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BricTponporpeccupyromuii ioMepyaoHedpuT y nereii — peakasi, HO HauOoJiee arpeccuBHasi (popma riomepyaoHedpura. Kinnu-
YeCKH XapaKTepu3yeTcsi OCTPhIM HePUTHIECKAM CHHIPOMOM C OBICTPO MPOrpeccHpyIomieii MOYeYHoil HeTOCTATOYHOCTBIO, MOP-
osornyecku — HaIMYKUEM IKCTPAKANMULISPHBIX KJIETOYHBIX WM (hHOPO3HO-KIETOUHBIX MOJYIyHHii Oosiee yeM B 50% Kiy00YKOB.
B Hacrosiiee Bpems B IMTepaType ONMUCAHBI JINIIb €IMHUYHBIE CTyYaH KIMHUYECKOTO TeUeHH sl JAHHOTO BAPHAHTA IIoMepy/IoHedpuTa
y nereii. B ctarbe npeacrasieHo co0CcTBeHHOE HAOIOIeHHE ObIcTponporpeccupyiomero romepyionedpura I tuna (antu-6BMK+)
y neBouku 12 net. HecMoTpsi Ha mpoBeeHHe MMMYHOCYNIPECCUBHO Tepanuu B KOMOMHAINM C TUia3mMadepe3oM, 0TMEYAI0Ch MPo-
rpeccupoBaHue 3200JieBaHUs C UCXOZOM B XPOHHYECKYI0 00Jie3Hb movyeK V craauu. PedeHoK moyyaer 3aMecTUTEIbHYIO TepPanio
NepPUTOHeATbHBIM Auann3oM. Teuenue 3a00/1eBaHUs OCJI0XKHUIOCH PA3BUTHEM TSKEJIOT0 TUNepnapaTupeosa.
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Rapidly progressing glomerulonephritis in children is a rare but the most aggressive form of glomerulonephritis. This disease
is clinically characterized by acute nephritic syndrome with rapidly progressive renal failure, morphologically it is characterized
by the presence of extracapillary cellular or fibro-cellular crescent in more than 50% of glomeruli. Currently the literature describes
only a few cases of clinical course of glomerulonephritis in children. The article presents the researchers’ observation of rapidly
progressive glomerulonephritis type I (anti-BMC+) in a 12-year-old girl. Despite immunosuppressive therapy combined with plas-
mapheresis, the authors observed the progress of the disease resulting in chronic kidney disease stage V. The child received renal

replacement therapy with peritoneal dialysis. The course was complicated by the development of severe hyperparathyroidism.
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I ;bICTponporpeccmpylommﬁ raoMepyaoHebpUT
y IeTeil — peakasi, HO HauboJiee arpeccuBHasi (popma

riaomepyaoHedpuTa, Tpedylouiasi He3aMeaJIUTeIbHOI
cneuu@uueckoi TMarHoOCTUKU U ObICTPOThI MPUHSTUS
peuieHus: o jJeuyeOHol TakTuke. YacTora OBICTPOIIPO-
rpeccupyIollero BapraHTa coctasiseT oT 2 mo 10%
oT Bcex opm riomepyioHedputa [1]. PaHHss nuarHo-
CTUKA, CBOEBpEMEHHas aKTHBHAasl MaTOreHeTuyeckas
Tepanusi UMMYHOCYIIpECCaHTaMu, MPUMEHEHUE IKCTpa-
KOpHOpaabHbIX METOIOB JIEYEHUS] MOTYT CYLIECTBEHHO
VJIYYLIUTh TPOTHO3.

CUHOHUMBI TepMHMHA «OBICTPONPOTrPECCUPYIOIINIA
raoMepyJioHepUT». MOMOCTPbIA, 3/J10Ka4eCTBEHHBII
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[JIOMepYyJIOHe(PUT,  DKCTPAKANUJUISIDHBI  [JIoMepy-
JIOHEe(PUT ¢ MNOMYAYHUSIMU (OOLIENPUHATHIM Mopdo-
snormyeckuii TepmuH) [1]. KnmHuyecku 3abosieBaHue
XapaKTepUu3yeTcss OCTPbIM HEe(PUTUUYECKUM CHUHAPOMOM
¢ OBICTPO IPOrpecCUpyIoONIeii ITOYEYHON HEeAOCTaTOoY-
HOCTbIO (yIBOEHHUE YPOBHSI KpeaTMHWHA B ChIBOPOTKE
KpOBU B TeueHue 3 mec), MOPQOJIOrMYecKd — HallU-
yypeM BKCTPaKamWUISIPHBIX KJIETOYHBIX Wi (puodpo3s-
HO-KJIETOUHBIX TTOJIyIyHUI 0oiee yeM B 50% Ki1yOOUYKOB.
BricTponporpeccupyiomuii - rIoMepyaoHepUT MOXKET
ObITb MIMOMATUYECKMM WIM Pa3BUBATbC B paMKax
CUCTEMHBIX 3a00/IeBAHUM — CHUCTEMHBIX BaCKYJUTOB,
aCCOLIMUPOBAHHBIX C AaHTUHEUTPOMUIBLHBIMUA LIMTOILIA3-
MatuueckuMu aHtutenamu (AHLIA), cunnpoma Iymnnac-
yepa, acCOLMMPOBAHHOIO C aHTUTEJaMU K Oa3aibHOM
MeMOpaHe Ki1yooukoB (aHTu-BMK-aHtuTena) u B pamkax
CUCTEMHOI KpaCHOM BOJTYAHKMU.

Briepsrie F. Volhard u Th. Fahr B 1914 1. o6Hapyxuiu
CBSI3b MEXIY HeOJaronpusTHbIM TEYEHUEM [JIOMEpY-
JoHehpuTa U (HOPMUPOBAHUEM TONYJYHUIN, KOTOpPbIE
SIBJISIIOTCS CJIEICTBMEM BbIPAXKEHHOTO MOBPEXIEHUS KITy-
OOUYKOB C pa3pblBOM CTEHOK KaNWJIJISPOB U MPOHUKHO-
BEHUEM IJIA3MEHHbIX OEJIKOB U BOCHAIUTEIbHbBIX KJIETOK
B mpocTpaHcTBO Kamcyiabl ILllymiasHckoro—boymeHa.
Ilon neiicTBUeM LMPKYIMPYIOUIMX B KPOBU aHTUTEN
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W UMPKYJIUPYIOIIUX MMMYHHBIX KOMIIJIEKCOB IPOMC-
XOIUT BbIpaXKEHHOE MOBPEXAeHNEe MEMOPaH KaMWILISIPOB
KJIyOOUKOB C 00pa3oBaHMEM MOJYJIYHUM, MpenacTaBlisi-
IOIIMX CO0OKM 0CoObIe y4yacTKu (pHUOPO3HO-KIETOUHOM
npoaudepauur. OHM YaCTMYHO WJIM TOJHOCTBIO OKPY-
JKaloT KanuUISIpbl KIIyOOUKa 1 BBI3BIBAIOT UX CIABJIEHUE,
4TO U OOYCJIOBJIMBAET MPOrpeccupyoliee maaecHue Kiy-
060uKO0BOIi ubTpauuu [1, 2].

B 3aBUCHMMOCTH OT NTPEUMYIIECTBEHHOTO MEXaHU3Ma
MOBpPEXIEHUSI M Ja0OpaTOPHBIX ToKazaTejeil Bblae-
JIEHBl MSATh MMMYHOITATOI€HETUYECKUX TUIIOB OBICTPO-
nporpeccupylouiero rioMmepyioHedputa. OCHOBHBIMU
KPUTEPUSIMU CJIy>KaT TUIT CBEUEHUS] UMMYHOpeaKTaHTa
B HedpoOMoITaTe M HaJIuyue MNOBpexaamlero dak-
Topa (aHtTu-bMK-anturena, AHIIA 1 uMMyHHBIE KOM-
TJIEKCBI) B CBIBOPOTKE KPOBU OOJIBLHOTO.

Tun 1 («a”HTUTENbHBI», <«aHTU-BMK Hedbpur»)
00yCJIOBJIEH MOBpEXIAmoIIUM aeiicTBueM aHTU-bBMK-
aHTUTE]1. XapaKTepU3yeTcsl <«IMHEHHbIM» CBEUYCHUEM
aHTUTES TPU MMMYHOTMCTOJOTUYECKOM MCCIIeAOBAaHUN
TKaHU MOYEeK U HaJTMYUeM LUPKYJIUpyomux aHTu- bMK-
aHTUTEN B CBIBOPOTKE KpoBU. Tum I cyliecTByeT Kak 130-
JIMpoBaHHas (MAuoIaTUyYecKas) 00Je3Hb ITOYEK WM KaK
3a00J1€BaHKUE C COMPYXKECTBEHHBIM MOPAKEHUEM JIETKUX
u nouek (cunapom Iymmacuepa). Ha gomio 1 Tuna mpu-
xoautcst okoi1o 20% ciryyaeB OBICTPOIIPOTrPECCUPYIOLIETO
rJIoMepyJioHedpuTa.

Tun II («<MMMYHOKOMILJIEKCHbII») BbI3BaH JEMO3U-
TaMM MMMYHHBIX KOMILJIEKCOB B Pa3JMYHBIX OTAeIax
MOYEYHBIX KIYOOUKOB (B ME3aHTUM W KaNmWLISIPHOM
cTeHke). B moueyHoM OMonTaTe BhISBISIETCS B OCHOBHOM
«TpaHyJSIpHBIN» TUMN CBEYEHHUs, B CBHIBOPOTKE KPOBU
MOXeT OBbITb CHMXEH YPOBEHb  KOMILIEMEHTA;
antu-bMK-anturena u AHLIA oTcyTcTBYIOT.

Tun III  («MaJOMMMYHHBI»), TIpU KOTOPOM
MOBpeXIeHNEe OOYCIOBACHO KJIETOUHBIMU MMMYHHBIMU
peakuusiMi, B TOM 4Hucae HelTpodwiaMu U MOHOLM-
TamM, akTuBupoBaHHbiIMU AHIIA, HanpaBieHHBIMU
MNPOTUB MPOTEUHA3bI-3 WM MUEJONEePOKCUIA3bI. DTOT
TUMN 3KCTPaKaNUUISIPHOTO TJIOMepyJloHedpuTa Xapak-
TepeH 111 AHIIA-accounupoBaHHBIX BacKyJIUTOB —
MMKPOCKOMUYECKOTO IOJMaHTMUTa W TpaHyjlemMarosa
¢ nojvaHruuroM (rpaHynemaro3a BereHepa).

Tun 1V npencraBiaseT coboii coueTaHUe aHTUTEb-
Horo (I Tun) u AHIIA-accouMupoBaHHOIO, WK Majio-
ummyHHoro (III Tur).

Tun V (MCTUHHBINA «uAuonaTUYecKuii»). [lpu aTom
KpaiiHe peIkoM TUIIe UMMYHHbBIE (haKTOPbI TTOBPEKACHUS
He yaaeTcsl BBISIBUTb HU B LMPKYJISLMU (OTCYTCTBYIOT
antu-bMK-anturena u AHLIA, ypoBeHb KOMILIEMEHTa
HOpPMAaJIbHbII), HU B IOYEUYHOM OuonTaTe (MOJTHOCTHIO
OTCYTCTBYET CBEYCHME MMMYHOIJIOOYy/IMHOB). I[Ipemmno-
JlaraeTcsi, YTO B €T0 OCHOBE JIEXKUT KJIETOYHBII MEXaHU3M
MOBPEXIEHUS ITOYeYHOM TKaHu [1].

Yacro ¢artanbHasg moTepss GYHKUIUM ITOYEK IIPOMC-
XOIuUT Beero 3a 1—2 Hen. B psine ciiyyaeB ObicTpoIiporpec-
CUPYIOLIMI IIOMEpyJIOHe(MPUT HAUMHAETCS KaK OCTPhIiA

KJIMHUYECKUE CJ1YHAU

LJIOMEPYJOHE(MPUT, OAHAKO B AMHAMMKE OTMeEyaeTcsl
HapacTaHWe TIPOTEMHYPUM, TeMaTypuu, DPa3BUBAIOTCS
pedpakTepHble OTEKM W apTepuajbHas TUMEPTEH3Us.
Yepe3 HECKOJbKO Heledb Wi MecsleB (OpMUPYIOTCS
MNPU3HAKKA XPOHUYECKON MOYEYHOU HEIOCTAaTOYHOCTU:
MpOorpeccupyloliee CHMXKEHUE OTHOCUTEJbHOM ILIOT-
HOCTHM MOYM, TIOBBIIIEHUE B CHIBOPOTKE KPOBU YPOBHSI
KpeaTMHWHA U MOYEBUHBI, MOSIBIEHUE TOITHOTBI, PBOTHI,
aHopekcuu, onurypuu. [1pu BropyuHOM BapraHTe OOHa-
pPYXXMBaeTCsl KIMHUYECKAs KapTHHA COOTBETCTBYIOIIETO
CHCTEMHOrO 3a0oJieBaHusl | 3].

I[Ipy mnomo3peHUM Ha OBICTPONPOIPECCUPYIOLINIA
JIOMEPYJOHe(PPUT HEOOXOOMMO B OMArHOCTUYECKUIA
aJTOPUTM HapsiLy C OOIIENPUHSATHIMUA HUCCIeI0Ba-
HusMu (0OLIMIA aHAIU3 KPOBM, MOUM, OMOXUMMYECKUIA
aHaaM3 KPOBM, MaplLualbHble (PYHKIMU I10YeK) 00sI3a-
TEJIbHO BKJIIOYaTh MMMYHOJOTHYECKOE WCCIeI0BaHUE
KPOBU C OMpeAesieHUeM B CHIBOPOTKE HMMMYHOTJIO0Y-
quHoB A, M u G, ¢pakuumii komiiemeHTta, AHLIA
B CBIBOPOTKE KPOBU METOJIOM HEMPSIMOil UMMYHODJTI00-
PECLEHIIMU WX C TIOMOIIbIO UMMYHO(GEPMEHTHOTO aHa-
JIi3a ¢ onpeaeseHreM cren(UIHOCTH K MpoTeruHase-3,
muenonepokcunaze u aHTu-bMK-antuten. Bo Bcex
cllydyasix HeoOXOOMMO BBIIOJHAThL HeDPoOUOICHUIO,
KOTOpasi TO3BOJUT OINpPEAETUTh TUM CBEUEHMS] aHTUTEI
ISl OLIEHKU MPOrHO3a M MoA00pa afeKBaTHOTO JIeYeHMUSI.

CBOEBpeMEHHO TMPUMEHEHHas arpecCUBHAasl CxeMa
MMMYHOCYTIPECCUBHOM Tepalvu WHOTIA IO3BOJISIET
JIOOUTBHCSI BOCCTAHOBJIEHUST (DUIBTPALIMOHHON (QyHKIIUU
MoyYeK Jaxke B CUTyalluu, KOTrJa CTeTeHb ee YXYALICHUs
IOCTUIJIA TEPMUAHAJIBHOW CTAAUU MOYEYHON HEAOCTATOY -
HocTHU. B ¢BS131 ¢ 3TUM IIpU OBICTPOIIPOTPECCUPYIOLLEM T-
JoMmepyJoHedpuTre OUOMNCHI0 IIOYKM  HEOO0XOAUMO
BBITIOJIHATD M MPU BBIPAKEHHOM MOYEUYHOM HEA0CTaTOU -
HOCTHU, TpeOylollell mpoBeneHus1 remoauanusa. JleueHue
cenyeT HaUMHATh elle 10 MOoJyYeH sl pe3yJIbTaToB auar-
HOCTUYECKUX HCCAeNOBaHUN (CEPOJOTUYECKUX, MOp-
(G 0J0rMYecKoro) ¢ IIyJbC-Tepalnuy METHIIPEIHU30-
JjoHoM B jo3e 1o 1000 Mr B TedyeHune 1—3 gHeil, 3aTeM
BHYTPb B 103¢ | Mr/kr/cyT. Cpasy mociie BepuduKaium
MarHo3a K TJIIOKOKOPTUKOWAAM CJeayeT J100aBUTb
aJIKUIMpyolue rnpenaparbl (LukiogocdaMun B CBepx-
BBICOKMX [103aX BHYTPb 2 MTI/KT/CYT WJIM BHYTPUBEHHO
15 Mr/kr, Ho He > | T ¢ HUHTepBaJoM 2 Hen TepBbIe
3 uHdy3uu, a 3aTeM Kaxiable 3 Hell, 0COOEHHO y OOJIbHBIX
¢ AHIIA-accounnpoBaHHBIM BaCKYJIUTOM (JIOKAJIbHOIMO-
YeYHBIM WJIM CUCTEMHBIM) M BOJYAHOUHBIM HE(PUTOM.
WuTeHcuBHBIN 1a3mMadepe3 eXeIHEBHO B TeuyeHUe
14 nHeit ¢ oobeMoM 3amelieHus1 50 MJI/Kr/CyT 1Leaeco-
00pa3HoO coyeTaTb ¢ MMMYHOCYIIpECCAaHTaMU B CIIydasix
antu-bMK u «manoummynHoro» (AHILIA-accouumpo-
BaHHOro) HedpuTa [1].

IIporHo3 B mepBylo ovepeab OMpenesieTcsl KoJuye-
CTBOM KJIyOOUYKOB, MMeroIIUX nonynyHust [4]. [ToueuHas
BBDKMBAEMOCTh HE IMpeBbIlIaeT 6—12 Mec IMpu HaIUIMKU
mosaynyHuit B >50% KiyOOYKOB, B 3TOM ClIy4ae CITOH-
TaHHas PEMUCCHUsI OBICTPOIPOrPECCUPYIOLIETO TIIOMEpY-
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JnoHedpuTa npoucxoaut penko. Ipu mopaxenun <30%
KJIyOOUKOB (PYHKIIMSI MOYEK MOXET CIOHTAaHHO BOC-
craHaBnuBarbes. [Ipu mopaxkennun 30—50% KiyOO4YKOB
(byHKUIMS TIOYeK CHMXaeTcs MeljieHHee, HO B OTCYT-
CTBHE JIEUEHUSI BCe PAaBHO pPa3BMBAETCs TePMUHaIbHAsI
cTanusl TIOYEYHON HemocTaTouHOCTH. Mcxomst u3 msio-
JKEHHOTO MMMYHOCYIIPECCHBHAsI Tepaliusl moka3aHa BCeM
0OJIbHBIM  OBICTPONPOIrPECCUPYIOIIUM TIJIOMepYIoHeD-
PUTOM, €CJIM TOJIbKO KIMHUYECKUe U MOP(DOIOTnYecKue
¢akTOopbl HE CBUIETEIBCTBYIOT O HEOOPAaTUMOCTU IMPO-
1ecca M Teparnusi He COmnpsixkeHa ¢ BHICOKMM PUCKOM pa3-
BUTUS OCIIOKHEHUA.

Knunnyeckuit caywaii. [lon Hamwmm HaOmogeHUEM
B He(hpoJOrnuecKom otaeseHuu JeTckoil peciyoamKaH-
CcKoil knuHuYeckoil GoiapHMIbl M3 PT KazaHu Haxo-
Iuiach raunueHTka B., 12 jet, ¢ BepuULIUPOBAHHBIM
OLICTPOIIPOTPECCUPYIOLIUM IJIOMepyJIoHe(pUTOM. AHa-
MHe3 XHU3HU 0e3 ocobeHHocTeil. HaciencTBeHHBIN,
aJJIeproJIOrMYecKrii aHaMHe3 He OTSTOIIEeHBI.

3abosena ocrpo 10 nroHs 2015 . B Bo3pacte 8 jer —
MOBBLILIEHNE TeMIlepaTypbl Tejda A0 CyogeOpuIbHOIM.
Ha 4-5-ii peHp 001€3HU IIPUCOCIUHUIUCH PBOTA,
XKUAKUIA CTyJd, HapacTaja ci1abocTb, OJ€IHOCTb, OIHO-
KpPaTHO OTMEYaJMCh HOCOBOE KPOBOTEUYEHHE W 3IM30]
Ooseil B xkuBoTe. TeMmepaTypa Tejda B AMHAMMKE IOBBI-
cunach 10 heOpuIbHOM, a 3aTeM 10 rektudeckoid. Ha 9-ii
IeHb 0O0JIE3HU TOCIUTAIU3UPOBaHA B NETCKYI0 MH(QpEK-
LIMOHHYIO OOJILHUILY MO MECTY XMTeNbCTBA. MCKIIOUeHbI
KUIIeuyHble MHbEKIMU. B ¢BsI3U ¢ HapacTaHUEM MOYEYHOM
HenoctaTouHocTu (MoueBHMHa 20,4 MMOJIb/J, KpeaTUHUH
411 MKMOJIb/JI) W TIOSIBAGHWEM MOYEBOIO CHUHApPOMaA
(remartypus, npoternypus ot 0,1 g0 0,85 r/m) uckioueHa
reMopparnueckasi JIMxopaaka ¢ MOYeYHbIM CHUHIPOMOM.
[Nonyyana aHTHOAKTepUAIbHYIO Teparuio, aHTUKOAary-
JIAHTBI, aHTUArperaHThl. B mocnemyolleM mnepeBeaeHa
B COMaTUYECKOE OTAeIeHe, Ie OAHOKPATHO Ha 19-1i 1eHb
00JIe3HM TIpOBeJeHa MYJbC-Teparusl MeTHUIIPEIHU30-
JjoHoM 500 Mr, mocJie Yyero IeBo4ykKa OTMeuasia IBHOE YiIyu-
meHne camouyBcTBus. C 27.06 mMpoOM30IUIO CHUXKEHUE
JUypes3a BIUIOTH A0 MojaHoi anypuu K 30.06 (20-if geHb
00JIe3HN), HapacTaHWe OTEKOB, OTKAa3 OT ITMThbsS, IOBBI-
IIEHNE apTepUalbHOrO IaBjieHus 10 126/73 MM pPT.CT.
B cBs13u co cHuUKeHMeM auypesa (aHypusi), HapacTaHUEeM
IMOYEYHOM HEIOCTATOUYHOCTU (KpeaTMHUH 969 MKMOJIb/J,
MoueBMHa 31 MMosb/11, Kamuii 7,0 MMOJIb/JT) TiepeBeaeHa
B peaHMMalMOHHOe oTmejeHue eTckoii pecIryOanKaH-
CKOM KJIMHUYECKOI OO0JTbHULIBI.

[Ipu mocTyruieHMM B 001IeM aHaIU3e KPOBU BBICOKAS
BOCHaIuTe/IbHasE akTUBHOCTE: COD 65 MM/4, JeiKo-
1mtel (10—15)-10°/11, Heitrpodunes 83%; aHeMus cpenHei
crereHu: spurpouuTsl 3,27-10'/1, remornobun 80 r1/7;
tpoMOoLUThl  (554—137)-10°/n. OOLMiIA aHaIM3 MOYU:
KpacHO-0Oypasi, oTHocuTeNbHasi IiotHocth 1020, pH 5,
SPUTPOLIUTHI  CIUIONIb, JIEWKOLUTYPUS, TPOTEUHYPUS
500 mr/n1 (aHau3bl Ha oHe aHypuun — MeHee 10 mi/cyT).

BroxuMmuyeckuii aHaInu3 KPOBU: OOIMii OesIoK 68 /i1,
nokaszaTesd (pyHKIMOHAIbHBIX MPO0 IeYeHW B HOpME,

Makaposa T.I1. u coagm. BHICTPONPOTrPECCUPYIOLLII TIOMEPYIOHEDPUT Y AeTeit

C-peakTuBHbIi1 O0enok 17 mr/an (Hopma no 0,5 mr/mn),
MOYEBMHA 35 MMOJIb/JI, KpeaTUHUH KpoBU 891 MKMOJIB/1,
uucratud C 6,5-7,9 wmr/n (Hopma 0,62—1,11 wmr/n),
SMU30MbI TUMEpKaueMun a0 7,0 MMOJb/J, KaJbLuii
2,5 wmmonb/n  (HopMa 2,3—2,75 wmmonb/n), docdop
1,67 wmmomb/n  (Hopma 1,0—1,8 MMoab/i1), MarHuii
0,90 mmonb/n (Hopma 0,70—0,86 mmosnb/1). IlpoTenHo-
rpamma: anboymMuH 39,8%, o, -ro6ysiH 9,2%, o,-rmotyniH
17,9%, vy-tnobyaun 21,5%. Koarymorpamma: ¢uopu-
HoreH 5,9 1/, MpPOTPOMOMHOBBIN MHAeKCe 88%, AUTB’
43,4 ¢, MHO™ 1,04. MuUKpOoOHOIOrMYECKI aHAIU3 KPOBU
(IoceB) — OTpULIATEIbHBINA.

B mpoliecce n1MarHOCTUYECKOTO MOMCKA UCKIIOYEHBI
BapuaHTbl TPOMOOTMUYECKONW MUKDPOAHTUOIATUU: aKTUB-
HOCTb MeTajutonpoTenHazsl ADAMTS-13 B rutazme KpoBu
cocraBuwia 51% or ypoBHst aktuBHOCcTH ADAMTS-13
B KOHTPOJbHOM IUIa3Me, IIOJYYEHHOU NpU CMELIU-
BaHUM 00pa3liOB TUIa3Mbl 3J0POBBIX JOHOPOB; YPOBEHb
antuten K pakropy H cocraBun 132% ot ypoBHS aHTHATE
K ¢akTtopy H B KOHTpPOJIBHOI1 CHIBOPOTKE, IOJYYEHHOM
MpY CMEIIMBAaHUU OOpPa3lOB CBIBOPOTKU  3I0POBBIX
JIOHOPOB; IIU30LIMTHI B KPOBU HE OOHAPYKEHBI.

IMpoBeaeH KOMILIEKC MMMYHOJOTMYECKUX HCCIe-
nosanuii: IgA 2,57 r/a (Hopma 0,51-2,97 r1/7n),
I1gG 19,5 r/n (Hopma 6,0—13,0 r/m), IgM 1,79 r/n
(Hopma 0,31—1,79 /1), UMPKyIUpyOIKEe WMMYHHbIE
KoMIuieKchl 96 en/mu (Hopma 0—120 en/mi), KOMIo-
HeHT KomiuiemeHnra C3 0,8 r/n (Hopma 0,9—1,8 r/n),
C4 0,35 r/n (nopma 0,1-0,4 r/n) /1. aHTUTENA K ABY-
cniupanbHoii JIHK 27,8 ME/mn (Hopma 0—20 ME/mi),
aHTUHYKJIeapHble aHTuTena 0,92 en. (Hopma 0—1,5 en.).
Antudochonmununteie anturenaa IgG 8,9 en/min (Hopma
0—10  en/mn), aHTU(OCHOMUIUIHBIE  aHTUTENA
IgM 3,2 en/mn (Hopma 2—10 en/mut), aHTUTENa K Kap-
auonunuHy 7 ea/mia (Hopma 0—12 en/mi). LE™ -kieTku
He oOHapyxeHbl. AHIIA He oOHapyxeHbl. BbIsIBI€HbI
anturena Kk BMK 348,79 ea/mn (Hopma <20 em/mi);
noBTopHO oT 24.11.15 antutena k BMK > 200 en/m.
Kposb Ha D-gumep: 170 ur/ma (Hopma ao 500 Hr/mi),
BOJIYAHOYHBINA aHTUKOAryJIsIHT 1,1 en. (OTpMLATENIbHO).
[loBeiueHue antutea K bBMK mo3Boanio Bepuduimnpo-
BaTb TeUeHHE OBbICTPOIPOrPECCUPYIOIIETO TJIOMEPYJIO-
Hedputa I Tumna.

VibTpa3ByKoBO€ MCCIeA0BaHMEe MOYeK: MapeHXxuma
OT€YHa, KPOBOTOK MPOCJIEXKMBAETCS TOJBKO 10 MapeH-
xuMbl. onmiaeporpaduss COCYIOB MOYEK: OaHHBIX,
MOATBEPXKIAIOIIMX CTEHO3bl TOYEUYHBIX apTepuid,
HEeT, CHMXEHUEe TeMOAMHAMUYECKUX ToKazaTesei
M0 OCHOBHOMY CTBOJY W BHYTPMITOYEYHBIM COCYIaM.
Jomnruieporpadusi OpIOIIHOM aopThl M €€ BeTBEW:
CTeHKU OpIOIIHOWM aopThl HE YTOJIIEHBI, HE YIJIOT-
HEHBI, TPOCBET COCYa OJHOPOIHBIA.

AKTI/IBI/I];)OBaHHOG HJaCcTUYHOE Tp0M6OHHaCTI/IHOB06 BpEmMms.

I~

MexyHapoJHOe HOPMaJIM30BaHHOE OTHOLLIEHUE.
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CrnupanibHasi KOMITbIOTepHasi Tomorpadusi OpraHoB
TPYIHOM MOJIOCTU: HAPYIIEHWE BO3MYIIIHOCTU JIETKUX MOXKET
ObITH OOYCJIOBJIEHO OTEKOM, HEBO3MOXXHO UCKJIFOUUTH BOC-
HaluTeabHbl Tpouecc. HeOonbime cyOcerMeHTapHbIe
aTesieKTa3bl B IOP3aIbHBIX OTAENaX CyOTUIeBpaJIbHbIX MTPO-
CTPAHCTB HIDKHUX JOJIeil Jierkux. BBIOTHOI IuieBpUT
copaBa (CKMOKOCTb B HEOOJIBIIOM KOJUYECTBE). BrImor
B OprowIHOil 1ojiocTu (Ha ypoBHe uccieaoBaHus). CHuU-
JKEHBI TUIOTHOCTHBIE TIOKa3aTe/u Movek (MoJo0HbIe U3Me-
HEHMsI BOBMOXKHBI TIPY OTeKe, BOCTIAJIEHUM, UILIEMUN).

KoHcynpraims oKyl1McTa — MmaToJoruu rja3Horo 1Ha
He BBISIBJICHO.

6.08.15 mposemeHa HedpOOUOICUs. 3aKIIOYEHUE:
M3MEHEHUs 110 MCCIeAOBAaHHOMY MaTepuaay B COBOKYII-
HOCTU C JAaHHBIMM MMMYHOJIOTMYECKOTO MCCJIeI0BaHUs
(anT-BMK+) COOTBETCTBYIOT TEPMUHAJIBLHOI CTaauu
MOopaXKeHust MOYKU B UCXOE OBICTPOIPOTPECCUPYIOIIETO
roMmepysioHedputa I Tuna (antu-bMK+).

3a BpeMs ITpeObIBaHMS B CTALIMOHAPE MTPOBENEHBI KYPChI
aHTUMOAKTEepUaIbHOM M MPOTUBOTPUOKOBOM  TepaIvu:
MEPOHEM, CYJIbIIepa3oH, aMOKCUKJIIAB, LIeUKCUM, LIehTpH -
aKkcoH, (biykoHas3oj1, MukamuH, kancugac. C 15.07.15 ocy-
LLIECTBJIEHA IMyJIbC-TepaIvsl METHITIPEIHU30JOHOM B 03¢
375 wmr, Ha Kypc 5 BBeneHUH, B 103e 650 Mr — 3 BBeIEHUS
(mocie ceaHcoB reMomuaiusa), 2 Iyjbca LukKiodocda-
muga B go3e 250 Mr ¢ MHTEepBaJIOM 2 Hel, MPeIHU30JI0H
BHYTpb M3 pacueta 1 mr/kr. 28.07.15 ceaHc ruazmacepesa,
MHGbY3MsI CBeXe3aMOpOXKeHHOM Tia3Mbl Ne3 (Bo BpeMst
ceaHCcoB remonuanusa). Kpome Toro, neBouka mosydaia
Jie3arperaHTHYIO Teparnuio, MHTMOUTOPbl aHTMOTEH3UHITPe-
Bpaiamouiero gepmenta. Ilpoenen 71 ceaHc remoaua-
nm3a, ¢ 27.10.15 nonyyaer exXeaqHEBHO CEaHChI allliapaTHOIO
MEePUTOHEATHHOTO TUAIN3A.

Ha ¢oHe Tepanuu coctosiHue pedbeHKa CTabUIN3UPO-
BaJIOCh: OTMEYAJIOCH YJIy4llIeHe CAMOYYBCTBUSI, apTepH-
aJbHOE JaBJeHUe B IIpeaeiax HopMbl 10 106/60 MM pT.CT.
(koppurupyercsi MeauKamMeHTo3HO). B crabuwibHOM
COCTOSTHMM BbITIMCAaHa Ha aMOyJIaTOPHOE JieUeHHe C MPOo-
BEeEHUEM €XEIHEBHOro TEePUTOHEATbHOTO auaiu3a
C TMOCHEeNyIMMU TJIAHOBBIMU  TOCTIMTAIM3ALIUSIMM.
IMonyyaer Tepamnuio, HampaBleHHYIO Ha KOPPEKIIUIO
aHeMuu (3PUTPOIIOATUH), apTepUabHONW TMIEPTEH3UU
(amytomumvH, BajicapTaH, MPOMPAHOJION).

B 2016 HapymeHus (HocopHO-KaIbLKEBOTO
obMeHa nposiBuInCh rurepdocdaremueii 2,02 MMOIIb/J1,
MOBBILLIEHUEM YPOBHSI 1LLIEeJIOYHOM docdaTassl
1o 1062,6 en/n, ypoBeHb Kanblius 2,24 MMOJIb/J1, TIapaT-
ropmoH 1239,0—1556,0 rir/mi. Ha doHe Tepanuu (Kajib-
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