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AHHOTanMs. AxmyanibHocms u yeau. PacCMOTpeH YHUKaIbHBIN Cllydaid aTHITHYHOTO TeMO-
JTUTUKO-ypemudeckoro cuaapoma (al'yYC), HauaBmierocss ¢ CHMOTOMOB TSDKEJIOTO TTOpaske-
HUS JKEITYZ04YHO-KHIIIEYHOTO TPAKTa C [UIMTEIbHOW MHOTOKpATHOW aAnapeel u 00JeBbIM a0-
JOMHHAIBHBIM CHHIIPOMOM, KOTOPBIE BBIXOAMIN Ha MEPBBIN IJIaH, UMUTHPOBAIN TICEBIO-
MEeMOpaHO3HBIA KOJIUT, UCKIIOYUTh KOTOPBIH CTajJ0 BO3MOXKHO C Y4E€TOM OTPULATENILHBIX
pesynbpTaToB uccinenoBanus Ha Clostridium Difficile u B cBsi3u ¢ oTcyTcTBHEM 3 dekTa oT
JICYEHUs] BAHKOMHLIMHOM. YHHMKaJIBbHOCTh JIAHHOTO CJIy4asi 3aKiII04aeTcs He TOJbKO B He-
00BIYHON MaHHU(ECTANH, HO M B UPE3BBIYANHO PEAKOH BCTPEIaEMOCTH TaHHON MATOJOTHH
cpeau B3pociioro HaceneHus. CBoeBpeMeHHas auarHoctuka al YC ¢ HCHOJIb30BaHUEM
B JICYCHUH MATOT€HETUYECKHX MTPENapaToB MTO3BOIMIIA JOOUTHCS OIaronpHusaTHOTO UCXOAA Y
JAHHOTO TmanueHta. Mamepuanst u memoowvl. IlpoBeneH aHamu3 UCTOPUM OOJIE3HH H
HaOJIOZICHUS 3a MAIIMEHTOM, TOCITUTAIN3NPOBAHHBIM B He(poslorndeckoe oraenenue Mop-
JIOBCKOW pecryOJIMKaHCKOW LEHTPaIbHOW KIMHUYECKOW OonbHULBI I. CapaHcka. Pe3)ib-
mamoi. OyIbBMUHAHTHOE pa3BUTHE 3a00JICBaHUS C TSDKENBIM ITOPAKEHHEM KEITyI0YHO-
KUIIEYHOTO TPAKTa, MOYEK, JIETKUX, MUKPOAHTHOTIATHYECKUM T'€MOJIM30M, TPOMOOIIUTOIIE-
HHUEH, TOBBIIICHUEM JIAKTaTACTHIPOTeHa3bl KPOBU M CHIDKCHHEM aKTHBHOCTH METaJUIONPO-
tenHassl ADAMTS 13 mo3Bonwmnu quarnoctupoBaTh al YC. 3a cyeT UCcoiab30BaHus MaTo-
TeHEeTHYECKOH KOMIIJIEMEHT-OJIOKUPYIOIIEH Tepariuy 3KyJIU3yMaOoM JTOCTHTHYTHI perpecc
KJIMHUYECKUX TPU3HAKOB 3a00JI€BaHNUs 1 HOPMAIM3ALHsl TJaOOPaTOPHBIX MOKa3zaTenel. Bui-
600vl. Teuenne al'YC otimuaercsi HEOIArompUSTHBIM IIPOTHO30M, PHCKOM BHE3AITHBIX
OCJIO)KHEHHUH, MO3TOMY CBOEBPEMEHHAsl IUArHOCTHKA IJAHHOTO 3a00JIeBaHUS y MallUEHTa,
OCHOBaHHasl Ha KIIMHUKO-JTa00paTOPHBIX IMPU3HAKaX TPOMOOTHYECKOH MHMKPOAHTHOIATHH:
MHKpoaHruonarudeckas KymOc-HeraTuBHasi reMOJMTHYECKast aHEMUsI, TPOMOOLIUTOIICHUS,
MIOJIMOPTAHHOE TTOPaKEHNE: OCTPOE IMOBPEXICHHUE MOYEK, JETKUX (ITHEBMOHHT, aTeleKTa-
3Bl), KUIIEYHUKA (IPO3UBHO-SI3BEHHBIN KOJIUT), MTOKETYJOYHOH *Kee3bl (I0I0CTPHIi maH-
KpEaTHT, TPAaH3UTOPHAs! THIICPIIIMKEMUs), — TIO3BOJIMIIA JTOOUTHCS TOJIOKUTEIBHON JMHA-
MHKHU Ha (OHE JIeYeHH IpernapaToM dKyIu3yMaOoM, BOCCTaHABIUBAIOIINM PETYJIALHIO aK-
THUBHOCTH CHCTEMbI KOMIUIEMEHTa B KPOBH. bONIbHBIE ¢ TaKUM Mar€Ho3oM TpedyloT 0cobo-
IO BHUMAHUS C NOKU3HEHHBIM HAOJIIOAEHUEM U JICUCHUEM U3-3a BBICOKOTO pHCKa BHE3all-
HBIX OCJIO’KHEHUH.
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noctyneH no suneHsun Creative Commons Attribution 4.0 License / This work is licensed under a Creative
Commons Attribution 4.0 License.
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Abstract. Background. There is a clinical case of an atypical hemolytic-uremic syndrome
(aHUS), beginning with symptoms of heavy damage of the gastrointestinal tract with pro-
longed repeated diarrhea and abdominal pain. They were imitating a pseudomembranous
colitis, which was made possible to exclude due to the negative Clostridium Difficile test
results and the lack of effect from treatment with vancomycin. The uniqueness of this case
is in the rare occurrence of this pathology among the adult population . Timely diagnosis of
aHUS, pathogenetic treatment help to reduce mortality. Materials and methods. Analysis of
the medical history and observation of the patient, who hospitalized in the nephrology de-
partment of the Republican Hospital of Saransk. Results. Fulminant development of the
disease with damage of the gastrointestinal tract, kidneys, lungs, microangiopathic hemoly-
sis, thrombocytopenia, increased blood lactate dehydrogenase and decreased activity of
ADAMTS 13 metalloproteinase have enabled to diagnose aHUS. Using pathogenetic com-
plement-blocking therapy with Eculizumab achieved regression of clinical signs of the dis-
ease, normalization of laboratory parameters. Conclusions. The course of aHUS is charac-
terized by an unfavorable prognosis, the risk of sudden complications. The diagnosis of this
disease based on clinical and laboratory signs of thrombotic microangiopathy, such as mi-
croangiopathic Coombs-negative hemolytic anemia, thrombocytopenia, multiple organ
damage: acute damage to the kidneys, lungs (pneumonitis, atelectasis), intestines (erosive
and ulcerative colitis), pancreas (subacute pancreatitis, transient hyperglycemia). Timely
diagnosis allowed to achieve positive dynamics against the background of treatment with
Eculizumab, which restores the regulation of the activity of the complement system in the
blood. Therefore, patients with this diagnosis require special attention with lifelong moni-
toring and treatment, due to the high risk of sudden complications.

Keywords: atypical hemolytic-uremic syndrome, thrombotic microangiopathy, thrombotic
thrombocytopenic purpura, thrombocytopenia, complement-blocking therapy
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BBeagenne

HakonuieHHble naHHBIE 10 W3YYEHHUIO ITHOJIOTHH, MATOTeHE3a Pa3IMYHBIX
BapHaHTOB TpoMOoTHuecknx Mukpoanrmomnatuéi (TMA) mo3Bomwiam co3maTth HO-
BYIO KJacCU(UKAIHIO, B KOTOPOH BBIACISIOT NEpBUYHBIC BapuanTel TMA, pa3Bu-
BalOIMeCs] B OTCYTCTBHE JPYTHX 3a00JI€BaHWN, U BTOPUYHBIC, BOSHHUKAIOIIHE Ha
(dhone npyrux OoJie3HEH.

[lepBuunsie TMA:

— TpoMOoTHUecKas TpomboruroneHndeckas mypmypa (TTII) — Tsoxenbrit
nedurut pepmerta ADAMTS13 (aktuBHOCTE Meree 10 %) [1];

—STEC-I'YC — TunuuHbléi TemMonuTuKo-ypemudeckuii cunapoM (tI'YC),
orocpenoBaHHbIN uHbekuen Escherichia coli, npoaynupyomniei NMraToKCHH;

— aTUNWYHBI TeMONUTHKO-ypeMuueckuii cunapom (al'YC), mpencrasmisio-
Uil co00H KOMIUIEMEHT-0TIocpeioBaHHy0 TMA, pa3BHBAIOIIYIOCS BCIICIACTBHE
M30BITOYHON aKTUBAIlMU CHUCTEMBI KOMILJIEMEHTa; Y OONbLIeH MOJOBUHBI MallleH-
TOB OH OOYCJIOBJICH T€HETHYECKUMH HAPYIICHUSIMHU PETYISATOPHBIX OCIKOB CHCTE-
MBI KOMIUIEMEHTA.

Ilo umeromuMcs CBEACHUAM, U3JI0OKEHHBIM B KOHCEHCYCE IO CTaHAapTHU3a-
uuu Tepmunosniorud TTII u poncrBeHHbix TMA, ipeCcTaBIEHHBIMUA MEXyHAPO/I-
HOH paboueit rpynmoit mo TTII, nmoBpexaenue cocyaoB npu TMA — 310 0coObIi
TUT TIOBPESKICHHS, XapaKTePU3YIOIIMICI OTEKOM JHOTEIHAIbHBIX KIETOK, OT-
CIIONKON uX OT 0a3albHON MEMOpaHBI, pacIIMPEHUEM CYOIHIOTEIUATHHOTO IPO-
CTpPaHCTBa C HAKOIUICHHEM B HeM aMOpP(HOro MeMOpaHOMOJOOHOrO MaTepHuana M
obpazoBarreM TPOMOOB, COIEPIKAIITIX TPOMOOIMTHI U (GUOPHH, TPUBOIAIINX K OK-
KJIIO3UU TIPOCBETA COCYZAA, YTO BBI3BIBAET Pa3BUTHE MIIEMHU OPraHOB WU TKaHEH
U, KaK cJeJCTBHIE, Pa3BUTHE TOJIMOPTaHHON HEOCTATOYHOCTH U THOEIh OOJBHBIX [3].

Knunnueckumu npossiaeausiMu TMA SBISIOTCS TPOMOOIIUTONIEHHSI, MUKPO-
aHruonaruyeckas remonutuueckas KymOc-HeraTuBHas aHeMusl (MEXaHHUYECKHUH
TeMOJIH3), TUXOPaaKa U MOPAKEHHUE PA3IMIHBIX OPTaHOB, TNIABHBIM 00pa3oM TOYEK
U ICHTpadbHOW HepBHOU cucTeMbl. [loatomy mis al'YC xapakTtepeH 3HAUHTENb-
HBI ToUMOp(r3M cUMNTOMOB. OIHAKO OCHOBHBIMH TMPOSBICHUSAMH OOJE3HU
OCTalOTCS: TPOMOOITUTOTIEHHS, MUKPOAHTHOTIATHIECKas TEMOJUTHYECKAs aHEeMHUS
(MATA) u octpoe moueunoe nopexaenue (OIIIT), oOpa3yromnue KIacCHYECKYHO
tpuany TMA [3-5].

[To nmeromuMcst TaHHBIM, U3J10)KEHHBIM B KIIMHUYECKUX PEKOMEHAINSX T10
JuarHoctuke u yieueHuro al'YC, «mpu ycIOBUM COYETaHUS TEHETHYECKUX aHOMa-
JUH B CHCTEME KOMILIEMEHTA W BO3ACHCTBHUSA (PAKTOPOB BHEIIHEH CPEIbI, KOTOPHIC
UTPAIOT POJIb TPUITEPOB, MPOBOIUPYIOMINUX OMOJHUTENBHYIO AKTHBAIMIO KOM-
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TUIEMEHTA y TpeAPacIooXKECHHBIX UL, BO3MOkHO pa3Butue al'YC. Haubonee ua-
CTBIM TPUITEPOM CIIY)KaT MH(EKUUH, B NEPBYIO OYepeb, AbIXaTEIbHBIX MyTEH M
KEIyJOYHO-KUIIEYHOTO TpakTa. Jlumapes mpenmiecTByeT Hadaldy 3a00JIeBaHUS
npumepHo B 23-30 % cmyuaeB, mpuueM B 4acTh U3 HuX BbiiBisgerca STEC-
uHeknus. Cpean mauuentoB co STEC-undekuuneil, obcineqoBaHHBIX B CBS3H
¢ nmopo3penueM Ha al' YC u3-3a yITbMHUHAHTHOTO TEUEHHs OOJIE3HU, HATUYHA Ce-
MEHHOro aHaMHe3a Wik peruanuBoB TMA, reHeTrueckue AeQEeKThl UACHTU(UIIU-
poBaHbl B 22 % ciyuaeB. H(eKunn BEpXHUX IBIXaTEIbHBIX MyTeH Kak TPUITEP
al'VC 3apeructpupoBansl y 18 % OonbHbix. Hepenko 3aboneBanusiMu, mpemie-
creytonumu passututo al ' YC, seistores rpunm HIN1 u BeTpsiaas ocmay [6, 7].

JlanHasg maronorus BCTpeyaeTcs PEaKo, YTO 3aTPyIHSET CBOEBPEMEHHYIO
MOCTaHOBKY AuarHos3a. [losromy nuarao3 al'YC monTBep:kaaeTcsi TOJNBKO IOCTE
UCKJIIOYEHHUs 3a00JIeBaHN, UMEIOLINX [TOXO0XKHE XapaKTepHble KIMHUYECKUE U Ja-
OopaTtopHble IposiBIeHHS, cBoiicTBeHHbIe U i al YC, HO HCKIIOUalomue qpyrue
TMA, mpexne Bcero TTII u centuueckue TMA, a takke aHTHDOCHOTHATAIHBIN
cuagpoM (ADC), cucTeMHyI0 KpacHYIO BodaHKy, TMA mpu 37110KaueCTBEHHBIX
HOBOOOpa3oBanusix [7, 8]. Bompoc muddepeHnmanbHON AUATHOCTUKYU SBISETCS
IPUHIMIINAIBHO BaXKHBIM, IIOCKOJIBKY KIMHUYECKHE U JJA0OPATOPHBIE MIPOSIBICHUS
9THX 3a00JIeBaHUH BO MHOTOM CXOZHBI, 8 HOAXOBI K JICUEHHUIO paziauyarorcs. [lpe-
JeNbHO PaHHSS AWArHOCTHKAa CIIOCOOCTBYET Hanbosee OJaronpuiATHOMY HCXOAY
3a0oseBanus [9].

B teuenue anurensHoro nepuona miasmorepanus (I1T) sBasnace oqHuM 13
0a30BBIX METOIOB JICUEHHs 3TOro 3aboneBaHus. B HacTosImee BpeMsl eIMHCTBEH-
HBIM TpenaparoM Ipu JiedeHuu al' YC sBiseTcs nmpeacTaBUTENb IPYIIbI KOMILIE-
MEHT-UHTHOUPYIOLIMX aHTUTEN — 3Kynu3yMad. JlaHHBIH npenapaT npeacTaBisieT co-
001 uenoBeueckoe MOHOKJIOHaNbHOE aHTUTeNno k C5-¢axTopy KomruiemeHta. He-
KOHTpOJIMpYyeMas aKTUBAIMsd KOMIUIEMEHTa, CO3Jarollas yCIOBHA Ul BHE3AIHBIX
OCJIOKHEHHH, TPEOyeT MOCTOSTHHOTO IIPOBEICHUS TEPAITHH dKyIn3ymMadom [9].

Pe3yabTaThl nccjie10BaHus U 00CYKIeHHE

Jlanee npencTaBieH YHHUKQJIBHBIA U YPE3BBIYANHO PEAKO BCTPEUYAOLIUICS
KIIMHUYECKUH cllydali ¢ HeoObuHOM MaHu(ecTarueii [10].

BonwsaOM M. (55 meT) oOpartuics 3a MEIUIIMHCKON MTOMOIIBIO C dicanobamu
Ha 001y cnabocTh, OBBIIICHHE TeMIlepaTypbl Tena 10 39,4 °C, 4acThlil KUIKUHA
CTyn 10 5-6 pa3 B CyTkH, OOSI3Hb NpHeMa MHIU. AHamHe3 3a00iesanus: 3a00men
15.11.2019, nmosiBuicsa cyxoil HEMPOAYKTUBHBIN Kalllelb, IUXOpaaKa TeKTHYECKOTO
TUNA, BBIpAXKEeHHAs o0mIast cnabocth. JuarnoctupoBana OPBU, npuauman wHraee-
puH, THUIposieT 0e3 yiydmeHus camouyBcTBHA. 19.11.2019 KOHCYIBTHpOBaH HWH-
(beK]_II/IOHI/ICTOM, HCKIIIOYCHA IreMopparvdeckas Jmxopajaka ¢ nNo4Y€4YHbIM CHHAPOMOM
(T'JITIC), Ha peHTreHOrpaMMe JIETKUX JHATHOCTHPOBAHA MPABOCTOPOHHSS TTOJIHCET-
MeHTapHas mHeBMOoHHUA. C 19.11.2019 mo 27.11.2019 maxoamics Ha cTalliOHAPHOM
neuennu B PecyOnukanckoit knmHnyeckoit 6onpHune Ne 3 r. CapaHcka ¢ quarHo-
30M «BHerocnuTaigbHas MPaBOCTOPOHHSS OdYaroBas IMHEBMOHHs». B maboparop-
HBIX aHanmu3ax (Tabiy. 1) HaOrOmaeTcs TPOMOOIMTONCHHS U YCKOPEHUE CKOPOCTH
ocemanus spurporuToB (CO3J). OTMedanoch MOBHIMIEHHE MOYEBHHBI KPOBU JIO
14,8 MMoOITB/T1, B aHANTM3aX MOYH OOHApY>KEHA CIieAoBasi MPOTeHHYpHs (Tad. 1).

[IpoBenen kypc aHTHOAKTEpUANBHON Tepanmuu HedTPUAKCOHOM, a3UTPOMHU-
LUHOM, SPUTPOMULMHOM. Ha KOHTPOJIBHOIN pEeHTreHOrpaMMe JIETKHUX: MHEBMOHHUS
B CTaJUH pa3peleHus. bpul Beiucan qoMoil o amOynaTopHOe HAaOMIOAEHUE Te-
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paneBTa. CaMOUYyBCTBHE OOJBHOTO HE YIYUIIMIOCh, COXPAHSIACH JIUXOPAIKa IeK-
trdeckoro tuna 39-40 °C, BepakeHHas o01mias ¢1abocTh, TUCKOMGBOPT B KHUBOTE,
YacThIil JKUIKAW CTYJ, TOSBHINCH OONHM W TPHUIIYXJIOCTh KOJEHHBIX CyCTaBOB.
05.12.2019 mOBTOPHO TOCIHUTATU3UPOBAH B TEpalleBTHUSCKOE OTAeIcHUE Pecmy0-
JUKAHCKOM KIuHUYecKo# OompHUIe Ne 3 r. CapaHcKa ¢ orcanobamu Ha 4acThId 10
20 pa3 B CYTKH JKHIKHIA CTYJ, MOSBIJINCH OTEKU JUIA, TOJICHEH, JTOABDKEK, CTOIL.
IIpu moctymnenun: Temmeparypa Tena 38,5 °C. OTeku TONEeHEH, JTOABDKEK, CTOII.
JKusot B3ayT, pu nanenanuu 0e30one3HeHHBIN. Jnapes. C y4eToM cTeneHH Ti-
xectd 05.12.2019 Obin mepeBeseH B OTIENICHHE peaHMMaliH. Pe3yiabpTaTsl uccie-
JIOBAaHUH B OTJEICHUM PECaHUMAIIMU M MHTCHCUBHOU TEparuy: Mpu 00CIeTOBAHUN
BEIIBJICHO TIOpaKEHHE JIETKHX, TT0 JAaHHBIM KoMIbioTepHOI TomMorpaduu (KT) mer-
KHX W BHYTPeHHHX OopraHoB oT 06.12.2019: B Jerkux «HeXHBIC» WHOUILTPATH —
JIBYCTOPOHHMI 0a3aibHBI THIPOTOPAKC, MHHUMAIBHBIN TUIPONCPUKAP, XKHJI-
KOCTh B OptromrHoW mosioctd. B nunamuke mo KT opraHoB rpyaHoi KIETKH OT
10.12.2019 m ot 19.12.2019: KT-kapTrHa HEOOIBIIONW HEXHOW 30HBI HHPHUIHTPA-
uu B S1 cieBa, yuyaCTKH ITHEBMOILIEBpOGhUOpO3a B BEpXHEH JI0JIe CIeBa U B HHXK-
HUX JIOJISIX ¢ 00enx ctopoH. uddy3uslil mHEBMOCKIepo3. [THeBMoIIeBpaIbHbIe U
MHEeBMOHadparManbHble CHalku ¢ 00emX CTOpoH. JIByCTOpOHHWU Oa3aibHBIN
rUApoTOpakc. MuUHMMaNbHBIN TUAponiepukapa. [lo qaHHBIM yIBTPa3BYKOBOTO HC-
cnenoanus (Y3U) opranos OpromrHoi mosoctu ot 09.12.2019 BEISBICHBI TPU3HA-
ki AU QY3HBIX U3MEHECHUI MapeHXUMBbI TeueHH, TU(GY3HBIX U3MEHEHUHN MOKe-
JYyJOYHOW JKeJle3bl TI0 THUIy XPOHMYECKOTO MaHKpeaTHTa, KOHKPEMEHTOB IOYeK.
IIpoBeneno sxokapamorpadudaeckoe ucciemosanue (11.12.2019), momydensr cie-
IyIOIINE TaHHbIC: HEBBIPAXKEHHOE PACIIMPEHUE OCHOBAHUS M BOCXOSIIETO OTIAEIA
A0pTHI, HEBBIPAXKEHHOE YIUIOTHEHHE CTEHOK aOpThI, CTBOPOK aOpTaJBbHOTO KJIara-
Ha. YMEpEHHAs TUTIEPTPODHUS MEXKEIyIOUKOBON meperopoaku. HereipakeHHas
JIATATaIMsl TTOJIOCTEH JIEBOTO IIPENCepausl U JIEBOTO JKemyAodka, monocth [T y
BEpXHeEH TpaHMIlbl YCIOBHOW HOpMBI. CHCTONMMYECKast PYHKIIUS JICBOTO KeITy109Ka
HE CHIDKCHA. /aBieHue B JIETOYHOU apTepuu B mpenenax HOpMEI (13,8 MM pT.cT.).
He3nauntensHOE KOTMIECTBO CBOOOIHOM KUAKOCTH B MTOJIOCTH ITepukapaa. dOpak-
st BeIOpoca — 68 %. JlaHHbIe n3MeHeHs 00yCIOBIIEHBI COMMYTCTBYIOMIEH cepaed-
HO-COCYIUCTOM MAaTOJIOTUEN MallueHTA.

Taonuma 1
[Noka3zaTenu o0rIero aHaJIM3a KPOBH B JTUHAMUKE
19.11.2019 27.11.2019
I'emornobuH (/1) 153 147
I'emaroxpur (%) 46 44
Jletikomutsl (x10%/1) 7.4 8,1
Tpom6ouuts (x10%/m) 111 181
Dpurpouutsl (x10'%/1m) 4,8 4,71
JInm¢onuter (%) 22 20
Cermenrosinepusie (%) 74 71
Do3unoduist (%) 0 3
Mownornwmts! (%) 4 5
COD (Mm/9) 30 27

[IpoBOIMIOCH HCKITFOYCHHIE OHKOJIOTHIECKOTO 3a0osieBanmsi. C 3TOU IEIBI0
MIPOBENICHBI HCCIEIOBAaHUS BHYTPEHHUX OpraHoB: Y3U MoueBOro my3bIpst U Ipen-
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cTaTeNbHOMU Kene3bl, Y3 muUTOBUIHON jKeTe3bl, OPOHXOCKOIUS C UCCICTIOBAHUEM
IUTOJIOTHH MOKPOTHI, 0030pHasi peHTreHOrpadusi OpraHoB OPIOIIHOM MOJIOCTH, Jia-
OopaTtopHble Mapképhl. Pe3ymbratsl 330(daroractpomyoneHockonuu ot 14.12.2019
MO3BOJIMJIM IMATHOCTUPOBATh JUCTAJbHBIM KaTapalbHO-QHOPO3HBIN pediiokc-
330(haruT. MpU3HAKN aKCHAILHON U AuadparMaibHON TPHIKH, SPO3UBHBINA TaCTPHT,
KOCBEHHBIE NPHU3HAKU TaTOJIOTUU IMaHKpeaTro-OmnuapHoi cuctemsbl. [lo JaHHBIM
kojoHockormuu oT 18.12.2019: kapTHHA ICEBIOMEMOPAHO3HOTO KOJIWTA. bromcus
CIM3UCTOM ToNCcTON Kumiku oT 24.12.2019: B OuomnraTe KapTHHA IMOAOCTPOTO 3PO-
3MBHO-SI3BEHHOTO KOJIMTA, HE MCKIIIOYAETCs MCeBAOMEMOpAaHO3HBIH KoiuT. L{BeT-
HOE AYIJIEKCHOE CKAHMPOBAHUE BEH HI)KHMX KOHEYHOCTEH HE BBIIBUJIO HAIWYUS
TpoM003a ITyOOKHX BEH.

Uckmovancs anTrHOCHOTUMHUIHBIA CHHIPOM KaK MPOSBICHHE CUCTEMHOM
KpacHOW BOJYAHKH C y4YETOM KIWHHKO-Ta00paTOPHBIX JAaHHBIX (OIpenesuiuch
IgG, k mykneocomam antutena — 1,000 Ex/mit; Bon4aHOUHBIC aHTUTENA B ChIBO-
potke kpoBu (nmeHarypupoBanHbie JIHK) — 6,00 En/mi). PeBmaromorom OpuTO
BBICKA3aHO MpEeIINooKeHHe O cieayionieM auarHose: bonesns Ctuiia, pa3BuB-
masicst 'y B3POCHbIX, MOHOLUKIUYHBIA BAPUAHT C apTPUTOM, IOJUCEPO3UTOM,
ITHEBMOHUTOM.

Coxpansitomasicst Auapess 1 aOJOMUHATIBHBI CHHAPOM MO3BOJNMIM MPEIo-
JIOKUTH TaCTPOIHTEPOJIOroM MOpPHOBCKOH pecryONMMKaHCKOW IEHTPAIBHON KITH-
Hu4eckoi 6ompHULBI 19.12.2019 nuarnos: Xporuyeckuil Konut, obocTpeHue. AH-
TUOMOTHK-acCOLMUpOBaHHas Auapes. He nckirouaercs nceBIoMeMOpaHO3HBIN KO-
TUT. DpO3UBHBIN TacTpuT. 'acTpossodarcanbHas pediokcHas 6one3nb (I'OPB).
JucranpHblil KaTapanbHO-GHOPo3HBIH pedirokc-330darut. [IpuzHaku akcHaabHOM
nradparMabHON TPlKH +2,0cM. XpOHUYECKUH XOJCIUCTUT B CTAJIHH HECTOMKOM
pemuccun. XpoOHUYECKUN NAaHKPEATUT B CTAJIUHA HECTOMKON PEMHUCCHUN.

[lo naHHBIM AMHAMHYECKOTO HAOJIOJCHUS 32 JIAOOPATOPHBIMU MOKa3aTels-
MU KpPOBH OTMEYaJOCh HapacTaHWe aHeMHH, IIPU3HAKOB BOCTajeHHs (YBEeTHIEeHUE
qucia JeHKouToB U yckopenue COD) (tadi. 2).

Tabmnwma 2
[TokazaTenu ob1Iero aHanm3a KPOBU B TUHAMUKE
05.12.2019 13.12.2019 23.12.2019 24.12.2019

I'emorno6uH (%) 150 124 120 117
I'ematoxput (%) 43 32 32 31
Jleiikouuts! (X10%/m) 8,8 11,9 17,5 15,6
TpomGouuts! (X10%/m) 192 184 278 267
DpurpounTsl (x10'%/m) 4,6 3,8 4.8 3,6
Jlumdouutst (%) 36 16 11
Cermenrosiiepusie (%) 57 77 64
Do3unopuisl (%) 1 2 1
Monouuts! (%) 6 5 4
COD (Mm/4) 31 37 18 20

Bruoxumuyeckue mokaszarenu KpoBH (Tabi. 3) CBUAETENHCTBOBAIM O HAYH-
HaroIeMcs yXyaueHny GYHKIUH [o4YeK (MOBBIIICHUE KPeaTUHUHA U MOYEBUHBI),
B o0meM ananuze Moyl oT 24.12.2019 nosiBuiics 6enok — 0,165 /1, SpUTPOLUTHL —
20-25 B mone 3peHus (Mapkep MOpaXEHUs MOYEK), a TAKKE TUIONPOTEHHEMUN H
CHIDKEHHE /10 HIDKHEH TpaHHIlbl HOPMbI aKTHUBHPOBAHHOTO YaCTHYHOTO TPOMOO-
m1actuHoBoro Bpemenu (AUTB).
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Tabmuua 3
Buoxumuyeckue nokazateau KpoBU B ITUHAMUKE
06.12.2019 23.12.2019 24.12.2019
OO6umii 6mmupyouH (MMOIIB/IT) 17,7 15,5
AnT (E[l/m) 16 27
AcT (MmoIB/m) 21 20
MoueBnHa (MMOJIB/TT) 10,2 8,5 11,9
Kpearnaus (MKMOJIIB/JT) 152 146 192
Caxap (MMOJIIB/1T) 6,5 8,2 8,2
OO0mmii 6emox (r/i) 71 62
XoecTepuH (MMOJIB/T) 3,5
AYTB 21
MHO 1,0
I[ITHU 96
OubpuHoreH (1/1) 3,5
JlakTaToeruaporenasa KpOBH 260
K®K 23
Hatpwuii (MMonp/m) 143.7 133.9
Kanmit (MMo6/1) 3,15 3,34
Kanprmit (MMOITB/1T) 1,27 2,0
CPb ++
PO 8 Ex/mn

[pumeuanue. AnT — amannHamuHOTpaHc(hepasza; AcT — acmapraraMuHOTpaHC)e-
pa3a; MHO — MexxmyHapogHoe HopMann3oBaHHOe oTHorneHue; [ITU — mpoTpoMOMHOBBIH
nuaekc; KOK — kpeatuadochokunaza; CPb — C-peaktuBHbIN 6enok; PD — peBMaTOMIHBII

(hakrop.

JlaHHBIE pPE3yNbTAaTOB YJIBTPA3BYKOBBIX, PEHTTEHOJOTHYECKHX HCCIEI0Ba-
HUH BHYTPEHHHMX OPIaHOB U OTPHUIATENIbHBIE PE3yJIbTAaThl IIOCEBA KPOBU Ha CTe-
PUIIBHOCTB | Ompesenenne npokaisiuroHnaa (MDA-meron) — 2,50 Hr/miT) o3Bo-
JUIM WUCKJIIOYUTH CEICHC M cHenaTh NPEANOJIOKeHHE 00 OCHOBHOM JAHAarHose:
«IlceBmomeMOpaHO3HBIA KOMUT». COMYTCTBYIOIIMH AWAarHo3: «JPO3UBHBIN ra-
ctput. ['OPB. lucTtanbHblil KaTapanbHO-PpuOpo3HbIi pedmokc-330darut. [IpusHa-
KU aKCUATbHON AnadparMaibHON TPhDKU +2 ¢cM. XpOHUYECKUH XONEIUCTHUT B CTa-
M1 HECTOMKONW pEMHUCCHH. XPOHUYECKUN MAHKPEATHUT B HECTOMKOW PEMMCCHH.
Wmemnueckass Oone3Hs cepaua. Hapymenue putma: mapokcusmaibHas (opma
bubpmusnny nipeAcepauil (anamHecTHYeckr). PagnouactoTHas karerepHas aOis-
st (2018). T'mmeprorndeckas G6onesns 11l cremenu, puck pasutust IV crenenu.
XpoHueckas ceplieuHas HeJoCTaTOYHOCTh | cTeneny, GyHKIMOHAIBHBIA Kacc 2».

Ha ¢one nedyeHust 4acTHBIA KUAKUH CTYNl U OOJNU B KHBOTE COXPAHSIINCE.
Jliis manbHEHIero JeUeHUs 10 COTIaCOBaHUIO 0OJBLHOW OBbLI MEePEBEICH B racTpo-
SHTEPOJIOTHIECKOE OTAeNIeHHe MOPIOBCKOH peCIyOIMKaHCKOM IIEHTPAIBHON KITH-
HUYeCKOH OonpHUIEL [IpoBommiock jedeHne nedI00akToOM, aMIUIMILIAH CYITb-
0akTaMOM, MEPEKCHIOM, BAHKOMHMLUHOM, IUKJIO(PEHAKOM, JAEKCaMETAa30HOM,
aHaJBTMHOM, TOJApHU3YIOIIeH cMecblo, cTepodyHIMHOM, pacTBopoM PuHrepa,
cyJibdacanaznHOM, SHTEPOIOM, TAaHKPEATUHOM, OMEIPa30JIOM, COTOI€KCaIoM, JIO-
3apTaHOM, aMOpPOKCOJIOM, ajbMarejeM, Je-HOJIOM, MeTpoHuaazonoM. Ha ¢one ne-
YEHUsI YacThIN KUAKUM Tyl 10 6 pa3 B CyTKH, OOJH B )KUBOTE COXPAHSIHNCH, CO-
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cTosiHie OOJIBHOTO YXyauInjioCh, B CBA3U C UCM [JIA HaHBHeﬁmeFO JICYCHUA TICpe-
BEJICH B aHACTE3UOJIOr0-peaHuMaIoHHoe oTaenenue 25.12.2019.

B naGopaTopHBIX aHanM3ax HAOIIONAINCH: IPOTPECCHPOBAHHE AHEMHH,
TPOMOOIIMTONCHUH, ITPU3HAKH BOCTIAJICHHS 110 JAHHBIM aHAIN30B KpoBH. broxw-
MHYECKHE ITOKa3aTeIH KPOBH MPOJOIDKAIH CBHICTEIBCTBOBATH 00 YXYIICHUH
¢yHKUIMM ToYeK (yBEIMUEHHE TAaKMX IMOKa3aTesel, Kak KPeaTHHUH U MOYEBHHA),
MOBBIICHNE JakTaTaeruaporeHassl kposu (JIAIT'), omHOKpaTHas THIIEPTIMKEMHUS
(Tabm. 4).

Tabnuna 4
buoxumuueckue aHain3bl KPOBU
25.12.2019 26.12.2019 01.01.2020 05.01.2020

['mroko3a (MMOJIB/T) 6,41 334 4.6 4.6
OO6mmit 6enox (/i) 43 77 50
BrunmnpyOun oOmmii

2,7
(MKMOJIB/1T)
BunnpyOun npsimoit

2,2
(MKMOJIB/11)
MoueBuHa (MMOJIB/T) 19,6 25,5 20,7 12,1
Kpeatnaun (MKMOJIB/JT) 505 405 301 235
Tpurnunepussl

2,0
(MMOJITB/TT)
JITTHIT (MMo16/1) 1,6
JITIBII (MMomB/1) 0,7
XonecTupuH (MMOJIB/I) 2,5
AcT (E/n) 14 15
AT (E/m) 20 22
Kanmit (MMo16/11) 4,6 4,4 4,1
Hatpwuii (MMo6/1) 143 149 140
CK® (mn/muH) 19.6
Jlakratnerugporenasa
(Eln) 448 850

Hpumeuyanue. JIITHIT — munonporenns! HU3K0M mwiotHocTH; JIIIBII — nunonpore-
WHBI BBICOKOH TI0THOCTH; CK® — CKOPOCTH KITyOOUKOBOH (PHIIBTPAITHH.

B o0mux aHamm3ax MOYM COXpaHsIach TreMaTypHs, YMEpPEHHas MPOTEeHuHY-
pus (6emox — 0,024 r/m).

VY4uThIBas MOJIMOPTAHHYIO IATOJOIHI0, IPoBenu IubdepeHInaIbHYO a1a-
THOCTHKY C 3a00JI€BaHUSIMHM, BHI3BAHHBIMH BHPYCHBIMH areHTaMH, C 3TOHW LEJIbIO
MIPOBENHN MCCIIEIOBAHMSI KPOBH HA MapKEPhI BUPYCHOTO TellaTUTa, KPaCHyXH, aHTHU-
TeJa K XJIaMUAMAM, IUTOMEraJloOBUPYCY, BUpycy OmmreiiHa-bappa: Obuin nomy4e-
HBI OTPULATEIBHBIC PE3YIIBTATHI.

Uckmouancs antrdocGonunuaHbii CHHAPOM KaK MPOSBICHHE CHCTEMHOM
KkpacHo# Boganku (MeronoMm MDA onpeneneno: IgG, k HykieocomMaMm aHTUTENA —
1,000 En/mut; BOMYAaHOYHBIX aHTHUTEN B CBIBOPOTKE KPOBH (JCHATYPHUPOBAHHBIC
JHK) — 6,00 En/min).

[IponomxeHo manpHEHIIee TUHAMHYECKOE HAOMIOAeHNE 3a J1a00paTOPHBIMU
[IOKa3aTeJIIMU NAllMeHTa. B o0mem aHanu3e KpoBH COXpaHSAIAach aHEeMHs (TeMo-
rno6uH — 80—62 r/1), TpoMGonmuTonerns (70—80x10°/11), MOsBICHNE ITH30IUTOB.
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broxuMmudeckre mokazaresin KpoBU OTpaKall yxyJuleHne QyHKIMU novek (Kpea-
TuHUH — 238,0 MkMounb/n, cHmwkenne CK® — 31,7 mi/MUH, THIIONPOTCHHEMUS —
43,0 1/11, CBIBOPOTOYHBIN anbOyMHUH — 22 Mr/MiT), HapylieHne (GyHKIHHA TOHKEITy-
JIOYHOM >kene3nl (yBenudeHue anbda-amunassl — 170 E/ir), cHmKeHne mpoTpomMon-
HoBoro Bpemenu (16,7 c¢). Cyrounas morepst 6enka B moue — 0,11 r/cyr, JIAI' —
860-963 E/n. Onpenenenue aHTH3IpUTpOIUTApHBIX anTUTeN OT 13.01.2020: AHTH-
SPUTPOLUTAPHBIC AHTHUTENIA CUCTEMBI pe3yc — He OOHapy)KEHBI; MpsMas PeaKiys
Kymb6ca — npsimas mpoba KymbOca crnabo nonoxurensHast (+).

[lomyuenHsle maHHBIC, MYJIBTHCHCTEMHOCTh IMOPAXEHHA: OONHM B JKHUBOTE,
Iuapesi, METeOpH3M, acLUT, JIMXOpaaKka TeKTHIECKOTO THIA, MOPAKEHHE JETKUX
(MHOUIBTPATHl W TTHEBMOHUS), MOYEK (OTEYHBIA CHHAPOM Ha (pOHE THIONpPOTEH-
Hemuu, cuHapoma malnutrishen malabsorbshen XBII ¢ mporpeccupoBanueM 1o
XBII 11 cragun), aHeMHST; MEIKOTOYEUHAsI TeMOPpPAarnyecKasi Chillb, TPOMOOIIUTO-
nieHust, moBeimeHne yposHsa JIJII', oTpuniaTensHbie necneqoBaHus Kajla 1 KpOBH Ha
KIIOCTPUINYM JeHIHIIE — CAETaTN BO3MOXHBIM TpeArnoioxuTs al YC.

AHanu3 nokasareneil KpoBH, reMOCTa3a MO3BOJIMI IPUHSTH PEIICHHE O TPO-
BeZleHUH IU1a3MoTpancdys3un. Hauaras Tepanus npuBena K HEKOTOPOMY yydllie-
HUIO CAMOYYBCTBHS TAlMEHTa, HO HOpMAaIH3aluy J1ab0opaTOpHBIX TOKa3aTenei 10-
OUTBECS HE TONMYyYMiIoch (Tabn. 5). B OnoxmMmmdecknx aHaan3axX KPOBHW HaOIIOmIa-
JIOCh CHIDKEeHHE ypoBHs kpeatwHuHa (203-131 mxmons/m), JIAI (240-219 E/n),
B KpOBU onpenersuicsa [[-nuMep, B Mode COXpaHsuIach MPOTEHHYPHS (Ta0. 5).

Tabmuua 5
ITokazaTenun obmero anaan3a KpoBH Ha GOHE MIa3MOTpaHCcPy3uu
14.01.2020 | 15.01.2020 | 17.01.2020 | 20.01.2020 | 21.01.2020
['emorio6uH (/1) 77 62 76 87 84
'emaroxput (%) 23,9 20,2 243 28,1 27,1
DputporuTsl (x10%/1) 2,74 2,31 2,85 3,29 3,19
TpomGouutsl (x10%1) 100 123 130 116 81
Jleiixouuts! (x10%/1) 6,2 5,6 7.7 6,2 6,2
Jlumdouwutsl (%) 11 9 15 10 19
I'panynormrsl (%) 67 69,2 68 73 63
Petukynouutst (%) 28 21 25 56 52
[uzouuts (%) 0,3 0,4 0,2 3,0 3,0
COD (mm/9) 48 41 58 57 13

Omnpenenenue anturen kinacca G nporus ¢akropa H ot 17.01.2020 noka3za-
JI0 yMepeHHoe ero nmoBeimeHne — 2748 (mopma meree 1000).

BonbHOI HEOTHOKpAaTHO 00CyKAaics ¢ TOKTOPOM MEIULIWHCKUX HayK, Ipo-
theccopom Kozmorckoii H. JI., 3axmrouenue ot 17.01.2020: akTHBHOCTh METaLIO-
nporerHazsl ADAMTS 13 B mma3sme kpoBu OompHOro M. cocraBuma 40 % ot
ypoBHSI ADAMTS 13 B KOHTPONBHOI T1a3Me, TOTYYeHHOMN MpHU CMEINBaHUU 00-
PasLoB IUIa3MBbl 310POBBIX JOHOPOB. AKTHBHOCTb ONPEAEISIIN 110 TUAPOIH3Y (iIy-
opectieHTHOTO cyOcTpata Metamionporennassl ADAMTS 13 FRETS-VWEF73,
nonreepauica auarHos al ' YC. [lpakTuuecku exxeTHEeBHO OOCYKIATUCh pe3yJbTa-
TBI J1a0OPAaTOPHBIX MCCIENOBaHUM, KOppETHpoBaiach Tepanus. BeIUCKa U3 HCTO-
pun Ooye3HHn ObLIa OTIpaBieHa QenepalbHOMY IKCHepTy Mo opdaHHBIM 3abo0Ie-
BaHusM MunznpaBa Poccun H. JI. Kosnosckoit 23.01.2020, Ha ocHOBaHMH 3KC-
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MEPTHOTO 3aKJIOYeHHs], MoATBepxkaatomero auarao3 al'YC, BbImoiHEHa mepBast
MH(Y3US KOMITIEMEHT-OJIOKHUPYIONIETo Iperapara 3Kyau3ymad (3mau3apus) B 103€
900 wmr; 30.01.2020 mpoBemeHa moBTOpHasS WHOY3Ws SKynm3ymabda (dmu3apus)
B 03¢ 900 mr. Kypcosas mo3a 3600 mr.

[lepen Tepanmeil BBeJeHa NMPOTUBOMEHMHTOKOKKOBAs BakKIMHA MeHaKTpa
(BakMHAa MEHWHTOKOKKOBas monucaxapumnas (ceporpymma A, C, Y u W-135)
KOHBIOTHPOBaHHAA ¢ TUPTepHiHHBIM aHaTokcuHOM) 0,5 Mi — 1 no3a — 1 duakon.

HecmoTtpst Ha ycnermroe nmedenue nepBoid Manudecramuu al YC, coxpaHs-
©TCsl BRICOKUH PHCK penuanBa 3a0ojeBaHus ¢ TeHepanmsanueir TMA, 9To Moxer
BECTH K Pa3BUTHIO MHOTOYHMCIIEHHBIX DKCTPapeHaJIbHBIX OCIOXHEHHHA. boapHOMY
HEOOXOAMMO TIIPOJODKATH B TEUEHHE TOAa BBEACHUE IIperapara >IU3apHs:
1200 mr (4 ¢uakona o 300 mr) Ha 5-if Hepene (Bcero Ha MHAYKIMOHHBIA KypC
16 ¢nakonoB mo 300 wmr). [lanee nedeHHe NODKHO OCYIIECTBISITHCS B PEIKHME
nojaepxkuBaromeit Teparuu: 1200 mr (4 ¢makona o 300 Mr) B Bujie BHYTpUBEH-
HOW WH(Y3UH KaXKIbIe IBE HEHEIH.

JlaaHyI0 Tepanuio manyueHT MPOI0JHKAeT MOIyYaTh B HACTOAIIEE BpeMSI.

3akjouenune

CoBpeMeHHBIC METObI IUATHOCTHKH ITOMOTAlOT IIy0)Ke BHUKATh B MATOTE-
He3 3a00JIeBaHMid, YTO 3HAYMTENBHO YIy4lIaeT He TOJBKO paclio3HaBaHHE 0oJie3-
HEi, HO W TPOTHO3 JJISl YelloOBEeKa, KOTOPOMY CBOEBPEMEHHO OyJeT OKa3aHa IIo-
Morts. Ha cerogusamHnii MOMEHT U3BECTHO, YTO MYTaIllMH B OeJKax KOMIUIEMEHTa
CBsI3aHBI ¢ AedeKTHOH perymsamueii kommemenTa [11]. Hapymenue GyHkmmm amb-
TepHATUBHOTO IyTH peryisnun (pakropa H npuumano cBsazano ¢ al'YC, a taxke
CHUXEHUEM aKTUBHOCTH MeTamtonporenHazsl ADAMTS 13, uto B COBOKyHIHOCTH
oOHapyxmioch y manueHTa [12]. COBOKyIMHOCTh KJIMHUYECKHUX TMPOSBICHUM, TaH-
HBIX JIA0OPATOPHBIX IOKa3aTelield, TaKMX KaK TPOMOOIMTOICHUS, TOBBIIICHUE
YPOBHSI MOYEBUHBI, KPEATUHHUHA W MPOTEUHYpPUHU (MOYeUHAs TUC(PYHKIIHS), BHYT-
pucocyaucTeiii remMonu3: mnoBbiieHue JIJII', mosgBieHHE KIETOK — IIM30LIUTOB,
yCcHex IUIa3MOTEepaIiii, MaTOTeHETHIECKON KOMITJIEMEHT-OJOKUPYIOIIeH Teparuu
9KyNM3yMaboM CTalH HEONPOBEPKUMBIM JIOKa3aTeILCTBOM CBOCBPEMEHHOHN aua-
rHocTikd al ' YC y maHHOTO ManueHTa, YTO MO3BOJIMIO KOMIIEHCHPOBATh €ro CO-
CTOSIHUE U YJIYYIIIUTh UCXOJ] 3a00JIeBaHuS.

Teuenne al'YC otnuuaercs HEONIaronpUATHBIM MPOTHO30M, PUCKOM BHE3aIl-
HBIX OCJIOKHEHHUI, TIOATOMY CBOEBPEMEHHAsl JWArHOCTHKA JAHHOTO 3a00JIeBaHUs
y TMalyeHTa, OCHOBaHHAs Ha KIMHHKO-Ta00paTOPHBIX MPU3HAKAX TPOMOOTHUECKOI
MHUKPOAHTHONIATHN: MHKpOaHTHomaThHdeckass KymOc-HeraTnBHas TeMONHUTHYECKas
aHeMHusi, TPOMOOITUTONICHUS, IONIMOPTaHHOE TIOpPaKEHUE: OCTPOe MOBPEKACHUE
MOYeK, JEeTKUX (ITHEeBMOHHT, aTENeKTa3bl), KUIICYHHKA (IPO3MBHO-A3BEHHBIA KO-
JIUT), TIOJDKETYIOYHON Kele3bl (MOJOCTPBI MaHKPEaTUT, TPAH3UTOPHAS THIIePT-
JIUKEMUS), — TI03BOJIMJIA JTOOWTHCS TIOJOXKUTEIBHON JUHAMHUKH Ha ()OHE JICUCHUS
NpernapaToM TpYyMIbl KOMIUIEMEHT-UHTHOMPYIOIINX AHTUTEN — OSKYJIH3yMaOoM.
Ho OGonbHBIE ¢ TakuM JHarHo3oM TPeOYIOT 0coOOro BHUMAHHS C TOKW3HEHHBIM
HaOJTIO/ICHUEM U JICUCHHEM U3-3a BRICOKOTO PHUCKa BHE3AIMHBIX OCIIOKHEHUH [9].
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