesa-
HUA oTMeyaeTca B 60% ciy4aeB v npesanupyet y nauu-
€HTOB eHcKoro nosa [10-13]. B 80% cnydaes 3abone-
BaHMe HauYMHaeTCs BHe3amnHo, Kak npaBuno, nocie ae-
CTBWSA NPOBOLMPYIOLLMX (DAKTOPOB, TAKMUX KaK, UH(EKLUY
BEPXHUX AblXaTe/bHbIX NyTeil, BUPYCHBIN racTPOIHTEPUT,
0epeMeHHOCTb, pexe — BeTpsHas 0Cna, BUPYC rpunna
HIN1 [21-25]. B naGopaTopHbiX aHanu3ax BbIABNSETCS
aHeMus, TPOMOOLMTONEHUS, NOBbILEHUE 3HAYEHUIT Kpe-
atuHuHa. OgHako B 20% cnyyaeB OTMeYaeTCs NoCTeneH-
HOe Hayano ¢ CyGKNMHUYECKON aHeMUel, KonebaHUaAMY

MLLUEMMYECKII KOJIAT HA ®OHE ATUITMYHOTO FEEMOJTUTUKO-
YPEMUWYECKOIO CMHAOPOMA (knuumueckoe HabnioneHume)

TpomGouuToneHuun. Mpu NocTaHOBKe AMArHosa noyey-
Has YHKLMA 0CTAeTCs coxpaHHoi [7,19]. BHenoueyHble
nposiBieHns 3abonesaHuns Bctpeyalotcs y 20% nauueH-
T0B. Hanbonee yacto (10%) BoBNEKaeTCs LeHTpanbHas
HepBHas cuCTeMa, B 3% ciydyaeB HabNAaETCA Kapano-
noruyeckas cumntomatuka. Takxke onucaHbl ciyyau
nopaxeHua nepudepmuyecknx COCyAoB, AbIxaTeNbHON
CUCTEMBI, XeNy[oYyHO-KUIWEYHOro TpakTa (naHKpeaTwuT,
renatouennionspHas HefOCTaTOYHOCTb, XKeNyAo4HO-
KulweyHoe KpoBoTeyeHue) [726-28]. Fidan K. et al.
coobwunu, 4to, cornacHo TypeuKoMy HaLMOHaNbHOMY
perucTpy Ha 2018 r., BoBjieYeHME XKeNy[04HO-KULWEYHO-
ro TpakTta Habntopanock B 20 (12%) cayyasx v nposBns-
nocb 60blo B 3NMUTacTpanbHOi 061acTW, PBOTONA, NOBbI-
WweHneM TpaHCaMUHa3, KPOBOTEYEHUEM, NaHKpeaTuToM,
WHBaruMHauwuein, xonenutmasom [29]. Johnson S. et al.
no NpoBefeHHOMY aHanu3y AaHHbix EBponerickoi negu-
aTpUYeCKON MCCNefoBaTenbCKOM rpynnbl MO remMonu-
TUKO-ypeMuyeckomy CUHApOMY, y 72 naumeHToB ¢ alyC
BbISIBUAM CXOXMe pe3ynbTathl. [opaxeHne KT Obino
3aperucTpupoBaHo B 8,5% HabOAEHN C KIMHUYECKO
KapTuMHOM nepdopauun TOHKOM KWLWKKM, NaHKpeaTwuTa,
abpomMuHanbHoro 60JeBOr0 CMHAPOMA, XONENUTUa3a,
nabopaTopHO BhISBAANM NOBbIWEHWe TpaHcamMuHa3s [30].
OuarHoctuka alYC npeactaBaseT 3HaYMTeNbHblE TPyA-
HOCTW B CBA3M C BapuabenbHOCTbo TeueHUs 3aboseBa-
HUA U pa3Hoobpasuem cumnTomoB. Kputepusamu nocra-
HOBKM [MarHosa cnyxar: Hanuuue Kymbc-HeraTuBHOI
FEMONITUYECKON aHeMuu (MCKIOYeHUe ayTOUMYHHOTO
XapaKTepa aHeMuu), TPOMOOLMTONEHUHM, OCTPOTO NOYEY-
HOrO MOBPEX[EHNA, OTPULATENbHBIN aHaNU3 Ha Hanu-
yne Wwura-tokcuHa E.Coli, S.pneumoniae, HopmanbHble
nokasarenn metannonpotenHassl ADAMTS13 (He meHee
5% OT HOPMbI), 4TO NO3BONAET NPOBOAUTL AUddepeHLm-
aflbHyl0 [IMArHOCTUKY C TPOMBOTMYECKOI TpoMboLuTO-
neHunyeckoit nypnypoit (TTM). HeobxoanMmMo UCKIIOUNTL
ayTOUMMYHHble 3ab0eBaHUA (CUCTEMHYIO KpacHyto
BOJIYAHKY, aHTU(OCHONUNUAHBIA CUHAPOM, CKNepoaep-
MUI0), @ TaKXKe fpyrue BTopuyHble TMA [23].
OCHOBHbIM MeTOfOM nedyeHus nauumeHtos ¢ alyC
go 2010 r. siensnack nnasmotepanusa [19]. B HacToswwee
BpeMsa Tepanueil nepBon NWHUW ABNAETCA npenapart
Ikynusymab, npepcraasowmii coboit aHtuteno k €5
dbpakuMn KomMnaemeHTa, GNOKMUpYIOLLee aKTUBALMIO Tep-
MWHaNbLHOTO NyTM KomniemeHTa. [lo Hayana Tepanum
IKynnu3ymabom HeoOXOAMMO MPOBOAMTL BaKLMHALMIO
nauueHToB npoTus Neisseria meningitis, Tak kak no6ou-
HbIM 3(hheKTOM npenapara ABNAETCA MOBbIWEHHbI PUCK
pa3BUTUA MEHWHTOKOKKOBOTO MeHMHruTa [31].

B 3apybexHbix Ny6anKaLuax HaiiaeH Nuilb OAUH ciydait
OMMUCaHMA MOPAXKEHUA KENYAOYHO-KULIEYHOTo TpaKTa
B (hopme MwWweMnyeckoro Konuta Ha (oHe aTMNUYHOro
reMoNUTUKO-YPEMUYECKOTO CUHLPOMA, B CBA3W C YeMm
npefcTaBieHue AAHHOTO KAMHUYECKOro HabntoaeHus,
Ha Hal B3MNAA, ABNAETCA aKTyaNbHbIM.

ISCHEMIC COLITIS IN AN ADULT PATIENT WITH ATYPICAL
HEMOLYTIC UREMIC SYNDROME (case report)
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Nauuentka X., 21 roga, NoCTynuaa B KAMHWUKY B utone
2018 ropa c anobamu Ha BblpaXeHHylo oblyio cna-
60CTb, rONOBOKPYXEHUE, CTYN A0 8 pa3 B CYyTKM C Npu-
Mecblo KpoBw, 6011 B XKUBOTe, NUxopaaky. N3 aHamHe3a
W3BECTHO, YTO 3abonena oCTpo, Hedenlo Hasafd, Koraa
nosiBUAKCH pe3kue 6oNK B KMBOTE NoC/e NpuemMa Kote-
MH-COLepXKaLLero HanuTKa, K KOTOPbIM NO3Xe Npuco-
efuHUNack cnabocTb, MHOTOKPATHBbIA XULKKIA cTyn 6e3
npumecn Kposu. bbina rocnutanusmpoBaHa B WMHpeK-
LMOHHYI0 60nbHMLY. M0 AaHHBIM NPOBEAEHHOI KONIOHO-
CKONWU HeNb35 GbIN0 UCKIOYUTL NCEBAOMEMOPAHO3HBIN
KOJIUT, TAXENYI0 aTaKy A3BEHHOrO KONNTA, B CBA3M C YeM
nauueHTKa Obia nepeBefieHa B HaWy KAUHUKY. 1o aaH-
HbIM (DM3MKANBHOTO WUCCNefoBaHMs, obliee COCTOsHME
pacLEeHMBaNoCb Kak KpaiiHe TAXenoe, CO3HaHWe Hapy-
LWEHO He 6bIN0, OTMEYANach aguHaMus, 61eAHOCTb KOX-
HbIX NOKPOBOB, Cy6debpunbHas Temnepatypa, ofbllKa,
YOO - 21 B muHyty, Taxukapaua (4CC - 100 ypapos
B MWHYTY), CHUXEHUe apTepuanbHOro AaBfeHUs [0
90/60 mm pr.cT. O6pawano Ha cebs BHUMaHWe pes-
Koe B3[yTue XMUBOTA NPWU OTCYTCTBUU NEPUTOHEANbHbIX
CMMNTOMOB, B CBA3M C YeM NaLMEHTKe NMPOBeAeHa IKC-
TpEHHasA KONOHOCKONWA 6e3 MOATOTOBKM KMIIKKM, Npw
KOTOpPOM NPOCBET CNenoi, BOCXOAALEHA KUIWKN pacLiu-
peH o 8-10 cm, cnusncTas 060104Ka 61eLHO-PO30BOIO
LYBETa, COCYAMCTHIN PUCYHOK YeTKui. [TpocseT nonepeuy-
HO1 060J0YHOM KULWKKM PE3KO CyXEH 3a CYeT OTEKa,
Ha CTEHKax KWWKW onpefenserca TPyAHOOTMbIBAEMbIN
HaneT cnu3n M GonblWoe KonuyecTBo HUOpUHA, cocy-
OMCTbIA PUCYHOK MOAHOCTblo oTcyTcTBYeT. Cnam3ucras
060/104Ka B BUAE «BAPEHOr0 MsCay, pbixaas, CUHIOL-

HOTO LiBeTa, CMOHTAHHAs M KOHTAKTHAsA KPOBOTOYMBOCTb
oTCyTCTBYIOT. [POCBET KULIKM, HAYMHASA C NeBOro U3rnba

PucyHok 1. I3Hdogpomo nonepeyHoli 060004HOU KULIKU: pe3Ko
0meYHas, CUHIOWHO20 ysema cau3ucmas 0601049Ka ¢ Maccus-
HbIMU HANOXKEHUAMU GuOpUHa
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1 L0 LUCTANbHOW TPETU CUTMOBUAHON KULIKK, PaClIMpeH
[0 8-9 cM, cnm3ucTas 060/104Ka OTEYHa, rMNepeMupoBa-
Ha, COCYANCTLIN PUCYHOK He npocnexusaerca. Ha cnu-
3UCTOi 060/104Ke ONpefenstoTcs y4acTKu Hempasuib-
HoW opMbl, NpoTaxeHHoCTblo 1,0-1,5 CM CUHIOWHOrO
LBeTa, C HaneToMm hubpuHa 1 6e3 CoCyanNCToro pucyHka.
Cnusncras 060104Ka [MUCTaNbHOW TPETU CUrMOBUAHOI
M NPsAMON KUWKK 6NefHO-pPO30BOrO LBETa, COCYAUCTIN
pucyHok yetkuit (Puc. 1).

Ha ocHoBaHMM (u3MKanbHOrO MccnefoBaHus, nabopa-
TOPHbIX AaHHbIX (aHemus — Hb — 76,0 r/n, TpombouuTO-
neHns — 65,0x10°/n), NHTOKCUKALMOHHOTO CUHLPOMA,
a TaKXe No pesynbTataM KOJOHOCKOMUM, Henb3s GblIo
UCKNIOYUTD HanM4yMe MpU3HAKOB OCTPOI aTakum Konu-
Ta HEACHOr0 reHe3a, a TaKXe WLWEeMWUYecKoro KonuTa
C nopaxeHueMm nonepevyHoil 060[0YHON, HUCXOAALEN
M CUTMOBMAHOW KWWOK. YUMTbIBAs pa3BuTME TOKCUYe-
CKOW funatauuu TONCTON KWUWKHW, GoNbHas Obina B 3KC-
TPeHHOM mopsfKke onepupoBaHa. WHTpaonepaunoHHO:
000404Has KMLLKa OT NPaBOro u3rnuba jo NpoKCcUManbHom
TPeTV CUTMOBUAHOW KWLWKKN paclumpeHa [0 6 CM, OTeYHa,
Ha Cepo3HOi 000M0YKE — WMHBELMPOBAHHbIE COCYAbI.
Bpbikelika 060[0YHON KMWKKM oOTe4Ha. [punexalue
K M3MEHeHHbIM OTAeNaM TONCTON KUWKKU TKaHU OTEYHB,
onddy3Ho KpoBoTouMBbl. KuweyHas cTeHKa Ha ypoB-
He npaBbiX OTAENOB OOOLOYHOM KMIIKYM, AUCTaNbHOI
TPETU CUTMOBUIHOMN KMWKKM UHTaKTHA (Puc. 2). B cBA3n
C TAXENbIM COCTOSIHUEM GOJIbHO, BBICOKMM PUCKOM pas-
BUTWA THOWMHO-BOCMANUTENbHBIX OCNOXHEHWNA, a TaKKe
[anbHeiWero pacnpoCcTpaHeHWs NaToNorM4YecKoro npo-
Lecca Ha npunexalie HeusMeHeHHble OTAeNbl KULWKH,
Obina BbINONHEHA CyOTOTANbHAA KONIKTOMUS C hOpMU-
poBaHMeM acLeH[0CTOMbl U CUTMOCTOMBbI.

Ha 1-e cyTku nocne onepauuu onpefensinoch CHUXKeHue

TeMna AUypesa, B KIMHNYECKOM aHann3e MouYM — mpo-
TeuHypus (6enok — 500 r/n). Ha 2-e cyTku, Hecmo-

PucyHok 2. lumpaonepayuorHas gomoepagpus: 06000yHas
Kuwka pacwupera 00 6 cM, CmeHKa U ee 6pbixelika omeyHbl,
C UHBeYUPOBAHHbIMU cOCyOamu, ommedaemcs Ougdy3Has Kpo-
BOMOYUBOCMb MKAHEU
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Tabnuua 1. JuHamuka nabopamopHsix nokazamesnel

"(:)CK’;‘;Z::L‘*M Hb Ht PLT ™ ALB | BUN | CRE | TBIL | ALT | AST | AMY
7-e cyTkM 840 | 271 600 45 2% 22 386 174 19 53 n
9-e cyTkM 860 | 269 | 580 45 19 42 493 7 10 32 245
5-5 Hepens 60 17 191 5 29 44 83 10,2 77 Pl 122
6-7 Hepens 92 25 228 | 517 | 312 67 81 66 231 | 217 114
8-5 Hepens 83 23 274 66 359 24 613 69 159 178 | 781

TPA Ha NMPOBOAWUMYIO WHTEHCUBHYIO Tepanuiw, oTMme-
4asoChb MNpOrpeccMpoBaHWe MNOYEYHOW He[oCTaTou-
HOCTM (HapacTaHWe a30TEMUW — MOBHIWEHWE KpeaTw-
HMHA C 386 MKMonb/n A0 510 MKMONb/N, MOYEBMHbI
C 22 MMOAb/N [0 42 MMONb/N, PE3KOE CHUXEHME TeMNa
Anype3sa, coxpaHeHue aHemuun (Hb — 86,0 r/n), Tpomb0-
untonenun (580x10°/n), runoanbbymuHemun (ALB -
19,0 r/n), runonatpuemum (Na — 133,0 mmonb/n), B CBA3M
C YeM nauueHTKa 6bina NepeBefieHa B OTAeNeHUE pea-
HUMaLMW MHOrONPOMUNBLHOTO CTaLMoHapa C OTAENEeHu-
eM remoananusa. Mpu noctynneHumn obuiee cocTosHue
paclieHMBanoCh Kak Tsenoe, ctabunbHoe. Mo wkane
APACHE 17 6annos, SOFA 7 6annoe. Temneparypa Tena
36,6 C, YOO 20 pbixaTenbHbiX ABUMXEHWIA B MUHYTY,
Sp0, 100% npw pAbixaHUW aTMocdepHbIM BO3LYXOM,
ALl 133/86 mm prt.cT., YCC 100 ygapos B muHyty, LB
90 MM BOAH.CT. B 061iem aHann3e KpoBM NEMKOLMTO3 —
11,1x10°/n, aHemuss — Hb — 74 r/n, TpomGouuTone-
HUA — 25x10°/n, B 6MOXMMUYECKOM aHanu3e KpoBu —
runonpoTenHemMus — 477 r/n, runoanbbymuHemus —
23,4 1/n, NoOBbIlEHWE KpeaTUHMHA — 552 mMKMonb/n,
ACT - 62,9 En/n, amunasel — 297 Eg/n (Tabn. 1).

Mpu ynbTPa3ByKOBOM UCCAEA0BAHUN OPraHOB BPIOLHOI
NOMOCTM U NOYeK — NPU3HaKN YyMEPEHHOro oTeKa NapeH-
XUMbl MOYEK C YCUNEHUEM KOHTPACTHOCTU, OGHAPYKEHI

TaKe 4BYCTOPOHHWIA NNIEBPUT, CHUXKEHUE BO3AYIIHOCTY
HWKHUX foneit 06eux nerkux. B otaeneHun peaHumaymm
NPOBOAMAACh UHTEHCUBHAA Tepanus: aHTUOUOTUKOTE-
panus, napeHTepanbHoe NUTaHUE, KOPPEKLUA TUMoab-
OymMUHEMUW, Ma3mo/remoTpaHcdy3us, nepenuBaHue
TPOMOOLMTAPHO MacChl, aHTUKOATyNAHTHAsA, NPOTUBO-
OTEYHas W HelpONpPOTEKTUBHASA Tepanus.

Mo pesynbTatam rMCTOOMMYECKOTO UCCNef0BaHUA one-
paLMOHHOrO mpenapata OTMeYanu BblpaXKeHHbIe Hapy-
WeHUs MUKPOLMPKYNALMM U MPOHULAEMOCTU COCYLOB
C Pe3KO BbIPaXKEHHbIM OTEKOM CTEHKM KULIKK, HANUYNEM
UWEMUYECKNX U3MEHEHUI cin3ucToi (BeposTHeE BCero,
BTOPUYHOTO XapaKTepa), MHOXXECTBEHHbIX TPOMOOB, Npe-
MMYLLECTBEHHO B MEJIKUX COCYAAX MOACIMU3NUCTOrO COS,
HaauuMe TPOMOOB B YAaCTU MENKMX BeH (C y4eToM WX
CTPOEHUs W [aBHOCTU), 4YTO, BeposTHee Bcero, oby-
C/IOBJIEHO HApYLWEHUAMKU KPOBOTOKA B CTEHKE KULKK
M NEepBUYHBIMU W3MEHEHUSIMU COCYAOB MUKPOLMPKY-
NATOPHOTO pycna. YuuTbiBas KAMHUYECKYIO KapTUHY W
MOpdONOrNYecKne M3MEHEeHUA B VAANEHHON KHULUKe,
HEOOXOAMUMO UCK/IIOYEHWE TOKCUYECKOTO reHesa nopa-
KEHUSA, BKIKOYAA TeMONUTUKO-YPEMUYECKUIA CUHLPOM
(Puc. 4, 53,6).

MauueHTKa KOHCynbTUpOBaHa HedponoroMm — 6bin
MOCTaBfieH AWArHO3 aTUMUYHbLIA TEMONUTUKO-YpeMUYe-

6

Pucynok 3 (a,6). Maxkponpenapam peseyuposarHol Kuwku. C1u3ucmas memMHo-KpacHo20 4sema ¢ MAcCUBHbIMU HANOXeHUAMU
€epoBamo-3esieHblx NJICHOK, CO CIUBAIOUUMUCS KPOBOU3NUAHUAMU, OMEYHAS, CKAA0KU 2pybble. BudHa yemkas epaHuya nopaxeH-
Holi u 300posoli yacmu Kuwku. 6).®pazmeHm 6071020 CANLHUKA C yMEPEHHO NOTHOKPOBHbIMU COCYOamMu
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CKnit cuHapom. [auueHTKe npoBefeH psap nabopa-
TOPHbIX WUCCNe[OBAHWUA ANA UCKIIOYEHUS ayTOUMMYH-
HOW TeMONUTUYEeCKOi aHemuu (oTpuuaTtenbHas nps-
Mas npoba KymGca, wusouuTel B Maske Kposu — 3%),
a TaKxXe ANA UCKNOYEHUA CUCTEMHBIX ayTOUMMYHHbIX
3aboneBaHuii (CMCTEMHas KpacHas BOMYaHKa, aHTUdOC-
honMNUAHbIA CUHLPOM), OTPULATENbHbIE pe3ynbTaTbl
Ha KuweyHble MHdekunu, a umenHo E.Coli). Mocne
3TOro GblI0 PEKOMEHAOBAHO MO KM3HEHHbIM MOKa3a-
HUAM NpOBefeHNe KOMNIEMEHT-0N0KMpYIoLLEel Tepanuu
npenapatoMm 3JKynu3ymab, a Takke BaKUMHALWUA Npo-
TUB MEHWHTOKOKKOBOW MHMekuun (Menaktpa 0,5 mn).
Ha 6-e cyTku y 601bHOM pa3BUACS UHGAPKT r0JOBHOMO
MO3ra B 00enx 3aTblNouYHbIX foiax. Ha 20-e cyTku npu
NONbITKE NPOMOTUTL XUAKOCTb NPU COYTON MaHxeTe
TPaxeoCTOMUYECKOMN TPYOKM OTMEYANOCh NONEPXUBAHUE,
NOCTYNNEHWUE XUAKOCTH Yepe3 TpyOKY, Hbina BbINOJHEH
330(haroracTpofyoieHOCKONNA, LMarHoCTUPOBaH nulle-
BOAHO-TPaxeasbHblii CBULL, ObiNa NpoBefeHa UHTYGALUS
TOHKOM KWWKK. B cBA3M C coxpaHeHWem Tpaxeo-nuie-
BOJHOMO cBUWA Ha 30-e cyTku (4 Hepens oT nepe.o-
Aa B MHoronpodubHbIA cTauuoHap) 6bi10 NpoBefeHo
onepaTMBHOE BMELWATENbCTBO B 0ObeMe LLepBUKOTOMUH,
pa3o0LeHUs Tpaxeo-NULWEBOAHOTO CBULLA, HANOXKEHUS
KOMOWUHMPOBAHHOW racTPOCTOMbI, MHTY6ALMUK Tpaxeu no
OpoHxockony. lNocneonepayuoHHbI Nepuog npoTekan
0e3 oCnoxHeHWl, Ha 6-i Hepene nmpekpalleHa aHTU-
OuoTuKoTepanus, obliee cocTosHWE CTabunM3MpoBa-
JI0Cb, W MaLMEeHTKa BOblna NepeBefeHa B XUpypruyeckoe
oTaenenue. lpu nepesofe B oTAeNeHMe HabMoO[ANUCH
cneayolme nabopatopHble nokasarenu: Hb — 91,0 r/n,
TpomboumuThl — 209x10°/n, obwmit G6enok — 51,7 r/n,
anbbymMuH — 31,2 r/n, MoYeBUHA — 5,4 MMOJb/N, KpeaTu-
HUH — 96 MKMOJIb/N, 06WWMiA GUANPYOUH — 11,7 MKMONb/ N,
HaTpuit — 129 mmonb/n. K 8-it Hepmene npebbiBaHUs
B MHOrOnpoQuibHOM CTaLMOHApe, OTMEYEHO MOJIHOe
BOCCTAHOBNIEHWE 3a30TOBbILENUTENbHON YHKLMK NoYeK
M HOpManu3auusa rematonorMyeckux nokasarene
(Onarpamma 1). NMauueHTKa BbinMcaHa nog HabnoaeHue
Hedponora, xupypra W TepaneBTa N0 MeCTy XUTenb-
CTBa C NOCAefylUM BHECEHUEM B PeecTp NaLWeHTOoB
c opthaHHbIMKM 3a60neBaHUAMU. B ganbHeiwem npopfon-
XeHa nartoreHeTWyeckas MNOAAEPXMBAIOWAsA NPOTUBO-
peuuanBHas Tepanusa.

OBbCYXAEHNE

B npeacTtaBJi€eHHOM KJIWHUYECKOM Ha6ﬂ}0ﬂeHI/IVI Mbl
CTOJIKHYNUCb HE TOJIbKO C peAKNM, YITPpOXKakLWnM XN3HN
3a60J'IeBaHI/IEM, HO U C HECTAHAAPTHbIM €ro Te4eHNeEM.
Mo NINTEPATYPHBIM  OAdHHbLIM, AuUapea B NpPoApOMalib-
HOM nepuoje 3abonesaHus asssercs XadPaAKTEPHbIM
CMMOTOMOM TEMONUTUKO-YpPEMNYECKOTO CUHAPOMa,
dCCOUMNPOBAHHOTO C 3HTEPONATOr€HHbIMK LWTAMMaMU

KOJIOMPOKTOJIOIUS, Tom 18, N22 (68) 2019

KMWeEYHON nanoyku, n Bctpeyaetca B 90-95% cny-
yaes [2,3,7]. B Hawem HabaogeHuu Hayany 3abone-
BaHUA NMpeAlecTBOBaNa AMapes C MPUMEChbio KpoBH,
4TO NMpWBENO K 3aTpyAHEHWAM B MOCTAHOBKE [MarHo-
3a. MaHudectauus 3aboneBaHus npuiwnace Ha 6-i
A€Hb, YTO COMOCTaBUMO C JIUTEPATYPHLIMU LAHHBIMU
(2-14 pHei) [23]. B onucaHHOM HabnOAEHUM BHeMO-
YeYHbIM MPOSBNEHUEM ObIIO NMOPAXEHUE KENYAOUYHO-
KWWEYHOro TpaKTa, YTO NMPOTUBOPEUUT JUTEPATypPHbIM
AaHHbIM, COTNACHO KOTOPbIM OCHOBHbIM BHEMOYEYHbIM
nposineHnem ssnsetca nopaxeHue LHC [726-28].

SR

PucyHok 4. Cpe3 kuwku. CmeHKa moacmol KUWKU C BbIPAXKeH-
HbIM OMeKOM NOOCAU3UCMO20 C/I04, ULUeMUYeCKUMU U3MeHeHU-
AMU 8 CAU3UCMOL C MACCUBHBIMU HAMOXEHUAMU MACC HUOPUHA
Ha NoBepxXHOCMU. YB. x4, 0KPACKA 2eMAMOKCUNUHOM U 303UHOM

?. - b o

E
: . R
Pucynok 5 (a,6). /possneHus Mukpoaxauonamuu 8 cmeHKe
Kuwku: ouanedesHble U 04a208ble KPOBOU3UAHUS B8 CAU-
3UCmoM U noACAU3UCMOM CJI0SX, KPAcHble U GubpuHossie
mpombbI 8 MesKux cocydax nodcausucmoeo cios. (a —ys. x50,
6 — y8. x100, 0KpACKa 2eMamoKCUNUHOM U 303UHOM)

e 2 <
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Nuarpamma 1. JuHamura na6opamopHsix nokazameneli 0o u nocie Hayana mepanuu IKyausymabom
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BosneueHne XKT moxeT nposBnaTbcA naHKpeaTutoMm,
KWLWEYHbIM KPOBOTEYEHWEM, FenaToLeNoNAPHON Hepo-
CTaTOYHOCTbIO. B nuTepatype Mbl HawWnW TONBKO OAWH
cnyyait TeyeHus alyC y naumeHTku 50 neT € TAXENbIM
nopaxenunem LHC u KT B dopme wnwemuyeckoro
NaHKOAWTA, YTO NOTPeBOBANO BbINOJAHEHUS TOTANbHOIA
konaktomuu (Ohanian M. et al.) [32]. B Hawem knuHu-
YeCcKOM HabNIOAeHUM BTOPbIM 3KCTpapeHaNbHbIM Npo-
AneHnem crano nopaxenue UHC B dopme nHdapkra
rOJI0BHOMO MO3ra, MaHUdecTMpoBaBLueecs reHepanu3o-
BaHHbIM CYLOPOXKHbIM MPUMNAAKOM K KOHLY 2-/ Hegenw
0T Havana 3abonesaHus. NpeHTnyHoe nopaxenue LIHC
ynoMuHaeTcs B psae nybankaumii [29,30,34]. NatoreHes
nopaxeHua LHC cBaszan c mynbTudokanbHon TMA,
apTepuanbHoii runepTeHsunei, MeTabonMyecKMmMn Hapy-
WeHUsMM, OOYCNOBNEHHBIMW NOYEYHOI HefoCTaTou-
HOCTbIO (Ypemusi, 3NeKTPoNAnTHBIA aucbanaHc) [29,33].
Heo6xoAMMO TaKxe OTMETUTb, YTO CBOEBPEMEHHOE
Hayano naToreHETUYecKOoW Tepanuu ABAAeTCA KO-
YeBbIM MOMEHTOM VCMELHOro jieyeHuUs 3aboseBaHus.
Mo faHHbIM NUTEPATYpbl, XPOHUYECKas NoYeyHas Hepo-
CTaTO4HOCTb pa3susaetcs B 50% cnyyaes, a noKasarenu
NIETANIbHOCTU B OCTPOM Mepuofe 3aboneBaHus Kone-
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