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AHHOTAUMSA. AkmyansHocms U yeau. ATHITAYIHBIA TEMOIUTHKO-YPEMIYECKIH CHHAPOM —
9TO ynbTpapenkoe (opdanHoe) 3a00sieBaHNE U3 TPYIIBI TPOMOOTHYECKHUX MUKPOAHTHOIIA-
THI IPOrPECCUPYIOIIEr0 TEYEHUS], KOTOPOE 00YCIIOBIEHO HEKOHTPOJIMPYEMOM aKTHBALUEH
aNbTEPHATHUBHOTO MyTH KOMIUIEMEHTa HACJEICTBEHHOM WM NPHOOPETEeHHOW MPUPOIbI,
NPUBOJSIIIEEe K TeHEPATU30BAHHOMY TPOMOOOOPa30BaHHUIO B COCYAAX MHKPOLMPKYJISTOP-
HOTO pycila. ATUIIMYHBIA TeMOJMTUKO-YPEMHUUECKHH CHHIPOM — opdaHHOe 3a0ojeBaHMe
C PacnpoCTPaHEHHOCThIO OKOJI0 2—7 ciydaeB Ha | MiH. Mamepuansr u memoowt. Ilpu
HaNMCaHUH CTAaThH ObLIa MCIIONF30BaHA MEAWIIMHCKAS JOKyMeHTanus (MCTOpus OOJIe3HN)
HEPPOIIOTHIECKOTO OTAeIeHIST MOPHOBCKOW pPecyONNKaHCKON HEHTPATbHON KIIHMHUYE-
CKOH OonmpHHLEBL. Pezynvmamut. CIOKHOCTh TUATHOCTUYECKOTO TOMCKA NAHHOTO CITydas
3aKJII0YaNIach B OTCYTCTBHH KJIACCHYECKON TpHanbl 3a00JeBaHMSA, a IMEHHO TPOMOOIIUTO-
neHnH. Boi6o0si. Heo0XoanMo ynensTs MOBHIIEHHOE BHUMAaHHE MPAKTHYECKUX Bpadell Ha
WHAWBUAYAIBHBIA TOAXOJ K BEACHMIO KAXKIOTrO IMAIMeHTa C IEeJbI0 MUHIMHU3UPOBAHUSI
YCTAHOBJICHHSI OIIMOOYHOTO IMAarHo3a.
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Abstract. Background. Atypical hemolytic uremic syndrome is an ultra-rare (orphan) dis-
ease from the group of thrombotic microangiopathies of progressive course, which is
caused by uncontrolled activation of the alternative complement pathway of hereditary or
acquired nature, leading to generalized thrombus formation in the vessels of the microcircu-
latory bed. Atypical hemolytic uremic syndrome is an orphan disease with an incidence of
approximately 2—7 cases per 1 million. Materials and methods. The study provides an anal-
ysis of a clinical case of atypical hemolytic-uremic syndrome. Information from the medi-
cal record of an inpatient with the results of instrumental and laboratory diagnostic methods
was used. Results. The difficulty of the diagnostic search for this case was the absence of
the classic triad of the disease, namely thrombocytopenia. Conclusions. This indicates the
need for increased attention from practitioners and requires an individual approach to the
management of each patient in order to minimize the establishment of an erroneous diagno-
sis.

Keywords: atypical hemolytic-uremic syndrome, thrombotic microangiopathy, acute kid-
ney injury
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BBenenne

TpomboTtnueckne mukpoanruonatu (TMA) — 3TO reTeporeHHasi Tpyrmima
CHHIPOMOB/3a00IeBaHII, HMEIONTUX CXOAHBIA KIIMHUKO-MOP(OIOTHISCKAN PeHO-
THI, TPOSIBIISIFOIMECS TPOMOOIIUTOIICHHEH MOTPeOICH S, MUKPOAHTHOTIATHIECKO
TeMOJIMTUYECKOW aHeMuell (MeXaHH4eCKUH TeMOJU3), JTUXOPaJKOW M HIIeMH4e-
CKUM HOPaXCHWEM Pa3JIMYHBIX OPraHoB, TJIaBHBIM 00pa3oM MOYEK U LHEHTPaJIbHOM
HEpBHOU cuctemsl [1].

ATHTIHYHBIA TeMOIUTHKO-ypemMudeckuii cuaapoM (al'YC) sBisercs Kiaccu-
geckuM npumepom TMA [2].

al'YC- ato opdanHoe 3a00sieBaHHE U3 TPYIIE TPOMOOTHUYECKUX MHKPOAH-
THONAaTUH MPOTPECCUPYIONIETr0 TeUeHUs, 00yCIOBICHHOE HEKOHTPOIUPYEMOH ak-
THUBaIME ambTepPHATHBHOTO IMYTH KOMILIEMEHTa HACIEACTBEHHOW WM MpHOOpe-
TEHHOW TPUPOBI, IPUBOASIIEE K TeHEPATTU30BAaHHOMY TPOMO0OOpPa30BaHUIO B CO-
cylax MUKpOIHPKYJsTopHOTO pycia. al'YC xapakTepusyeTcsl KIacCHIeCKOU TpH-
aZioi: TPOMOOLIMTOINIEHHUS, MHUKPOAHTHONATHYEeCKass TeMOJIUTHYECKass aHeMUs
(MAT'A) u octpoe noBpexnaenue nouek (OITIT) [1-5].

B ocHoBe pazputms al'YC nexxaT reHeTHIeCKue HapyIICHHsI TUIH H3MEHEHHS
WMMYHHOH CHCTEMBI, IPUBOJIAIINE K MATOJOTHH CHCTEMBI KOMIUIEMEHTa, 2 MEH-
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HO: MYTalll T'€HOB PETyJISTOPHBIX OEJIKOB W KOMIOHEHTOB KomrmiemeHTa CFH
(paxrop H), CFI (paxrop 1), THBD (Tpombomomymun), MCP (MeMOpaHHBIH KO-
tdaxTopuenii npotenH), CFB (dakrop B) m C3 nmbo BbIpaboOTKa ayTOaHTHTEI
k CFH (ocHOBHOIi peryisITOpHbIi 00K albTePHATUBHOTO MyTH). DTO BCE MPUBO-
JUT K HAPYLICHUIO 3aIIMThl SHAOTENHANbHBIX Ki1eTok (DK) oT akTHBanmu KoMruie-
MEHTa BCJICACTBUE NehUINTAa WM, Yaile, (QyHKINOHAIBHBIX HAPYIICHUH OEIIKOB-
perynaropoB. B HOpMe perynsTopsl akTUBHOCTH aJIbTEPHATUBHOTO ITYTH KOMILIE-
meHTa (AIIK) u dakTopsl, ycunusatomue ero aktuBHocTh (CFB u C3), Haxonsarcs
B CTpOro cOajJaHCUPOBaHHOM cocTosHUM. ['eHeTmyeckuil AeeKT peryiIsiTOpHBIX
npotenHoB — CFH, CFI, MCP u THBD — BbI3bIBaeT cHMXeHHE UX (YHKIHOHATb-
HO# akTMBHOCTH. Hamportus, myramun B reHax CFB u C3 ycWInMBarOT MX aKTHB-
HOCTh, YTO MPHUBOAMT K AMCOANAHCY MeXIy (DakTOpaMu KOHTPOJS M aKTUBAIlUU
B CTOPOHY MOCIEOHHX. DTO CIOCOOCTBYeT moBpexaeHuio DK ¢ mocnemyrommm
TpoMOooOpa3oBaHueM. JlOMOTHUTEIBHBIN BKJIaA B Ipolecc TpoMO0oOpa3oBaHUs
y TIAIMEeHTOB ¢ MyTanusamMu (akropa H MokeT BHOCHTPD Tak)ke aKTHUBAIWsl KOMILIE-
MEHTa Ha TOBEPXHOCTH TPOMOOLMTOB, MPUBOIAIAS K YCHJICHUIO UX (PYHKIHO-
HaJpHOU akTHBHOCTH [1, 2].

[To maHHBIM pa3HBIX aBTOPOB, B MHpE 3a0oaeBaeMocTh cocTarisaeT 0,23—1,9
HOBBIX CJTy4aeB Ha | MITH HaceleHUs B TOMYJISAINHU B IIEJIOM, paCIIPOCTPaHEHHOCTh —
npumMepHo 4,9 Ha 1 MiH. 3aboeBaeMOCTh U pacIpOCTPAaHEHHOCTh B Halllel CTpaHe
Heu3BecTHHI [1]. 3abonmeBaHue BCTpEYACTCS B Pa3HBIX BO3PACTHBIX TPyIIaX, HO
game y aeteil m moyoapix monei. [1, 2]. al'YC onnHaKOBO 4acTO pa3BUBACTCS y
MYKYHH ¥ xkeHmuH. [Ipu Mmarudectanum B Ooee crapiieM Bo3pacte 00JIe3Hb He-
CKOJIBKO Yallle TTopaxaeT >KeHuH [1, 6].

Heanr ucciaenoBanus: ananu3 kiuHU4eckoro ciydas al'YCa, manugectu-
pyromiero 0e3 KIIacCHIeCKON TPHaIbI.

OnucaHne KJIMHUYECKOT O ciayuyasi

Bonwnoit b., 1986 rona poxxaeHus, B TeueHHUe MOCIETHUX 13 JeT mepuoau-
YEeCKH 0TMEYall SHU304bI «TyMaHay» Mepe riazamu. AprepuansHoe aasienue (All)
HE KOHTPOJIHMPOBAJ, 3a MEAULIMHCKON IOMOILIBbI0 He oOpamancs. B koHue ampens
2023 r. mosSBUIKCH pe3Kasi o0mas caadocTh, KOTOpas 3aTpyIHsUIa TepeIBIKEHUE
NalnyeHTa, CyXOCTh U ropeyb BO PTY, CHH)KEHHE alllIeTUTAa, FOJIOBOKPYKEHHE, OTe-
KM JIMIA, TOJICHEH, JIOABDKEK M CTOI, TMIEPTEH3MsI ¢ MaKCHUMAaJIbHBIM TOJHEMOM
Al no 240/140 MM pt.cT., cHmKeHue 3peHusi. CocTosIHUE MPOTPECCUBHO yXYy/IIIa-
JI0Ch, 3a MecsI moxyaen Ha 8 kr. 06.05.2023 mosBuUIICS YepHBIN, «IeTTeO0Opa3HbIN
ctyn. 09.05.2023 ObuT rOCIUTAIM3UPOBAH B XUPYPTUUECKOE OTACICHUE ACKYPHOM
Oonpuunpl. [lpu obcnenoBannm mo pesynbraTaM 330(aroracTpoayoJeHOCKOIUH
(B®I'/IC) muarHOCTHPOBAaHBI MHOXKECTBEHHBIE OCTPBIC SI3BBI JKETYNKA, COCTOSB-
mIeecsi KpOBOTCUCHHE TSKENIOW CTENEeHH. BBIMoJHEeHa aproHomia3MeHHas Koary-
JIOMSA TpeX s3B JKeNyAka. B aHamuse KpoBHaHEMHs C YpPOBHEM TIeMOIJIoOnMHa
68 T1/1, aHM30IUTO3, IMOHKWIONUTO3, TOBBINICHHE YPOBHS MOYEBHHBI [0
23,5 MMoub/1, KpeaTuHUHA 110 213 MKMOIB/, oOmmii ounpyouH 51,2 MKMOIB/1,
obmmit 6enok 60 1/1, mpotennypust 300-600 mr/n. Brnieperie 3adukcupoBaHa ru-
NEPIrINKEeMHUs C YPOBHEM TIIOKO3BI 9,2—12,5 MMmonb/n. [1o pesynbraTaM mpoBeaeH-
HOT'O YJBTPa3ByKOBOI'O HCCIIEJOBAaHMS OPraHOB OpPIOIIHOW IIOJIOCTH BBIABICHO:
yYBEIUYCHHE B pa3zMmepax cemeseHkd 130 X 57 mm, remaroMeraims, YMEHBIIICHHE
B pa3Mepax mpaBoii modyku 94 x 48 mm. Ilo anexrpokapauorpamme (IKI') — nucme-
TaboIMYeCKue, TUIIOKCUYEeCKHe U3MEeHEeHHUs B Muokap/e. [1o sxokapanockonuu ot
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10.05.2023 — xoHIEHTpHUYECKAsI TUIEPTPOPHST MHOKApa JIEBOTO U IIPABOTO KEITY-
JIOYKOB. BeIpaskeHHast AuiaTanus MOJIOCTU JIEBOTO TPEICepIrs, yMepeHHas — Je-
BOTO JKEIyAOYKa W MPaBOTO MpeicepAns. BbipakeHHas JerodHasl THIEPTEH3US
(cuctonnueckoe nasnenue B yerounoi aprepun (CAJIA) 100 mm pr.cT.). YmiorT-
HEHHE CTBOPOK MUTpaJbHOrO kiamaHa ¢ peryprutanueid [-II cremenu, cTBOpok
TPUKYCHUAAIBHOIO KilanaHa ¢ perypruranueil 111 crenenu. B nuHaMuke cHIb>KeHHE
CHJIA no 43 MM PT.CT., BRIpaKE€HHAsl JUIATalUs MOJOCTU JIEBOTO MpEACcEepaus,
oCTaJbHBIE KaMepHhl cep/lla He pacIIMpeHbl. bei BEICTaBNeH AunarHo3 «BTopudnas
KapauoMuonaTus. MuTpanbHas HEAOCTaTOYHOCTh C MHUTPAJIBbHOM perypruranueit
(MP) II crenenn. TpukycnmumaabHas HEJOCTATOYHOCT C TPUKYCHHAATBLHON peryp-
rutanueii (TP) III cremenn XCH IIA. Bricokast nerounas runepTeHsus. ApTepu-
anpHas runeptensus 1l crenenu, runeprpodus JI€BOTO KenyA0dKa, HEKOHTPOIHU-
pyemas aprepuanbHas runepren3us. OueHb BRICOKHMA puck IV cremerm». OT nanb-
HeHIero JeYeHus 0TKa3aucs.

25.05.2023 Opuragoii CKOpoH MEAMIIMHCKOM TOMOIIU JOCTAaBJICH B IPUEM-
Hoe otaenenne ['bY3 PM «MPLIKb» ¢ kanobamMu Ha BEIpaKEHHYIO OOIIyIO Clia-
00CTh, TOIOBOKPYKEHUE, OJBIIKY IPU MUHUMAIBFHOW (PU3MUYECKON HArpys3ke, Mo-
BEIIIEHUE apTepUANbHOTO NaBieHHus. B oOmieM aHanm3e KpPOBU CHIDKEHHE T'eMO-
robuna a0 70 r/m moBbleHWE KpeaTMHWHA 10 444 MKMOJB/M, MPOTEHHYPHS
0,3 r/n. OT rocuuTaIM3aIiy OTKA3aICs.

B nanbHeleM cOCTOSHHE MPOTPECCUBHO yXyAmanoch. 29.05.2023 moBTop-
HO oOparwics B mpueMHoe otaeneHue B [BY3 PM «MPLIKBy. [Ipu o6bekTHBHOM
ocMmoTpe: obmee coctossHue Tsokenmoe. Co3HaHWE SCHOE. BSITbIiA, amnHaMUYHBIN.
[Monoxenue nexxa B moctenu. KoxkHbIe MOKPOBHI OJEIHBIE C JKEJITYUIHBIM OTTEH-
KOM, BBICBHITIAHUH HET. BumuMmele clM3ucThie 000JI0YKH U CKIEPHI OJIeAHbIE, UKTe-
puuHble. MenKkoceT4aToe JIMBEIO Ha KOXE HMXKHUX KOHeuHocTel. IlacTo3HOCTh
TOJIEHEH, JTOJBIKEK, CTOI. [IepKyTOpHO 3BYK JI€TOUHBIN, ayCKYJIbTATUBHO B JIETKUX
JIBIXaHUE KECTKOe, HECKOJIBKO OCNablieHHOe B HIDKHUX OTJIENax, XPUITBI HE BBI-
ciymmBarTes. Yacrora meixaTenbHBIX ABMKeHUE 21-22 yn/mun. ToHBI cepiia
MIPUTIIYIICHBL. PUTM cepalia nmpaBMIIbHBIA. AKIIEHT BTOPOTO TOHA Ha aopre. YacTo-
Ta CepJCuUHbIX cokpaieHuii 79 yu/mun, AJ] 175/100 MM pt.cT. J)KuBOT mpu nab-
nanuu MArkuii, 6e30one3HeHHbd. [leyeHs He yBenuyena. O0macTb MOYEK BU3Y-
aTbHO HEe M3MeHeHa. B monoxeHnu jexa, CTOs MOYKH He Manbmupyrorcs. Cumii-
TOM IOKOJIAYMBAHUS TIO0 TMOSCHUYHON O0JIACTH OTPHUIATEIbHBIA C 00EHUX CTOPOH.
Cytounsiii quype3 okosio 1100 mn/cyt. L[BeT Moun coloMeHHO-KeNThIi. Mouenc-
IMyCKaHue CBOOOHOE, 0€300/Ie3HCHHOE, YUaIICHHOE.

C yderoM CHIXEHHUSI reMorioOuHa kpoBu 10 58 r/m mposeneno DDPIIC,
BEISBJICHA $I3Ba aHTpaJbHOTO OTAena kemyaka, Forrest IB. IlpoBemena aproHo-
TUTa3MEeHHAs KOaryJsnus. | ocriMTain3upoBaH B OTAeNIEHHEe aHEeCTe3UOJIOTHH U pe-
annManuu. [IpoBeaeHa TpaHcdy3us CBEKE3aMOPOKEHHOH IIIA3MBI, SPUTPOITUTHON
B3BECH.

B ananmszax kpoBu ot 29.05.2023, 30.05.2023 nHaOmtogaeTcs mporpeccuB-
HOE YXyIUIeHHEe a30TOBBIICIUTEIbHOW (QYHKIMN Todek (kpeaTuHUH 449—
843,9 MKMOJIB/JT) B CBSI3M C YeM MPOBOJUCH CEAHCHI MPOUICHHON reMoanaduiib-
TpaIuy.

B ananmuzax ot 31.05.2023 nmosiBneHHE MIU30IIUTOB, PETUKYJIOIHUTOB, TPOM-
GOLHUTHI PyYHEIM MeTooM 235 X 10°/1, yckopeHHe CKOPOCTH OCENaHMs SPUTPO-
nutoB (COD), HenpsMoro OunupyOMHa, mpotenHypus, npoda Kymbca orpumna-
TeJTbHasl.
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[IpoBoaunacek auddepeHimanpbHas TUarHOCTUKA C CUCTEMHBIMY BaCKYJIUTa-
MU (MMMYHO(EPMEHTHOTO aHalW3a KPOBH Ha MHEIONEPOKCHAA3y, MPOTEHHA3y 3,
aHTHHYKJIeapHBIE aHTHUTENa — OTPHIATENbHBIE), aHTU(HOCHOIUIUIHBIA CHHIPOM
(cyMMapHbIil CKpUHUHT B HOpME), 3a00JIeBaHUSIMU KpPOBH (IO pe3yibTaraM CTep-
HAJIBHOU ITyHKITUY [TaTOJIOTUU HE BBISBIICHO).

06.06.2023 s panmpHelmero OOCIIENOBaHWS W JIEYEHUS TIepeBelcH
B Heposorudyeckoe otneneHue. [Ipu o0cneioBaHuM B aHAIN3aX KPOBU TPOMOOITH-
THI PYYHBIM MeTonoM 140 x10°/1, MIU30IUTHI, MOBBIIEHHE NTAKTATACTHIPOreHA3EI
(JIAT) 1011 en/m, coxpaHseTcs HapyIIEHHWE a30TOBBIICIUTENBHON (QYyHKINU.
3anomo3pena TMA.

11.06.2023 y 607apHOTO SITU307] MOBBIIMICHUS TeMIepatypsl Tena no 38,4 °C,
Kallellb ¢ MOKPOTOH CIIM3HCTO-THOMHOTO XapakTepa, catypauus 89 %. [lonmnme-
pasHas nenHas peaknus Ha BeisiBieHne PHK SARS-CoV-2 — orpunatensras. [lo
pe3yibTaTaM KOMIIBIOTEPHOW TOMOTpadMH OpPraHOB TPYAHOH KIETKH KapTHHA
OCTaTOYHBIX U3MEHEHUH B BUAE YMEpEHHOro AU((y3HOTO anbBEONIIPHOTO KaluJ-
JSIPUTA, JIETOYHOMN TUIEPTEH3UH, PACIIUPEHUe KaMep cep/ria.

B aHamm3ax KpOBH CHMKEHHE YPOBHS TPOMOOIHMTOB 256—180—189 x 10%/m.
C y4yeToMm HapacTaHHWs MOYEBHHEI 70 29,5 MMOJIB/II, KpeaTHHUHA 10 873 MKMOJIB/T
14.06.2023 npoBeaeH ceaHC reMOIuaIn3a.

19.06.2023 KOHCYJIBTUPOBAH PEBMATOJIOTOM, BHICKA3aHO MHEHHE O BEpOST-
HOM CHCTEMHOM BAacCKyJIUTE C MOpaK€HUEM JIETKUX (aJIbBEONIAPHBIA KallWJUIIPHT),
no4ek (OBICTPONPOrpeCcCUPYIONINA TIOMEPYITOHE(PPHUT), KEITYAOUHO-KUIICYHOTO
TpakTa (OCTpas s3Ba >KEIyJKa, OCIOKHUBIIASICS KPOBOTCUCHHEM TSKENOM CTere-
Hu). 21.06.2023 nmpoBeaeHa upeckokHas HeGPOOHONCHs A BepUPUKALIUA MOP-
¢donornyecknx u3meHeHudd. I[IpoBeneHa «mynabCc-Tepanus» METHIIPEAHU30JIOHOM
(cymmapsao 1500 mr), nuknodochamunom (cymmapro 400 mr) 6e3 MOT0KHUTETHHO-
ro 3 dexra.

27.06.2023 momydeH pe3ysbTaT MPOBEACHHONH HEPpOOHMONMHCHN — THIEPTO-
HUYECKHH He(ppPOaHTHOCKIIEPO3 C AJIEMEHTaMH TPOMOOTHYECKOW MHKpPOAHTHOIIA-
THW/3JI0KAYeCTBEHHON apTepHalbHON TUIIepTeH3WU. B aHaimm3ax KpOBU COXpaHs-
eTcs aHeMHs ¢ YPOBHEM TeMornobuna 73 1/1, Tpomborutsl 1o donuo 195 x 10°/1,
yckopenue COD g0 62 mwm/4, noseimenue JIJII' o 660,6 en/n, npoda Kymb6ca ot-
puIaTeIbHasl.

Ha ocHoBe pe3ynbpraToB HE(hPOOHUOIICHH BBICTABIICH AMATHO3 «TPOMOOTHYIE-
CKas MHKPOAHTHOMNAaTHUs C MOpPak€HUEM IOUYeK (OCTpOE MOBPEXKIEHUE MOUYEK), JeT-
KUX (aJIbBEONISPHBIN KaMWUISPUT), JKEITYIOYHO-KUIIEYHOTO TpakTa (OocTpas s3Ba
JKEITy/IKa, OCTIOKHUBINASACA KPOBOTEUEHHEM TSDKENIOW CTETeHH), cepAma (Kapauo-
MHOTIAaTHs), TEMAaTOJOTHYECKUI CHHAPOM, 3JI0KaYeCTBEHHasl apTepHaibHas THUIep-
TEH3UMD).

C 1enpio UCKITIOUCHUS TPOMOOTHUECKOH TPOMOOIIUTONIEHUIECKOW Ty PITYPHI
B3AT aHAJM3 KPOBU Ha OMNpECTCHUE aKTHBHOCTH ()epMEHTa METaJUIONPOTEHHA3HI
ADAMTSI13.

C yuerom nuarHoctupoBaHHOW TMA ¢ 3KcTpapeHaIbHBIMU MPOSBICHUAMH,
noseitienns JIJAIT kpoBu mo 660 exn/nm, cHmkeHus TpoMOomuToB Oomee 25 %
B JMHAMHKE 32 BpeMs TrocmuTanu3anuu, anemuu 27.06.2023 HauaTo mpoBeleHUE
€XETHEBHBIX TUIA3MOTpPAaHC(Y3Hid B 03 25 MI/KT Beca B CyTKH JI0 CTOMKOTO Ky-
MTUPOBAHU SBJICHUN TeMOJM3a, aHTUKOAryJisiHTHas Tepanus. Ha ¢one mpoBonau-
MO T1a3MoTepanuu HaOIroAanock cHkeHue ypoBas JI/T
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29.06.2023 nony4eH pe3ynbTar aktuBHOCTH Pepmernta ADAMTS13 — 71 %
(mpu HOpMe 83—112 %), 3am0mO3pEH aTUIMYHBII FEeMOJIMTHKO-YPEMUUECKUN CHH-
JIPOM.

04.07.2023 momy4eHO DJKCHepTHOE 3aKirodeHue (mpodeccop, I.M.H.
H. JI. Kosnosckas, unen-koppecnonaent PAH, mpodeccop, n.m.H. C. B. Moucees,
JoueHT, k.M.H. }0. B. Koporuaesa): «He BbI3pIBaeT COMHEHHs HaJIH4Yue Y allMeHTa
cuapoma TMA, mpencTaBiIeHHOTO MPHU3HAKAMH MHUKPOAHTHOMATHYECKOTr0 reMo-
JU3a ¥ TMOJHNOPTaHHBIM TopakeHreM. OCOOCHHOCTRIO TCUCHMSI 3a00JICBaHUS SIBIISI-
eTCsI OTCYTCTBHE TPOMOOIIMTONCHUH (Tak Ha3pIBaeMmas HemosHas TMA), 4to, o1-
HAaKo, HE NMPOTHBOPEUYHUT auarHo3y. CienyeT OTMETHUTh €lle OAHY YHUKAIbHYIO
0coOeHHOCTD 3a00JIeBaHUs B TaHHOM cilydae — MaHupectauuu octpoit TMA B Te-
YeHHEe IJIUTEIBLHOI0 BPEMEHH IpeNlIecTBOBaNA TsDKeas apTepuaibHas THIEepTO-
HUs». BBICTaBIEH IUAarHo3 «ATHIIMYHBIM T'€MOJIUTUKO-YPEMUYECKUN CHHIPOM
C MOpakeHHEeM TOYEK (OCTpOE MOBPEXKICHUE MOYCK), JETKUX (aIbBEOJIIPHBIN Ka-
NIUIAPUT), KEIyJOYHO-KUIIEYHOTO TPaKTa (OCTpas 53Ba JKEIyAKa, OCJIOKHHUBILA-
ACS1 KPOBOTEUEHUEM TSDKENOW CTEeNeHH), cepaua (KapAHOMHUOIaTHs), TeMaToIoruyie-
CKHH CHHAPOM, 3JI0KayecTBEHHas apTepHaibHas runeprensus. Heobxoaumo 6e301-
jarateidbHOEe IMPUMEHEHHE B KauecTBE MATOTEHETHUECKOW Tepanuu KOMIUIEMEHT-
OJIOKHPYIOIIETO TpemnapaTta dKyau3yMad (m3apus) (T'yMaHU3UPOBAHHOE MOHOKJIIO-
HaJbHOE aHTHUTENO, OJIOKUPYIOIIee paciueruienne kommnonenta C5, 4ro, B KOHeu-
HOM cueTe, HapyIiaeT 00pa3oBaHue TePMHUHAIBHOTO KOMIUIEKCAa KOMIUIEMEHTA).

05.07.2023 mpoBeneHa BakKMHALMSI — MEHUHTOKOKKOBas BakluHa MeHakTpa
(BakIMHa MEHMHIOKOKKOBas monmcaxapunHas (ceporpymma A, C, Y u W-135)
KOHBIOTHPOBaHHas ¢ AUQTEpUIHBIM aHaTOKCMHOM). C TpPEBEHTHBHOW LENBIO
HazHaueH npueM nunpodiokcanunaa B 1o3e 500 mr/cyr.

06.07.2023 nHavaTa KOMIIJIEMEHT-OJIOKHPYIOIIas Tepanus MpenapaToM IKy-
Tu3yMad B WHAYKITMOHHOM pexume: o 900 Mr B BHIE BHYTPHUBEHHOW WHOY3HH
1 pa3 B Henemto Ne 4.

Ha ¢one xomruiemeHT-0N0KMpYIOIIEH Tepanuu HaOmrogalach HOpMaln3a-
sl 1a00paTOPHBIX MOKa3aTesed U UCUE3HOBEHHE KIIMHUYECKUX CHUMIITOMOB.

B nacrosimee BpeMs y OOJIBHOTO COXpPaHSAETCS MOTPEOHOCTh B MPOBEACHHUH
CeaHCcoB reMojuanu3a. byner mpomommkeHa KOMIUIEMEHT-OJOKHPYIOmas Tepanus
skynu3ymMaboM B go3e 1200 mr 1 pa3 B 14 mgueii. C menbio onpeneacHus BO3MOX-
HOCTH OTMEHBI 3KyJIN3yMada MpoBeIeHO TeHETHYECKOE UCCIIeI0BAHUE.

Oo6cy:kaenune

ATHUNIUYHBIN TEMOJIINTUKO-YPEMUYECKUI CHHIPOM SIBISIETCSI AMArHO30M HC-
KJIIOUEHHSI, TaK KaK Ha CErOJHA He CYLIECTBYET CeHU(pHIECKOro MapKepa JaHHOTO
3a00JIeBaHMsL.

JlaHHBIA KIMHWYECKUM Cllydaill WIIIOCTPUPYET CIOXKHBIM IyTh IallUEHTa
K 3aKJIIOUYMTENIbHOMY AWarfHo3y u Tepanuu. [Ipu mocraHoBke AuarxHosa Oblia Mpo-
BezeHa auddepeHanbHas JUarHOCTUKA MEXIy [IEPBUIHBIMUA TPOMOOTHYECKUMHU
MHUKPOAHI'HONATUSAMH (TUIHYHBIA Te€MOJIMTHKO-YPEMUYECKUII CHHIPOM, TPOMOO-
THUYECKasi TPOMOOLIMTOIEHUYECKas MypIlypa), UCKIIOYEHbI BTOPUYHBIE TPOMOOTH-
YecKre MHUKPOAHTHONATHH (CUCTEMHas KpacHas BOJNYaHKa, aHTU(OCHOTUIMHUIHBIHA
cunapoM, ANCA-accoliMpoBaHHbIN BacKyJIHT, 37I0KaueCTBEHHBIE HOBOOOpPa30Ba-
Hus, BUY, 3nokavyecTBeHHas apTepuanbHas THIIEPTEH3HS).

C0’)XHOCTP JMAarHOCTUYECKOTO IOMCKA OCJIOKHSUIACh HAJMYHEM HEIOJIHOM
«KJIACCHYECKOH TpHaapl» AaHHOTO 3a00JieBaHUs, a MMEHHO OTCYTCTBHEM TPOMOO-
LUTONECHUH.
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3akiaroueHue

[IpencraBrneHHbIN KIMHUYECKUNA CIIydall elle pa3 mOATBEPKAAET CI0XKHOCTh
JUAarHOCTUKH aTUIIHYHOTO FEMOJIMTHKO-YPEMHUYECKOro cuHapoMa. 1lpu moctaHos-
K€ JUarHo3a HeoOXO0uMO MOBBINICHHOE BHUMAHHUE TIPAKTHUECKUX Bpadel K HMH]IU-
BUYyaJbHOMY IMOJAXOAY BEACHUS Ka)KAOTO MAllMEHTa C LEJIbI0 MUHHUMHU3HPOBAHUS
YCTaHOBJICHUsI OUIMOOYHOTO JUarHo3a W pPelIeHHs BOMpOca O MPOBEACHUU Jallb-
HeWllel Tepanuu.
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