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Pezrome

Beenenne: ATunuuHslii reMonuTHKO-ypemudeckuii cunapom (al'VC) — 310 penxas nporpeccupyromas popma CHCTeMHON TpoMOo-
TUYECKOW MUKPOAHTHOIATHH, KOTOpasi pa3BUBACTCS BCIEACTBHE HEKOHTPOIUPYEMOH aKTHUBAIMN AITEPHATHBHOTO ITyTH CHCTEMBI
KOMIUIEMEHTA U XapaKTePHU3yeTCsl MPEeUMYIIEeCTBEHHBIM HOPaKEHUEM COCY/I0B MUKPOIIMPKYJISTOPHOTO pyciia MOYeK.

Onucanne KIMHUYECKHX Cly4daeB: B crarbe onuchiBaloTes 1Ba KinHHYeckux ciydas al'YC, neMoHCTpupyoLye TpyaHOCTH Aud-
(depeHIanbHON TMarHOCTUKY TUMHYHOTO U atnnyHoro I'YC Ha paHHuUX 3Tanax 3a0oj1eBaHus.

3akJl04eHne: YUnuTbIBas OTCYTCTBHE YCTKUX J1a0opaTopHbIX KputepueB al YC, He0OXOAMMO MPOBOANTD CIIOKHYIO M MOCIEN0Ba-
TeNbHYI0 IU(GEPeHIINATIBHYIO THATHOCTUKY Pa3JIMYHbIX BAPUAHTOB TPOMOOTHYECKOW MHUKPOAHTHOIATHH, UCKIIFOUCHHE KOTOPBIX
I03BOJISIET C OOJIbIICH YBEPEHHOCTBIO 3aII0JJO3PUTh U MOCTABUTh MPABUIIBHBIN JIHArHO3.

Kniwouesvie cnoea: aTUIuHbII reMOJIUTHKO-YPEMHYESCKUI CHHIIPOM, JI€TH, KOMIUIEMEHT-0IOCPEI0BaHHAs TPOMOOTHYECKash MUKPO-
AHTUONATHS, OCTPOE ITOBPEXKICHNE MT0YEK, TMArHOCTUKA, KIMHUYECKUH cirydait
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Abstract

Background: Atypical hemolytic-uremic syndrome (aHUS) is a rare progressive form of systemic thrombotic microangiopathy
(TMA), which develops due to uncontrolled activation of the alternative pathway of the complement system and is characterized by
a predominant lesion of the vessels of the renal microcirculatory bed.

Clinical cases description: The article describes two clinical cases of aHUS, which demonstrate the difficulties of differential diag-
nosis of typical and atypical HUS at the initial stages of the disease.

Conclusion: Given the lack of clear laboratory criteria of aHUS, it is necessary to carry out a complex and consistent differential
diagnosis of various TMA options, the exclusion of which makes it possible to make a correct diagnosis more accurately.
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I'emonmutuko-ypemnuecknii  cuaapoM (I'YC) mpen- ero taxxe HazpBaror STEC-I'YC. I'YC, cBa3anHBIH €O

CTaBIsieT COOOW TPOMOOTHYECKYIO MHUKPOAHTHOIATHIO
(TMA) ¢ mpeoOiagaronM NOPaKEHWEM COCYIOB TO-
YeK U Pa3BUTHUEM OCTPOTO TOYEYHOTO MOBPEKIACHUS
(OITII). I'YC BritogyaeT B ce0sl KOMIIEKC KIMHUYECKHX
n  7a0OpaTOpHBIX CHMITOMOB: MHKpOAHTHONATHYe-
ckyro HemMMyHHYI0 (KymOc oTpumarensHyio) reMosu-
THYECKYIO aHeMuIo, TpomoOonutorenuto u OIIIT [1, 2].
HauGonee pacnpocrpanennoi ¢opmoii sisiercs ['YC,
KOTOPBI BO3HHMKAET IOCJIE Auapen (4acTo T'eMOKOJIH-
Ta), BBI3BAHHOW 3HTEpOreMopparudeckuMu Escherichia
coli, xoropeie mpoxymupyioT mura-tokcun (STEC),
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Streptococcus pneumoniae (SP-I'VC), Bcrpeuaercs ro-
pas3io pexe W 4acTo pa3BHBaeTCs Ha ()OHE ITHEBMOHHHU
nnu MeHuHruTa. llpu nonospenun Ha arunuuHbil I'YC
(aI'YC) nckmrogarorcst apyrue npuaussl I'YC, B Tom dnc-
ne nHpeKroHnble. Y aereit okomo 80-90% oT Beex ciry-
yaeB ['YC npuxonutcs Ha STEC-I'VC, 5-10% na al'VC
u meHee 5% na SP-I'YC [3, 4].

ATUNIMYHBIA  TEMOJUTHUKO-YPEMHUYECCKUH  CHHIPOM
(aI'YC) — at0 peakas mporpeccupyiomast dhopma cuc-
TeMHOW TpoMmOoTHyeckort Mmukpoanruomnatun (TMA),
pa3BUBaeTCs W3-32 HEKOHTPOIWPYEMOH  aKTHBAaIU{
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aJIBTEPHATUBHOIO ITyTH CUCTEMBbl KOMIUIEMEHTA U Xapak-
TEpU3yeTCs MPeoOIaIaloIIuM OPAKSHUEM MUKPOITUPKY-
JIITOPHOTO COCYAMCTOro pycia noudek. Arunuunsiii I'YC
OTHOCHUTCS K KpaifHe peIKiM TaTOoJIOTHSAM C pacrpocTpa-
HeHHocThiO0 0,5-2,0 cinydas Ha 1 MJIH I€TCKOTrO Hacese-
Hus. Atunmaasiil ['YC Moxket MaHn(eCTHPOBATh B JIFO-
0OM BO3pacTe OT HEOHATAJIHHOTO MEepHOa JIO MOXKHIO-
ro Bo3pacta. Yactora BcTpeuaeMoctu al' YC HECKOIbKO
pexe y aereit, uem y B3pocibix (40 u 60% cooTBEeTCTBEH-
HO). OTmnauTeasHpIME 0coOeHHOCTIME al Y C sBsIoTCS:
Hayasio 3a00JyieBaHMs B BO3pacTe Miajie 6 Mec. U cTap-
11e 5 JieT )KU3HU, BOJTHOOOPA3HOE U PEUANBHPYIOIIEE Te-
YeHUe, HATMYhe CeMEWHOro aHamHe3a 3aboneBaHus [6].
OcTpble KHIIEYHbIE W PECIHUPATOPHbIE MH(EKINH, Bak-
[IUHALIUS, TPABMBI, XUPYPTUYECKHE BMEIIaTeIbCTBA U JIP.
MOryT BelcTynats Tpurrepamu al'yC. B nonosune ciyda-
eB y JeTell u B 2/3 ciydaeB y B3pOCIBIX MaHU(pECTAINU
al'YC npenmecTByeT nuapes, KOTopas yaiie BCEro acco-
nuupyetrcs co STEC-I'YC. Dto 3arpyaHsaeT CBOCBPEMEH-
HYIO ITOCTAHOBKY MPaBHIILHOIO JUarxHosa [6].

[IprumnHO# 32001€BaHUST MOTYT CUMTATHCS MYyTalll{
TCHOB, KOJMPYIOIMINUX CHHTE3 OCIKOB-PEryIIATOPOB: (hak-
topoB H (CFH), I (CFI), B (CFB), MCP, THBD u 6en-
KOB-aKkTHBaTOpoB cuctembl KoMmiuiemeHnta: CFB, C3,
a Tak)Ke ayTOMMMYHHBIN MexaHu3M (00pa3oBaHUE ayTo-
antuten k gaxropy H) [3, 4]. bonpmmHCTBO BapraHTOB
al'YC HacnenyeTcst 10 ayTOCOMHO-JOMUHAHTHOMY THILY
C HETIOJTHOHM IEHETPaHTHOCTHIO, 3HAUNUTEIIHLHO PEXe I10 ay-
TOCOMHO-PEIIECCUBHOMY WM IMOJUTeHHOMY THIy. OKO-
710 15% nanueHTOB MMEIOT MOM0KUTENBHBINA CeMENHBIN
aHaMHe3 U npubnuzutensHo y 50% dieHoB ceMbH ynaa-
eTcs OOHapyXKUTh MyTalWH, TMPUBOASAIINE K Pa3BUTHIO
al'YC [5, 6]. Tonbko y 40—60% nauuentoB ¢ al'YC auar-
HO3 MOXET OBITh IMOATBEPXKICH IO pe3yibTaTaM I'eHeTH-
yeckoro uccienoBanus [7-9]. B 9 u3 10 coyuaeB — 310
reTepPO3UTOTHBIC TeHETUYCCKUE MYTALIUU, KOTOPBIE MOTYT
MPUBOJUTE K JehunuTy Oeska (Tum 1) niam HapyIIeHUIO
ero gyukiuu (tum 2) [1]. B 40-50% ciayuaeB myranuu
T€HOB, OTBETCTBEHHBIX 3a CHHTE3 OellKa, y4acTBYIOUIHX
B PETYJIALUN aKTUBHOCTH AJbTEPHATUBHOIO IyTH CUCTE-
MbI KOMIUIEMEHTA, HE OOHApyKMBAIOTCS, HO 3TO HE HC-
kirouaet guarnos al YC [9].

B mnarorenesze arunuunoro I'YC kiroueByro poiib
UTParoT TPOMOOOOpPa30BaHME W TIOPAKEHUE DHIOTEIUS
KalUIIPOB M apTepHOII BCIEICTBHE HAPYIICHHUS aKTH-
BallMU aJbTEPHATUBHOTO IyTH CHUCTEMbl KOMILJIEMEHTA,
YTO B KOHEYHOM HTOre MPUBOAUT K pa3BUTHiO TMA.
Yame Bcero nOBpPekAaeTCs IIOMEPYIISIPHBIM 3HOTENNN
mogyek. Kpome TOro, B MaTroJOrmy4ecKuii mpomecc BOBJIe-
KaeTcsi MHUKPOIMPKYISATOPHOE PYCIO APYTHX OpPTaHOB
U CHCTEM, TAaKUX KaK: FOJIOBHOM MO3T, JETKUE, KEeITyq0u-
HO-KHILICUHBIH TPAKT, UYTO MPUBOAUT K MOTHOPTaHHON He-
noctarounoctu [10].

Kimnmanaeckoe Teuennme I'YC CXOmHO € CHMII-
tomamu  STEC-T'YC, kpome TeHepaIu30BaHHOIO

WM PeIUIUBUPYIONIETO TEUCHUS TPOMOOTHICCKON MHUK-
pOaHTHONIATHH. AHAJIOTHIHBIMU YepTaMu O0JIafaeT pas-
BUTHE BHETOYEYHBIX IPU3HAKOB 3a00JIEBAHUS: TOpaXKe-
HUE MHUKPOIMPKYIITOPHOTO pYyClia TOJOBHOTO MO3Ta,
CepaIa, JeTKUX U KEeTyI0YHO-KUIIIEYHOTO TPAKTA.

Atnnmansiii ['YC — ato anarno3 uckmodenus. Ang-
(bepennmanpaas nuarHoctuka al'YC mpoBomuTes co
STEC-I'VC u TpoM0OOTHYECKOH TPOMOOITUTOIICHUYECKOM
nypmypoii. Kputepusimu nuarnosza al'YC aBinsroTcs: Ha-
JUYUE TEMOJUTUYCCKOH aHEeMUH, TPOMOOIMTONCHUN
¥ OCTPOTO IOYETHOTO MOBPEXKICHUS. XapaKTEePHEIC TIOKa-
3arenu st al 'Y C: cHmkenne remoroonaa menee 80 /i,
LIM30LUTHL B Ma3Ke KpoBH — 10 10%, cHU>XeHUEe ypoBHs
TpoMGoIMTOB 10 50-70%10°%/71 1 MEeHee, pa3BUTHE JCHKO-
nuro3a 6omee 20%10%1. TIposiBIeHHsIMUA OCTPOM IOYEY-
HO# HemocTarouHocTH TIpH al 'Y C SBISIFOTCS: TOBBITIICHHE
KpeaTMHWHA W MOYCBUHBI CHIBOPOTKH KpPOBH, a TaKkKe
anypust/onuroanypus [9]. UToObl HCKIIOYUTH TPOMOO-
THYECKYI0 TpoMOonuTonenndeckyro mypmypy (TTII) ma-
nueHTaMm ¢ TMA HeoOXOauMO ONpPEIeisATh aKTHBHOCTh
ADAMTS-13 (MeTamionpoTenHasbl, KOTopasi pacIieruisi-
€T CBEPXJIMHHBIE MYJIETHMEpHI (hakTopa BrmneOpanmaa).
Juarnoctuueckum mapkepom TTII sBisiercst noHnxkeHue
aktuBHOCTH ADAMTS-13 menee 10% (ropma 80—110%).
AxTtuBHOCTE ADAMTS-13 MoxkeT cHuxarbes ipu al YC
u npyrux TMA, Ho ee 3HaueHue Bcerna npessimact 10%.
Amnamus aktusHoctt ADAMTS-13 DoiDKeH BBIITOIHATHCS
JI0 Hayasia rasMotepanuu [3, 11].

KnuHunuyeckni cnyyanm Ne 1

Y nayuenma b., 5 nem, 26 nions 2021 1. co c10B MaMbl
O0TMEYaJIOCh IMOBHIIICHUE Temreparypsl Tena a0 39 °C,
OJHOKpAaTHAs PBOTA CHEACHHOW MUIIEH, 00U B KUBOTE,
TEMHO-KOPHUYHEBBIH IBET MOYM. Mama CaMOCTOSITE]b-
HO Jana ajacopOeHThI, MOYNpOodeH, COCTOSIHUE YITy4IlIH-
nock. Yepe3 4 nHsS BHOBb NOSBWIACH PBOTA, BO3ZHHKIIA
cabocTh, HabIIOAAMach pe3kas BsUIOCTb pedeHka. O0-
paTUIINCh CAaMOCTOSITEIIBHO B TMOJIMKIMHUKY [0 MECTY
JKUTEICTBA. YUACTKOBBIN IMEAWaTp HampaBuil peOeHKa
C IMarHO30M «aHemus Tsbkenout crenenn» B LIPh. B pe-
3yJbTare oOCJIeOBaHHs: B aHAIN3e KPOBH YpPOBEHb Ie-
MonTo0MHa CHIDKEH 10 528575 r/1m (110-140 r/i), spu-
tpouuTonenus 1,78%10'%/m (3,5-4,5x10'%/m), TpomboOITH-
torneaus 145-119x10°1 (160-390x10°/11), neiikoruros
29,8x10%n (5-12x10°m); B aHannM3e MOYM — MPOTCHHY-
pust 1,0 r/n, remarypus: 50-250 B mone 3peHus; 6uo-
xuMusl KpoBH: noseimeHne yposus ACT go 60-190 (0-
47 en/m) MKMOJIB/J, XoJecTepuHa 10 6,5—7,87 MMOib/I
(2,9-5,2 mmomne/n), JIAI' mo 4706 en/n (0450 en/n),
TpurauiepuaoB a0 7,29 mmons/n (0,34—1,13 MMomb/i),
kpeatuHrHA A0 233-125 MKMONB/1 (27-62 MKMOIB/M),
MOYEBUHBI 10 24,8—18,6 mmons/i (1,8—7,5 MMOITB/T); KO-
aryjorpaMma B npezaenax HopMbl. Y3U nodek — npusHa-
k¥ g dy3HBIX H3MEeHeHuH nouek; Y3 opranoB Oprori-
HOW TIOJIOCTH — HE3HAYUTEJIBHBIH THAPONEPUTOHEYM,
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neOonbiias renatoMmeranus; DxoKI' — 0e3 maTojoruu;
PEHTIeH OpraHoB IPyAHOH KieTku — 0e3 naronoruu. Co
cioB Mamsl, 03.08.2021 1. y peOcHKa TOSBUINCH BBICHI-
MaHUsI TEeMOPPArmYeCKOro XapakTepa, KOHCYIBTUPOBAH
nepmatoioroM. C y4eToM HaJIWYHUs TeMOPparundecKon
CBHIM, HE WCKIIIOYANICS TEeMOPParndecKUi BaCKYIIUT.
06.08.2021 r. ocMotpen Hedposorom — ['YC? YuurtbiBas
TSOKECTh COCTOSIHUS, PEOCHOK /IS ajbHelero ooce-
TIOBAHUSA U JICUCHUS OBLI NEPEBEACH B HEPPOIOTUIECKOE
otaenenue I'BY3 «JleTckas kpaeBast KIUHIYECKAsT 0OIb-
aumay (JKKB) r. Kpacnomapa.

[lpy moctymieHnu B HEPPOJIOTHYECKOE OT/eIe-
nue JIKKB 1. KpacHomapa coctosiHre peOeHKa TsKenoe
3a CYET aHEMUYECKOI'0 CHH/IPOMA, MHTOKCUKAIINH, [10Y€Y-
HOU HemocTarouyHOCTH. KOoXKHBIE TOKPOBEI OJIEAHEIE, C CY-
OWKTEPUIHBIM OTTCHKOM, Ha TOJICHSIX W CTOIAX CIMHIY-
HBIC METEXHATBHBIC AIEMEHTHI CHIITH, TYprop COXPaHEH.
OtexkoB HeT. UCC 94 yn/mun. ALl 119/72 MM pT. cT. XKu-
BOT MsATKHU# Oe300e3neHHbIid. CTyn ohopMiIeHHBIH 1 pa3
B cyTkd. Opranel MOYeNosoBOil cucTeMbl cPOpPMUpPOBa-
HBI MIPABUIILHO IO MY)KCKOMY THITY, 00IacTh TIOYEK 0e3-
0oJIe3HEHHA, TTOYKU HE MATBITUPYIOTCS, XapakTep Moue-
WCITyCKaHUS: CBOOOMHEIN, Oe300ie3HeHHBINA. CyTOUHBIN
00beM Moun 600 MJI, IIBET MOYH — TEMHO-KOPHUYHEBBIH.

B oOmem aHami3e KpOBH: YpOBEHb T'eMOIIOOMHA
camxeH 10 62 r/n (110-140 r/m), spurpounToneHus —
1,78x10%n  (3,5-4,5<10'%/1), CHUKEHHE TIeMATOKPH-
ta — 17,4% (32-42%), neiikonuronenus — 3,9x10%n
(5-12x10%/7), Ttpombormronieauss — 31x10%m  (160—
390x10°1), nossiterre COD 10 38 mm/uac (1-8 Mmm/4ac).

[lo pesynpraraM OWOXMMHYECKOTO aHalIHM3a Kpo-
BH: moBeimeHue ypoBHs ACT no 107 en/n (047 en/xn),
Tpurmuuepunos a0 4,81 mmons/n (0,34-1,13 mMmomns/),
xonecrepuHa 10 7,4 mmons/i (2,9-5,2 MMomb/iT), MOUe-
BHUHEI 10 16,8 MMonw/n (1,8—7,5 MMOIB/JT), KpeaTHHUHA
o 142 mxmonw/i (27—62 mxmons/n), JIII mo 7104 en/n
(0450 en/n), beppuruna no 351,88 ur/mi (7—140 ur/mn).
CHmKEeHa pacyeTHas CKOPOCTh KIyOOYKOBOW (HIIBTpa-
uuu 1o Hlsapiry 35,3 mu/muH (89—165 mu/mun). O0munit
aHaJIN3 MOYH: JICHKOIUTH — €IUHIYHBIC B TIOJIEC 3PCHMS,
nporennypus 2,18 /1 (0,02-0,12 r/m); remarypust — ma-
JIOU3MEHEHHBIE SPUTPOIMTH B OOJBIIOM KOJHYECTBE,
MPO3pavHOCTh — HEMOJHAs, IIBET *KeThiid. Koarynorpam-
Ma: moBeimeHune antutpombuna III 138% (83-128%)
u J-mumepa 388 ur/mi (0-250 ar/mum). IIpobda KymoOca
orpunarenbHas. UPA-undexnun: HBsAg — ne obHa-
pyxeno, Anti-HCV — He oOHapyxeHo. MuenmorpaMma:
MYHKTAT KJIETOYHBIH, COAEPKUT MaJl0 HEHTpalbHOTO
KHpPa, CKOTUICHHE KJIETOK CTPOMBI, OJIMHOYHBIE MaKpoQa-
TH C TIposBIEeHUsIMH reMmodaromnuros3a. HedrpodunpHbIit
POCTOK Cy>K€H. DPUTPOUIHBIN POCTOK PACIIUPEH. DPUT-
pOII033 HOPMOOIACTUICCKUH ¢ YepTaMU MerajooIacTo-
WJHOCTH Ha ypoBHE MoobIX popm. [emormoOnamM3anus
¢ yckopeHneM. MerakapuoIUTapHbIil pOCTOK IMPEICTaB-
JICH JIOCTaTOYHBIM KOJINYECTBOM 3PEJIbIX M CO3PEBAFOIIUX
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KJIETOK; (PyHKIIMOHATBbHAS NEATEIbHOCTh MEraKapUuOIIH-
TOB HapyIICHA.

Kposb Ha ADAMTS-13 — 78% (80-110%).

[ToBwimenue ypoBHsI ayToaHTHTend K (akropy H —
4147 AU/ml (mopma menee 2000 AU/ml).

[IIIP uccnenoBanue kajia Ha OCTPbIE KUIIEUYHbIC HH-
¢dexuun (OKN), uccnegoBanne UCIpaXHEHUN HA TU3CH-
TEPHUIO, CaJIbMOHEIUIE3, DHTEPONATOTEHHYIO KHUIIEYHYIO
MAJIOYKy — OTPHIIATEIHHO.

VYnberpa3BykoBoe ucciaenoBanue (Y3HM) nouek u Mmoue-
BOTO ITy3bIps: 3XOrpapruecKue MPU3HAKH YMEPEHHO BbI-
pakeHHBIX MU PY3HBIX U3MEHEHUH 00EUX TOYeK.

I'ematosnor: maHHbIX 3a 1€010T reMo0IacTO3a HeT.

KapamopeBmarosor: maHHBIE 32 CHCTEMHBIN BaCKYJIHAT
COMHUTEITBHEL.

Pebenox xoucynbTHpoBaH chnenmanuctamu PIAKDB
OI'AOY BO PHUMY um. H.M. Iluporosa M3 PO.
BricTaBneH nuarHo3: OCTpOe IMOYEUHOE IOBPEKICHUE
BCJICIICTBUE  ATUIHYHOTO TEMOJIUTHKO-YPEMHUECKOTO
cuaapoma. 1o KU3HEHHBIM MMOKa3aHUSM OOJIHHON HYXK-
Jasicsl B Ha3HAYSHWHW TIperapara DKylmn3ymad Mo peKo-
MEHJOBaHHOW OOLIETIPUHATON CXEME JICUCHHUS.

Ha ocHoBanuu nporpeccupyroieil KapTuHbl OCTpOM
MOYCYHOW HEIOCTATOYHOCTH, IIPOBENCHHBIX Jabopa-
TOPHBIX W WHCTPYMEHTAJIHHBIX METOIOB HCCIICIOBAHIIS,
C YYETOM CHWKCHUS YPOBHS aKTHBHOCTH METaJIONPO-
tenHassl ADAMTS-13 (78%), Ho He meHee 10%, ObuI
YCTAHOBJICH CICNYIOMINNA TUArHO3: aTUMUYHBIA FeMOJH-
THUKO-YPEMUYECKUI CHHIPOM (TEMOJIUTUYCCKAST aHEMUS,
TPOMOOIIUTOINICHHSA, OCTPOE IOYEYHOE ITOBPEXKCHHE).
ApTepuasibHasi THIIEPTCH3HUST BTOPUIHAS, PCHOTAPEHXH-
Maro3Hasl.

OcymectBisutack auddepeHnuanbias TUarHoCcTHKa
Ha HAJIMYME€ UMMYHHBIX TEeMOJUTHUECKUX aHeMHUH (Tpo-
6a KymbOca orpumarenbHas), TPOMOOTHYECKOH TpOM-
OOIMTONIEHNYECKON Myprypsl (CHIDKEHa aKTUBHOCTh
ADAMTS-13 78%, w0 > 10%), STEC-I'YC (I1LIP-
uccnenosanue kana Ha OKU, uccnenoBanue ucnpaxHe-
HUH Ha TU3EHTEPHIO, CaIbMOHEIIIE3, YHTEPOIATOTCHHYIO
KHILIEUHYIO MAaJO4YKy — OTPHILATENIHFHO), TeMOOIACTO30B
(memuddepennpoBannsie OmacTHbIe KineTku 0%).

B HedponormueckoMm OTAEICHNH MPOBOIMIOCEH JIede-
Hue: nepenuanue C3I1 u spuTpouuTapHOi Macchl, KOM-
TUIEMEHT-UHTHOUpYFomas Tepanus (9Kyin3ymal) B 103e
600 Mr, aHTUKOAryJIsHTHas Tepamnus (TermapuH), TeMoc-
TaTUdeckast (OKTAIJIeKC), TUIOTCH3UBHAS (HH(ETUTINH,
amIonunuH, GypoceMun), aHTHOAKTeprUaIbHAs TePaIis
(cymp30HIIE]), TapeHTEepaTbHAS TIFOKOKOPTHKOCTESPOH/I-
Has Tepanus (J1ekcameTa3oH), HH(Y3HOHHAs Tepartusl.

Otmeuanach MONMOXKUTENbHAS AMHAMUKA U CTOUKOE
yAy4IIEHHUE COCTOSHHS Ha (poHE MPOBOTUMOMN TEparuu.
[loBrrmenne ypoBHs remoriobuna mo 98 1/m, TpomOo-
muToB 10 216x10°%1 u cumwkenne JIAT mo 1086 En/i.
CHmxeHne xonmmdecTBa 0enka 10 0,51 1/ u SpuTponuToB
(5-10 B moyte 3peHHMsT) B MOYE.
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KnuHuyecknin cnyvam N2 2

Iayuenm B., 1 200 10 mec., B utone 2019 r. mepenec
pOTaBUpPYCHYIO HH(EKIHIO, HAXOAWIICS MO HAOIIOIeHH-
€M Yy4acTKOBOIo menuarpa. B Hauane ceHTA0ps mosBUII-
Csl JKUAKUH CTYJI M Kallejab Ha (oHEe HOPMAaJIbHOU TeM-
nepatypsl. [lociie obGparenns B HOMUKINHUKY IO MECTY
KUTEIHCTBA YYACTKOBBIH TEAMATp HA3HAYMI JICUCHUE
C TIpUMEHEHWEeM aHTHOAKTepHaJbHOH W MYKOJIHTHYE-
CKOW TepamuM — OTMEYaJOCh YIYyYLIEHUE COCTOSHUS.
Uepe3s 5 nHel MOsSBUIOCH M3MEHEHHUE IIBETa MOUH (HACHI-
LICHHO TeMHas). B MOTUKINHUKE 110 MECTY KUTEIbCTBA
MpoBeieHo o0cienoBaHNe: B OOIIEM aHalu3e KPOBU —
CHIDKEHHE ypoBHS remMoriioonHa 10 79 r/m (110-140 r/m),
tpomGoruronenus 41x10%m (160-390x10°), ycko-
perue COD mo 39 mm/u (1-8 mm/gac). PebeHok B 3KC-
TPEHHOM TOPSJKE OBUI TOCIUTAIN3UPOBAaH B peaHHMa-
IIMOHHOE OTJEJICHUE JETCKOW TOPOJCKON OOJBHUIIBI.
[Ipu nmoctymiennn B 00IIeM aHaIu3e KPOBU CHUYKCHHE
YpOBHSI TeMoriobnHa 1o 74 1/7, TPOMOOIUTONICHUS —
51x10%n; B GHOXMMHHM KPOBH OTMEUAJIOCh TTOBBIIICHHE
ypoBHsI MO4eBHHHI 10 29,1 mmons/a (1,8-7,5 MMoIb/m),
kpeatuHuHa 10 196,84 Mmoiw/n (27—-62 MKMOJIB/JT), TI0-
HIDKCHHE ypoBHs o01iero 6enka 10 51,1 r/a (59-80 r/n);
B oOIIeM aHalu3e MOYM IOBBINIEHHE YpPOBHS Oenka
10 9,9 T/m, SpUTPOIUTHI CIUIONIb. BO Bpems JeueHus
MoJyvall aHTHOAKTepHABHYIO, TITIOKOKOPTUKOCTEPOHI-
HYy!0, WHQY3HOHHYIO, aHTHArperalMoOHHYIO TEparuio,
OJHOKpPAaTHO TMepefuBajach JSPUTPOLUTApHAs Macca.
VY3U nouek — yBenuueHue TUHEWHBIX U AU(dy3HBIE U3-
MEHEHHS TMapeHXUMBbl 00enx mouek. [y nanpHeiero
o0cIIeIOBaHMs 1 JISUeHUsT peOCHOK OBIT TIepeBe/ieH B He-
¢dponoruueckoe oraenenue JJKKB.

OOmiee cocTostHME TIPU MOCTYIICHUH B HE(POJIOTH-
yeckoe otnenenue JIKKbB r. KpacHopapa oreHuBanoch
KaKk THKEJIOe 3a CUeT WHTOKCHKAI[MOHHOTO CHHIpPOMA
U CUHApPOMA MOYEeYHOU HeAocTarouHOCTH. KoykHbIE MOK-
POBEI OnieiHBIe, HA TOJEHSAX U CTONAX — €IMHUYHBIE Tie-
TeXUaIIbHBIE JIEMEHTHI ChIi. OTMeuanach MacTo3HOCTh
muna. Typrop coxpanen. UJ| — 23/mun. ToHBI cepama
Heckonbko mpurtymensl, YCC 116 yo/mun. AL 105-
120/60—-80 MM pt. cT. XKHBOT MTKHA 0€30071€3HCHHBIH.
3a mocnemHIe CyTKH cTyna He 0b6ut0. OpraHbl MOYeToso-
BOH cucTeMBbl CPOPMUPOBAHBI PABIIIEHO TI0 MY>KCKOMY
THUITY, 00JIaCTh MMOYEK BU3yaJbHO HE U3MEHEHA, XapaKkTep
MOYCHCITYCKaHUsI: cBOOOIHOE, Oe30one3HeHHoe. CyTou-
HBIH 00beM Mouu 560 MII, IIBET MOYH — TEMHO-KOPHY-
HEBBIH.

B oOmem ananm3e KpoBW: CHM)KEHHE YpPOBHS Te€MO-
miobuna g0 74 r/n (110-140 1/m), TpoMOOIIMTOICHUS —
57x10%n (160-390x10°1m), moBeimenue ypous COD
1o 25 mm/gac (1-8 mm/gac).

B OuoxumuueckoM aHajW3e KpPOBH: IIOBBIIIE-
uue ypoBHs ACT mo 82 en/n (047 En/a), Tpurim-
uepunoB 1m0 3,01 wmmons/m  (0,34-1,13  mMMmomb/m),
xomecrepuHa 10 5,6 MMmoms/m  (2,9-5,2 MMOmB/7),

MoueBuHBl 10 30 mwmome/n (1,8-7,5 mmonb/m), Kpe-
aruHuHa 10 181 mxMonb/a (27-62 mxmoss/i), JIAT
1o 5078 en/n (0450 en/n), bepputuna go 2457,16 ur/mn
(7-140 ar/™vm).

OOmwmii a”HanW3 MOYHM: JIEHKOIUTHI — €IUHAYHBIE
B monie 3peHusi; nporeunypus 2,5 r/a (0,02-0,12 r/m);
reMaTypusi — SPUTPOLMTHl MaJIOU3MEHEHHBIE CIUIOIIb
B I0JIC 3PEHUsI, MyTHas, IBET — KPACHBIH.

Koarynorpamma: moBbllieHHe ypoBHS (pUOpHHOTEeHA
mo 5,95 r/n (2,7-4,7 v/n); A-mumepa mo 388 ur/miu (0—
250 Hr/min).

[Ipo6a Kymbca — orpunarenbHasi.

NDA-undexun: HBsAg — He oOHapykeHO, Anti-
HCYV — ne ob6HapyxeHo.

Muenorpamma: MyHKTaT KIETOYHBIH, COAEPKUT HEH-
TPaJIbHBIM JKUP, CKOIJICHMsI KJIETOK CTpoMbl. HelTpo-
(GbWIBHBIH pocTOK coxpaHeH. MHIEKe co3peBaHMs dpH-
TPOLIUTOB — B MpeAesiaX HOPMbI. DPUTPOUTHBIA POCTOK
pacimpeH. DpUTPOIio33 HOPMOOIACTUUECKHUH ¢ TIPOsBIIC-
HUSIMH JUCIPUTPOIIOI3a, Kapuopekcuc. [emornoonanza-
[IUsl yCKOpEHA. YBEIMUCHO COACPKAHME TUMQOIIUTOB OT-
HOCHUTEJIBHO BO3PAacTHOM HOpMBI. MerakapuonuTapHbIid
POCTOK MPEICTABIEH 10CTAaTOYHBIM KOJIMYECTBOM 3PEJIbIX
KIJIETOK, B OCHOBHOM (YyHKIIMOHAJbHASL JCATEILHOCTh
METaKapUOIMTOB HapyIlleHa, OOHAPY>KCHBI CIMHHYHBIC
KJIETKH C OTIIHYPOBKOW OJMHOYHBIX TPOMOOIIMTAPHBIX
TUTACTHHOK.

IIIIP wuccnenoBanue kana Ha OKU: auzentepwro,
CaJbMOHEIJIE3, SHTEPOMATOICHHYIO KHILIEUHYIO Manou-
Ky — OTPHIIATENbHO.

Kposb Ha ADAMTS-13 — 119% (80-110%).

VY3 nouek 1 MOYEBOTO My3bIPs: YBEIUUEHUE JINHEH-
HBIX pasMepoB mouek (III1 79%36 mm, JIT 81%36 mm):
nuddy3Hbple M3MEHEHHS IOYEK C BBIPAKEHHOCTHIO IIH-
pamu, sxorpaduueckue npusHakud AU(OY3HBIX H3MeE-
HEHUW MapeHxuMbl nouyek. Hanuune B3BecH B IPOCBETE
MOYEBOTO ITy3bIPs B OOJIBIIOM KOJINYECTBE.

Y3U opraHoB OpromrHO#N MONOCTH: 3XOrpaduuecKkre
MIPU3HAKN YMEPEHHBIX TUPQPy3HBIX N3MEHEHHI TTAPEHXH-
MBI MTOJIKETTYTOUHOM KeJe3bl, IEUCHH.

Koncynpranus remaronora. ae0IOT JeHKO3a HCKIIO-
yeH. JlaHHBIX 32 OHKOT€MaTOJIOTMYECKYIO MaTOJIOTHIO
HE BBIABIICHO.

[IpoBoaniack 3a04Hasi KOHCYJABTAIMS CO CIEIHAJIHC-
TaMU LEHTpa TPaBUTALMOHHON XUPYPIUU KPOBU U Te-
momuanusa ['bY3 JITKB cB. Binagumupa /13 1. MOCKBBI.
BricTaBneH quarHo3: aTUMHYHBIA TeMOJIUTUKO-YPEMUUe-
CKHUIl CHHAPOM (TPOMOOIIMTONIEHHSI, MUKPOAHTHOTIaTHIe-
CKasi TeMOJINTHYECKask aHEMUsI, HEOJIUTYPHUIECKOE 0CTPOe
MoYeYHOe MOBpekKAeHue). Bropuunas aprepuaibHas TH-

MIEePTEH3HUS.
Ha  ocHoBanum  mporpeccupyromieid  KapTHHBI
OCTpPOM IOYEYHOW HEJOCTAaTOYHOCTH, IPOBEIEHHBIX

Ha60paTOpHI)IX U HUHCTPYMCHTAJIBHBIX METOAOB MHC-
CJIEAOBaHUA, KapTUHBI CHMXXCHUSA YPOBHS aKTHBHOCTH
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MetamuonporernHasbl ADAMTS-13 (119%), HO He MeHee
10%, OBLT yCTAaHOBJICH CIICAYIONINI JUATHO3: aTHITHYHBIN
TEeMOJIUTUKO-YPEMUUECKIH CHHIPOM (MHUKPOArHOIaTH-
4yecKkas aHeMUs, TPOMOOIMTOICHHS, HEOJHTYPHUYECKOE
ocTpoe royeyHoe NoBpexaeHue). OcioKHEHUe: apTepH-
aJbHAs THIEPTCH3MSI, BTOPHYHASL.

[MpoBonunace nuddepeHnnanbHas JIHATHOCTHKA
Ha HaJIM4YHe UMMYHHBIX T€MOJIMTHYECKUX aHeMU# (Tpo-
0a Kym0Gca otpumarenpHas), TPOMOOIIUTOIICHUIECKON
nyprypsl (akTuBHOCT ADAMTS-13 119%, HO > 10%),
STEC-I'YC (ITLP uccnenoBanue kana va OKU, uccne-
JTIOBaHME MCTPaXKHEHUH Ha JM3EHTEPHUIO, CaJbMOHEIUIEs,
SHTEPONATOTeHHYIO KHIIEYHYIO MaJOYKy — OTPHIATENb-
HO), remoOnacTo3oB (HeauddepenupoBanHsle OnacT-
Hble kieTku 0%).

B oTnenennu mpoBoamiiack mra3MoTepanus (Tpancdy-
3un C3I1), antnbaxrepranbhas (eTpruakcoH, nedrasn-
JIMM) U TUTIOTEH3MBHAs (amonaunuH) Tepanus. [locme 2-x
TpaHc(y3Hull CBEKE3aMOPOKEHHOH IIa3Mbl OTMeYaiach
aneprudeckas peakius. [lepennBanue spuTpoIIUTapHOI
Macchl IPOBOIMIIOCH IO HHAMBUIYAJIEHOMY 1OI00PY (0T-
MBITBIE SPUTPOLIUTHI). B 3amecTuTeIbHON TIOYeUHOU Te-
parmu pebeHoKk He Hyxaajicsa. [IpoBeaeHa KoMIIeMeHT-
MHTHOMpYIoMmas Tepanus — (9Kynnuzymad) B 1o3e 300 mr.

Ha ¢done mpoBomumMoii Tepanmuyd OoTMEYeHa CTOHKas
MOJIOKUTENbHAS IMHAMHUKA, YJIy4dIlleHne OOIIero cocro-
SHUSI, OTMEYEH POCT YpOBHS remoriioOumHa a0 93 r/m,
TpoMbGormToB 10 205%10°% 1 u camwkenune JIJIT 1144 Ex/n.
CHuxeHHe KonnvecTBa Oellka M SPUTPOIIUTOB B MOYE.

3aknoyeHne

Aturninysbiil ['YC 0THOCHTCS K )KM3HEYTPOXKAIOITIM 3a-
OoneBaHnAM, TPEOYIOIINM CBOEBPEMEHHOW IMAarHOCTHUKH
U JICUCHUS. YUUTHIBAasS OTCYTCTBUE YETKUX JIAOOPATOPHBIX
kputepueB al Y C, He0OXOIMMO TIPOBOTUTH CIIOXKHYIO H T10-
CIeoBaTeNbHYI0 AU dhepeHIHATEHYI0 THATHOCTHKY Pa3-
JIM4HbIX BapuaHToB TMA, UCKIIIOUEHHE KOTOPBIX IMO3BO-
nsieT ¢ OoJbIIeH YBEPEHHOCTHIO 3aM0A03PUTh U MTOCTABUThH
MpaBWIbHBIA nuarHo3. KimHHuyeckas HacTOPOKEHHOCTh
B ane al'YC momkHa BO3HHKATH TPH BOJTHOOOPA3HOM,
peLuIuBHpyolIeM 1in cemeiiHoM xapakrepe ['YC, nebro-
T€ B BO3pacTe mjamie 6 Mec. ¥ cTapuie 5 JIeT, CHCTEMHO-
CTH MOPAXKEHUS C BOBJICUCHUEM MHOTUX OPIraHOB U CUCTEM,
B Clly4yae HemnoiHoro cumnrtoMmoxomiiekca TMA. CBoes-
peMeHHass TUarHOCTHKA U PAaHHEE HAyallo JICUCHUST UMEIOT
periaroriee 3HaYeHNE B HCXOJIe 3a00IeBaHusL.
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