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ATUNMNYHBINA FeMOJIMTUKO-YpeMMYeCKui cuHapom (@l'YC) — ynbTpapegkas natoaorus ¢ pa3ButMeM KOMMJIeMeHTONocC-
peAoBaHHON TPOMOOTHMYECKON MuUKpoaHruonatun (TMA). [o nosiBaneHus aKyandymaba — rymaHu3mpoBaHHOro MOHO-
K/I0HaAbHOro aHTuTena Kaacca I8G K C5-KOMMNOHEHTY KOMMeMeHTa — POrHo3 o6Lyes M Mo4Ye4YHoN BbiXKMBAEMOCTH
rnpu al'yYC 6611 He6aaronpusaTHbIM BCAEACTBUE BbICOKOM BEPOSITHOCTM JIeTalbHOIro Mcxoa M pasBuTUs TepPMUHasIbHON
XPOHUYECKOM NOYEYHOM HeJOCTaTOYHOCTH Y BbIXKMBILLMX NALMEHTOB. B 3TOM cTaThe npeactaBieHO KAMHMYeCKoe HabJiio-
AeHne nauneHTku ¢ al'YC, y KoTopo# 6biin M AEHTUOULMPOBaHbI reTepo3MroTHas MyTaLms reHa, Kogupyroujero ¢paktop H
(CFH) — ¢.3653G>A(p.Cys1218Tyr) u ABa retepo3UroTHbIX BapuaHTa noimmopduamMa B ToM xe reHe — c.2016A>G;
¢.2808G>T. HecmoTps Ha AOCTUXKEHUE remaTonormyecKkon pemmccun TMA Ha ¢poHe naasmoTtepanuu, y pebeHKa pas-
Buaachb gnann3laBucrumasl no4yeyHass He4OCTaToOqYHOCTb. JleHeHUe aKym3ymaboM Mnpu yxKe UMEeKLEeMCs XPOHMYECKOM
rnoBpeXxKAeHUn MoYeK 06ecrneynio CyLeCTBEHHOE yayUlleHne ux QYHKLMK, nogaepxaHne CTOMKON PeMUCCHUN 1 MOBbI-
LIeHMEe KayecTBa XM3HU nauyneHTKku ¢ al'yYC.

Knw4eBbie cnoBa: aTUniHbINA reMOJIMTUKO-YPEMUYECKMNI CUHAPOM, TPOMOOTHMYECKas MUKPOaHrnonaTtus, niaamorepa-
nms, 3Ky1nM3ymab, noYyeyHasi HeJOCTaTOYHOCTb, ANASN3.

(Ana ymtupoBauuns: Jlynan U.H., NMuuwansHrukos A.10., Amuposa X.M., CtonapeBuy E.C., BongHckuin A.M., ThyxoBa J1.B.
KomnneMeHTUHIrMbuMpyowasa Tepanns aTuNnMYHOro reMosIMTUKO-YPEMUYECKOIO CUHAPOMA Y NAaLUMEHTKM C MyTaLuMen rexa,

BBEAEHUE

ATUMUYHBIN  TEMONIMTUKO-YPEMUYECKUA  CUHOPOM
(@al'yC) — pepaKoe XxpoHuYeckoe cucTtemHoe 3aboneBa-
HWe, accouunpoBaHHoe B 60-70% cnyy4yaeB ¢ MyTauuen
B reHax, Koaupyowmx 6enkn ¢ GyHKLMEeNn perynmpoBaHus
M aKTMBMPOBAHMA anbTEPHATMBHOIO MyTWM KOMMAEeMeHTa.
B ycnoBusix runepakTnBaLmMm KOMNIEMeEHTa 3alliMta SHA0-
Tenusa npu al'YC cTaHOBUTCS HECOCTOATENIbHOW, YTO MPUBO-
OWT K Pa3BUTHIO CUCTEMHOW KOMMNJIEMEHTONOCPEA0BaHHON
TPOMOBOTHUYECKON MUKpoaHronaTuun (TMA) [1].

[OunarHocTtupyetcs al'YC Ha ocHOBe BbisiBneHua Kymb6ce-
HeraTMBHOM reMOSIMTUHECKON aHEMUU, TPOMOOLIUTONEHNH
W OpraHHow AncdyHKUMKU. N3BECTHO, YTO LOMUHUPYIOWMUM
nposisneHnem al'YC aBnsetcs nopakeHue noyek, ogHaKo
63% nauMeHTOB UMeeT KakK MUHUMYM OfHO 3KCTpape-
HanbHoe npoaBneHne cucteMHon TMA [2—4]. MNporHo3 npu
al'YC He6naronpusaTHbINA: BbICOKa BEPOATHOCTb NIETaNbHO-
ro ucxofa, y 60nblWMHCTBA NaLMEHTOB BHE 3aBMCUMOCTHU
OT MHMLMANbHbIX NPOSBAEHUI pa3BMBalOTCA TEePMUHasb-

Koaupytowero daktop H. Meguatpuydeckasn papmakonorus. 2018; 15 (6): 470-478. doi: 10.15690/pf.v15i6.1984)

Has Mno4vyeyHas HeAoCTaTOYHOCTb M peunanBbl 60NE3HM,
a y 2/3 nauvMeHToOB Mocje TpaHCnaaHTauuu oTmevaeTcs
noTepsi NOYeYHOro TpaHcnaaHTaTa [5].

[MpoBefeHHble K HACcTOsLIEMY BPEMEHU UCCNefOBaHMUS
NPOAEMOHCTPUPOBAN BbICOKYID 3GPEKTUBHOCTb KOMIe-
MEHTONOKUPYIOLLEro NpenapaTta aKynM3ymaba KaK y aeTen,
Tak n y B3pocbix ¢ al'YC B BUAE AOCTUMXKEHUS remaToNoru-
YECKOM pemMuccum, ynyyleHus, a B psae cnyvyaeB — BOCCTa-
HOBNEHUSA QYHKLMK NOYeK [6, 7].

MprMBOAMM KNMHWYECKoe HabnogeHne, KoTopoe Mto-
CTPUPYET NepBbii B POCCUKM OMbIT YCNELWHOrO IEYEHUS IKY-
nM3yMaboM, HECMOTPS Ha ero OTCPOYEHHOE NPUMEHEHHUE.

K/IMHUYECKOE HABJTIOAEHMUE

MaumneHTKa X., 24.04.2010 roga poxxaeHus.

AHaMHe3 Xn3HW. [JeBo4yKa OT MepBOM 6EPEMEHHOCTH,
NpoTeKaBLIEX C 3MU30[40M apTepuasbHON TMNEPTEH3UU
B lll TpumecTpe, NepBbIX CaMOCTOATENbHbIX POAOB B CPOK
Y *EHLKUHbI B Bo3pacTe 27 neT. Macca tena npu poxaeHum



3020, pocTt 51 cM. OueHka no wKane APGAR 7/8 6annos.
BaKuuHupoBaHa cornacHo HauuoHanbHOMY KaneHgapto.
C Bospacta 3 mec o 1 roga *KM3HW HabnogannMcb aNU304bl
CHUXEHUS YPOBHSA remornobuHa (Hb) KpoBn — makucmasb-
HO A0 99 /1, B CBA3M C YeM NpoBOAMAAcCh Tepanus npena-
paTtamu xenesa. I3 nepeHeceHHbIx 3a6oneBaHnin — 2 anu-
304a OCTPOW pecnupaTtopHon BUpycHon MHdeKuun (OPBU)
nerxkoro teveHus. O6palan Ha ce6s BHUMaHMUE CHUMKEHHbIN,
n3bupaTenbHbI anneTuT NauneHTKu.

AHamHe3 3abosieBaHusl. B Bo3pacTe 1 roga 6 mec pas-
BUNacb TpexKkpaTHas pBoTa 6e3 MOBbIWEHUS TeMnepaTypsl
Tena, xapaktep cTyna nNpu 3TOM He u3meHsancs. Yepes
aeHb (31.10.2011) nosiBMAMCb nepudbepuyeckre OTeKU
(B€EK, roneHewn), oTMe4YeHO CHMKeHne anypesa. 03.11.2011
pebeHOK 6bla rocnUTann3nMpoBaH B OTAENIEHWE peaHuMaL K
N UHTeHcuBHoM Tepanun MAY3 «ArKb N2 1» (Hensi6UHCK):
NOATBEPXKAEHbI CHUMKEHME anype3a Ao 1 M/Kr B 4ac U oTey-
HbI CUHAPOM; OTMEYaNuchb apTepuanbHas rmnepTeH3ns (4o
135/100 mm pT.cT.), aHemus (Hb go 46 r/n), TpomboumTone-
Hus (59,4%x109/n), runepasoteMus (Mo4YeBnHa 22 MMONb/,
KpeaTuHWH 129 MKMOnb/N), NPOTENHYPUSA HEPPOTUHECKOIO
ypoBHSA (a0 3,3 r/n). Ha ocHOBaHWK MONYYEHHbIX MapaKANHK-
YeCKMX AaHHbIX AMarHOCTUPOBaAH rEMONUTUKO-YPEMUYECKUIN
cuHapom. MpoBoaunncb MHOY3UKM CBEXKE3AMOPOKEHHOWM
nnasmbl, CTUMYNAUMSA Auype3a NnetneBbiMU AWYPETUKAMMU,
Tepanua aHTUKoarynsHtamu (renapuH 1000 Ep/cyT), nesa-
rperaHtamu. Ha 14-e cyT rocnutanu3aumv MHULMMPOBAHO
neyeHve NpegHM30/10HOM B A03€e 2 MI/KF B CyT, KOTOpoe
npPoOBOAMNOCH B TedeHue 4 Hej, C NoCNeayoWnMM NepeBoOoMm
Ha anbTEPHUPYIOLWMI pexnm. B TeyeHne 3 Hep cocTosiHue
AEBOYKM HECKOJIbKO YNyYLIMAOCk: 6bla KYNMPOBaH OTEYHbIV
CUHApPOM, yBenuyuncs aumypes o 1400-1600 mn/cyT.

Ha 26-e cyTt rocnutanu3auun (29.11.2011) BHOBb
OTMEYEHO CHuKeHue auypesa fo 300 ma/cyT, HecMoTps
Ha TO, YTO OTMEYanoCb HEKOTOPOE CHWXKEHWE BblpaxKeH-
HOCTM runepasoTemMun (MovyeBuHa 15 MMONb/N, KpeaTtu-
HWH 118 MKMONb/n) Ha (GOHE COXpPaHALWMXCA aHEMUHU
(Hb 52-100 r/n) n Tpom6GouuToneHun (57-133x109/n).

CocTosiHMe pebeHKa pPe3Ko yxyawwunocb Ha 39-e cyT oT
MOMeHTa rocnutanu3aummn (12.12.2011), koraa Ha doHe
nogbema apTepuanbHoro gasneHus go 180/120 mm pT.
CT. OTMeYaNMCb NacTO3HOCTb ULA W FONEHEN, MOBTOPHOE
CHWxXeHue Hb (76 r/gn), HapacTaHMe a30TeMUM (MOYEBMHA
30,6 MMOnb/N, KpeaTuHnH 265 MKMOb/N) NPU HOPMaibHOM
Konuyectse TpomoboLmToB (184%x109/n). B cBSA3K C yXyALle-
HMEM COCTOSIHWUS M HEBO3MOXHOCTbIO MPOBEAEHMS NAa3Mo-
06MEHOB MO TEXHUYECKMM NpuynMHaM 16.12.2011 pebGeHok
Obl1 NnepeBeaeH B LLeHTp rpaBUTaLMOHHON XMPYPrn KPOBKU
M remoananusa [eTCKon ropoaCcKOn KIMHUYECKON BONbHM-
ubl cBaToro Bnagnumupa (MockBa).

Mpu noctynnennn B ArKB CBsitoro Bnagnumnpa coxpaHs-
nucb aHemus (Hb 64 r/on), Tpom6ouuTonenuns (62x109/n),
OTMEYEeH MPUMPOCT MnoKaszaTenen asotemMun (MoyeBuHa 42
MMONb/N, KpeaTuHUH 288 MKMonb/n), 2,5-KpaTHoe MNOBbI-
LeHre ypoBHSA nakTataernaporeHasbl (JIAN) (792 Ea/n npu
HopMe 81-234), cHmKeHne C3-ppaKumm KOMNOHEHTA KOM-
nnemeHTa (79 mr/an npn N 90-207). Mo AaHHbIM KoOa-
rynorpammbl yCTaHOBMEHbl MPU3HaKKM TMNepKoarynaumu:
npoTpoM6UHOBAa akTMBHOCTbL No KBuKy 181% (N 71-105),
dunbpuHoreH 3,54 r/n (N 2-4), pactBopnmble GUOGPUH-MOHO-
MepHble KomnneKkebl 9,0 Mr% (N ao 4), XaremaH-3aBUCUMbIN
dun6pnHonn3 40 muH (N 5-12), A-aumep 690 Hr/mn (N oo
250).

MpoBefeHa guddepeHumanbHas anarHOCTUKa C TPOM-
60TMYECKON TPOMOOLIMTONEHUYECKON Myprnypon (aKTuB-
HocTb ADAMTS13 6bina >10% — 61% npn N 93-113)
W aHTuTenbHon npupogon alYC (aHTM-CFH aHTMTEena He
OBGHapyKeHbl).

C uenblo BbISIBAEHUS AOMOAHUTENbHbIX GaKTOPOB, CNo-
cobcTBOBaBWKUX pas3Butuio TMA, nauyueHTKe O6bl10 Npo-
BeAeHO uccnegosaHue nonumopdusma reHos remocrasa:
BbISIB/IEHbI FOMO3UIOTHbIE FEHOTUMbI FeHa MHIMBUTOPA aKTH-
BaTopa nnasmuHoreHa tuna 1 (PAl: 4G/4G) n reHa TpoM60-
uMTapHoro peuentopa K konnareny (ITGA2: 807 T/T), rete-
PO3UrOTHbIE TEHOTUNbI reHa dubpuHoreHa (FGB: -455 G/A)
n depmeHToB GOoNaTHOro UMKNa — MeTUNeHTeTparnapo-
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Complement-Inhibiting Therapy of Atypical Haemolytic Uremic
Syndrome in a Patient With Factor H Mutation

Atypical haemolytic uremic syndrome (@aHUS) is an extremely rare pathology with the development of complement-mediated throm-
botic microangiopathy (TMA). Before eculizumab, a humanized IgG monoclonal antibody to the complement component C5, the prog-
nosis of total and renal survival with aHUS was unfavourable due to the high probability of death and the development of end-stage
chronic renal failure in surviving patients. This article presents a clinical observation of a patient with aHUS who had an identified het-
erozygous factor H (CFH) mutation — ¢.3653G>A(p.Cys1218Tyr), and two heterozygous variants of polymorphism in the same gene —
¢.2016A>G; ¢.2808G>T. Despite the achievement of haematological remission of TMA against the background of plasma therapy,
the child developed dialysis-dependent renal failure. Treatment with eculizumab in a patient with chronic kidney damage provided a
significant improvement in their function, maintaining a stable remission and improving the quality of life of the patient with aHUS.
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donatpenyktasdbl (MTHFR: 677 C/T), METMOHUHCHUHTA3bI-
peayktadbl (MTRR: 66 A/G) u MeTMOHWHCUHTa3bl (MTR:
2756 A/QG). YpoBeHb roMouucTeEUHa 6bi1 NOBbIWEH — 27,3
MKMOJb/N (N o 5 MKMoOsb/N).

o gaHHbIM MHCTPYMEHTaIbHOro 06¢/1e40BaHNs: YBENu-
YyeHne pa3MepoB NoyekK (npaBas Nnovyka 67x33 MM, TONLWMK-
Ha napeHxumbl 15 MM; neBas novyka 70x41 mMm, ToNLWMHA
napeHxmmbl 15 MM); napeHxMma ¢ HepaBHOMEPHbIM MOBbI-
WEeHWEM 3XOreHHOCTU, 06eHEHWEM pPEHaNbHOr0 KPOBOTO-
Ka, NMPeMMyLLeCTBEHHO B MPOEKLMU KOPTUKaNIbLHOro Cof
(Vimax Ha mMaructpasbHbiX noveyHbix aptepuax o 0,3 m/c);
B NPOCBETE XEeN4YHOro Ny3blps BU3yanu3nupoBacs nioTHbLIN
0CafloK C aKyCTUYECKOW TEHbIO MPOTSAKEHHOCTbIO A0 14 MM
(6UnnapHbIN cnagx).

AHaMHeCTUYeCKWe JaHHble U AMHaMuKa nabopaTopHbIX
rnoKkasaTtenien yKasblBaau Ha TeYeHue y JaHHOM NaLUeHTKK
atunmyHoro 'YC. HecmoTpa Ha npoBedeHWe aHTuKoary-
NIAHTHOW Tepanuu, perynsipHbix NaasmoobmMeHOB/MHPY3nUM
CBEXE3aMOPOXKEHHON NNa3Mbl, MOpaXKeHWe NoYeK nporpec-
cupoBano. C 17.12.2011 HavyaTa 3aMecTUTeNbHas noYevyHas
Tepanua: BHavyane npojJjieHHas BEeHO-BEHO3Has remojua-
dunbTpaumus, 3aTeM neputoHeanbHbin Avanus3. Ha doHe
npucoeanHerns OPBN 28.12.2011 otmeyeH peuumams al YC
B Buae CHWXeHus ypoBHa Hb go 53 r/n n Tpomb6ouuToB
no 62x109/n. MpopomkeHa nnasamortepanus (N1asmoob-
MeHbl N2 7). CocTosiHMe CcTabunnM3npoBanochb, LOCTUTHYyTa
remartonornyeckas pemuccud TMA, ofHaKO CoOXpaHAnIuUChb
Avanu3saBucuman novyevyHas HefoCTaTO4HOCTb, KPU30BOE
Te4yeHue apTepuanbHON TMNEepTEH3UU (apTepuanbHoe [aB-
nexnve 150-180/100-120 MM PT.CT.), @ NO Aa@HHbIM 3XO-
Kapaunorpadumn (IxoKl) nossBMAMCL NPU3HaKK Aunatauuu
NIEBOr0 XeNyaoyka, CHUKeHns dpakuumn Bbibpoca (48-54%
npu N >60).

Ona yToyHeHus nporHo3a alYC u pelweHuss Bonpo-
ca 0 Lenecoo6pasHOCTU MPOAOSIKEHUA NN1a3MOOOMeEHOB
16.01.2012 npoBeaeHa 6moncus no4yku. BogHom na 32 Kny-
604KOB B HedpobUonTaTe BbIIBNEH CErMEHTaPHbIN CKNEPO3
KanuanapHbIX Netenb, pacrnofioXeHHbIM B 061acTi cocyam-
cToro nosntoca. Eule B 04HOM K/y604Ke KanuaisapHble netnu
KonnabupoBaHbl. OTMeYanucb BblpaxeHHasa runeptTpodus,
nponudepauns M BaKyonusauus anuTennanbHbIX KNeToK
¢ obpa3oBaHMEM CErMeHTapHOro KNeTO4YHOro MONyayHUs
(nceBgononynyHua?). B 5 kny6oykax NpocBeT KanuanspHbIxX
neTefib PE3KO CYXKEH 3a cYeT HabyxaHusa aHAOTENMabHbIX
K/IETOK, B ABYX U3 HWUX ONpesenstoTca Heboblune UHTpanto-
MUHasIbHble TPOMObI. B 60NblUMHCTBE APYrMX OCTaBLUMXCSH
B HebpoburonTate KNY604YKOB — MPU3HAKK ULLIEMUK Kanui-
NIAPHbIX NeTefb, CTEHKU UX YTONLLEHbI, CMOPLLEHbI, UMEIOT-
Csl ABOMHble KOHTYpbl. HekoTopble KNYOOYKU yMEHbLUEHbI
B pasmepax, BbIMaAaT He3penbiMu (KanunasapHble Netau
NOKPbITbI Ky6uiecknum anutennem). OTmedatorcs audaodysHo-
0Y4aroBbl CKNEPO3 WMHTEPCTULMSA M aTpodUs KaHanbLes,
3aHumatoLwme okono 20% nnowaan napeHxnmol. OTaensbHble
aTpoduyHble KaHanblbl pacluMpeHbl, coaepxaTt 6enKoBble
UMnMHApbI. Hecneunduyeckasa nHOUAbTPaLMA MHTEPCTULMSA
BOCMNanuUTeNbHbIMK KJIETKaMU B 30Hax CKneposa. Mmeetcs
OfHa apTepus cpepHero Kanubpa c HeBOMbLUMM JSioKasnb-
HbIM paclMpeHneM Ccy63HAOTENMaNbHOr0 NPOCTPaHCTBa.
B apTepronax u aptepusx Manoro KanMbpa npocBeT COCy-
[lOB PE3KO CYXeH BMIOTb A0 MOSHOM OKKJO3UKW 3a cyeT
HabyxaHWsa 3HLOTENNANbHbLIX KNETOK, UHCYAATUBHbLIX U3Me-
HEeHWW, pacwupeHns cy6aHAoTeNnaNbHOro NPOCTpaHCcTBa
W CKNepo3a UHTUMbI, B TOM YUC/IE MO TUMY JTYKOBOW LUENYXW».
Mpn MMMYHODNIOOPECLEHTHOM WCCNEeAOBaHUN He BbISB-
NIEHO [eno3uToB MMMYyHOrno6ynuHoB (Ig) KknaccoB G, A
n M. OBHapy>eHbl OTNOXKeHUs dUbpuHa B MHTEPCTULMM.
3aknoyeHue: TpoMboTMYECKas MUKpOaHrnonaTus (puc.).

3a nepuoa npebbiBaHWs B cTauMoHape OTMevyeHo 3
3NU304a CHUXKEHUS NoKazaTenen remornobuHa u Tpombo-
uMToB. Ha doHe nnaamoTtepanuun yaanocb 4o6UTbCS rema-
Toflorndyeckon pemuccnn TMA. TsxKecTb COCTOSIHUA Oblia
obycnosneHa GopmMMpoOBaHNUEM TEPMUHAIbBHON MOYEYHOM
HEeLOCTaTOYHOCTU (QHYPHUS), TAKENON apTepruanbHOM runep-
TeH3Men, pasBUTMEM [AuNaTaluMOHHOM KapaunomuonaTuu
(AKMI) ¢ npu3Hakamu HeaoCTaTOMHOCTM KpoBoobGpalle-
HUSA (CHUXKeHWe dpaKkuuK Bbibpoca Ao 42%), notpeboBaBs-
lWen Ha3HayeHUs cepaeydHbiX MUKO3MA0B (AUIoKCHH). Mo
LaHHbIM 3NeKTpoKapanorpaMmbl Obl10 BbISBIEHO YANMU-
HeHnem uHTepBana QT. Kpome Toro, y pebeHKa oTmeva-
NINCb NU3MEHEHME NULLEBOrO NoBeAeHMS (PE3KO CHUMKEHHbIN
M n3bupaTeNbHbIM anneTuT), CUHAPOM TMNepBO36yaAUMO-
CTW, 3ajep)KKa peyeBOro pas3BUTUS, MHBEPCUS HOYHOrO
CHa.

MauneHTKe 6bl10 NPOBEAEHO MOJMIEKYNSPHO-TeHeTnYe-
CKOEe uccnefoBaHWe reHOB, KOAMPYIOWMX CUHTE3 6enKoB
KomnnemeHTta (CFH, CFIl, C3, MCP w CFB). Pe3ynbraThl
Obl/IM NONyYeHbl Yeped 2,5 roga. BoliBieHbl reTepo3nrotTHas
mMyTauns CFH (3k30H 23): ¢.3653G>A(p.Cys1218Tyr) v rete-
PO3UroTHbIE Nonnumopduamel CFH (c.2016A>G; ¢.2808G>T),
o6HapyxuBaemble y naumeHToB ¢ al'YC yalue, 4em B 340p0-
BOW monynauuu. NpoBefeHa BanMaaLums reHoB KOMMNJEMEH-
Ta y poautenen pebeHKa: BbigBNEHHas MyTaLmsa o6Hapye-
Ha y oTua, He nMmetowero npusHakos TMA 1 ABnsiowWwerocs
NpPaKTUY4eCKU 340POBLIM.

Yepes 8 Mec 0T Havana 3aboneBaHus U 6 mMec 3ame-
CTUTENbHOW noyeyHon Tepanuu (aHypua >180 cyT) 6Gbina
MHULUMMPOBaAHa Tepanusa 3Kkynudymabom (10.06.2012).
MpeaBapuTenbHO AeBOYKa Oblla NpPOBaKUMHUPOBaHa
(13.04.2012) nNpoTMB MEHWUHTOKOKKOBOW, remModuibHOM
M NMHEBMOKOKKOBOW MHbeKuun. MNepen BBeAeHUEM npena-
paTa: Hb 108 r/n, TpoM60umThl 252%x109/n, NAI 374,1 En/n,
C3 64 mr/an, obuias reMoniMTuyeckas akTuBHocTb (CH50) —
4. CoxpaHanucb apTepuanbHas rMnepTeH3ns ¢ KPM30BbIM
TeYeHneM, CHuKeHne OYHKLMKM MNoYeK M noTpebHOCTb
B 3aMeCTUTENbHOM NOYEe4YHOM Tepanuu.

Yepes 3 Hea nocne ctapTa Tepanuu aKynM3ymabom o6b-
€M MOYM Yy nauneHTkn yeenanuuncsa go 140 mn/cyT. CnycTs
3 Mec (KoHel, ceHTabpa 2012 r.) — auypes 425 mn/cyT.
[MocTeneHHOo cyTo4YHbIN Anype3 yBennuunncsa go 700-900 mn.
MepuToHeanbHblM AMannad npekpaleH yYeped 3,5 mec or
cTapTa Tepanuu akynuaymadom (12.10.2012).

MepeHocUMOCTb aKynndymaba Oblna yaoBAETBOPUTESb-
How. [1ns o6ecneyeHns cocygmucToro 4ocTyna ¢ Lenbto npo-
[omKeHus nHoysun npenapatom 04.10.2013 npoBepeHa
UMNAaHTaumMsa BEHO3HOro nopTa B npaBoe npeacepave,
KOTOPbIN MO HacToswee BpeMsi GYHKLMOHUPYeET.

3a nepuog neyveHns aKynnlymabom pebeHOK ABarKibl
nepeHec OPBU 1 OCTPYIO KULIEYHYIO MHDEKLMNIO, O4aAroByO
NMHEBMOHMIO, BETPSAHYIO ocny. MHTEPKYPPEHTHbIE MHbEKLMM
He NpuMBOAMAK K peunanBam al'YC, TpeboBanu U3MEHEHMS
NPOTOKO/a fleYeHns B BUAE YANTMHEHUS MHTEPBANoB BBeae-
HUS aKynn3ymaba (Ha 3—7 AHeln no3xKe). MNpu KOHTPONIbHOM
nccnenoBaHum oblas reMonnTMYecKas akTMBHOCTb CoXpa-
HAnacb Aake 4vepe3 3 Hed nocjie BBeAeHMa npenapara,
4YTO CBMAETENbCTBOBANO O MNOMHOM 6GnOoKage aKTMBHOCTHU
KoOMMnemeHTa.

Ha ¢oHe nevyeHus akynuaymabom no 300 Mr Kaxable
16 nHewn B TeyeHne 24 mec auypes yBenunyuiacsa go 900 mn/
CyT, CYLLECTBEHHO YAYYWMAUCb anmneTuT U COH, NMosiBUaach
peyb. PebeHoKk npubaBun 4,2 Kr B Macce Tesa, BbIpOC Ha
15 cm. ApTepuanbHas runepTeH3ns Ha GoHe Tepanuu 610-
KaTopoM KanbLMEBbIX KaHaNoB cTana MeHee BblpaxKeHHON
(120-130/70-80 MM pT.CT.); NnpeKpaTuamck peumamsbl TMA
n NOTpebHOCTb B Mna3moTtepanuu.



Puc. Tpomb6oTHYECKasa MMKpoaHrmonaTus
Fig. Thrombotic microangiopathy

lpumeyaHue. (a) — apTepus Manoro Kanuépa € BbipaXKEHHbIM CyXXEHWEeM NPOCBETa 3a CHET paclMpeHns cy6aHa0TeNMansHoro
NPOCTPaHCTBa U cKNepo3a MHTUMbI (PAS-peakuns, xX400); (6) — KNYGOYKM C HEGONbWWM PaCLIMPEHNEM ME3aHIUs U COMYTCTBYIOLLEN
Me3aHruanbHON nponndepaLmen, B Apyrux KnyboyKax — UWeMUs KanuanspHblX NeTenb, BbipaxeHHoe NoBpexjeHne KaHanbLeBoro
anutenuns ¢ Auddy3Hon NM60 GOKaNbHON YyTPATON «WETOYHOW KalMbl», HEKPO30M OTAESNbHbIX TYGYN1OLUTOB U CAyLWMBaAHUEM
3NUTENManbHbIX KNETOK B MPOCBET KaHanbLeB (PAS-peakums, X100); (B) — UWEMUSA KanuaNsapHbIX NeTeb KNy6o4yKa, MHTEPCTULUANbHbIV
$n6po3 (oKkpacka TpuxpomoM no MaccoHy, X200); (r) — apTepuona ¢ pacwmpeHnem cy63aHL0TeNnanbHOro NpocTpaHcTBa (OKpacka
Tpuxpomom no MaccoHy, x200); (4) — KanunnapHble NeTau KNy6oyka KonnabupoBaHbl, 0OTMeYalnTCs BbipaxeHHas runeptpodums,
nponudepaLms u BaKyonuadaumsa anuTenmanbHbiX KNeTOK ¢ 06pa3oBaHMeM CErMEHTapHOro KIETOYHOro NCeBAONONYAYHUS; (€) —
KanunisapHble NeTin KNy6o4yKa NoKPbITbl KYGUYECKUM 3MUTENMeM, BblpaXKEHHOE NOBPEXAEHNE KaHanbLEeBoro anutenus ¢ AudaoysHom
yTpPaToN «LLETOYHOM KalMbl» U HEKPO3OM OTAENbHbIX TYGYOLMTOB, BEAYLLMM K pacLUMPEHUIO NPOCBETA KaHalbLEB.

Note. (a) — small calibre artery with a pronounced luminal narrowing due to expansion of the subendothelial space and intimal sclerosis
(PAS reaction, x400); (b) — glomeruli with slight expansion of mesangium and concomitant mesangial proliferation, in other glomeruli —
ischemia of capillary loops, pronounced damage to the tubular epithelium with diffuse or focal loss of the ‘brush border’, necrosis of
individual tubulocytes and desquamation of epithelial cells into the tubular lumen (PAS reaction, xX100); (c) — ischemia of glomerular
capillary loops, interstitial fibrosis (Masson’s trichrome staining, x200); (d) — arteriole with expansion of the subendothelial space
(Masson'’s trichrome staining, X200); (e) — glomerular capillary loops are collapsed, there is a pronounced hypertrophy, proliferation

and vacuolization of epithelial cells with formation of a segmental cell pseudocrescent; (f) — glomerular capillary loops are covered with
cubic epithelium, there is a pronounced damage to the tubular epithelium with diffuse loss of the ‘brush border’ and necrosis of individual
tubulocytes leading to expansion of the tubular lumen.
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C 2013 r. Tepanus aKynn3ymabom NpoaoKeHa no MecTy
wutenbcTtBa (FbY3 «HensbuHcKaa ob6nacTHasa AeTcKas Kiu-
HUYecKas 60bHULAY).

lpn o6cnepoBavun B [IKB CBsitoro Bnagumupa
25.03.2014: Hb 131 r/n; NAr 580 Ea/n; Tpom6oLM-
Thl 317><109/n, MoyeBMHa 11,0 MMOANb/N, KpeaTUHWH
78,7 mkmonb/n, C3 68 wmr/an; C4 34,7 mr/an; CH50=0;
CKOpoCTb Knyb6oykoBow oéunbtpaunm (CKP) no dopmyne
LWeapua 60 Mn/M1H/1,73 M2, npoTenHypus 0,12 r/n, cyTou-
Has aKCcKpeuusa 6enka 72 mr. BoisiBneHa runeppeHuHemMus
oT 25.03.2014: aKTMBHOCTb PEHWHa nnasmbl 425 Hr/Mn
B 4ac (0,5-5,9). C rMnoteH3MBHON W HEDPONPOTEKTUB-
HOW Lenblo Ha3HayeH WMHIMOUTOP aHrMOTEH3UHMNpPeBpaLla-
lowero depmMeHTa 3aHananpui. B anHamuke HabnaoaeHus
oT 12.07.2016: aKTMBHOCTb PEHWMHA MNa3mbl COXpaHAnachb
NOBbILIEHHON, HO MEeHee BbipaxeHHoN — 29,5 Hr/mn B Yac.

Y3U noyek ot 26.03.2014: npaBas novyka 62X26 mm,
napeHxuma 8 mMm; neBas novyka 55%X27 MM, napeHxuma
9 mM. Tonorpadusa noveK He n3meHeHa. PaaMmepbl HUKe BO3-
pacTHOM HopMbl. CTPYKTYpbl Ma0Xo AnddepeHLMpoBaHbl,
PUCYHOK MX HEYETKUN, KOpTUKOMeaynnspHasa anddepeHun-
pPOBKa MpPaKTM4EeCKM OTCYyTCTBYeT. [lapeHxuma 3HayuTenb-
HO AMDODY3HO M3MEHEeHa: BblpaKeHHOe HepaBHOMepHoe
noBbllleHNe axoreHHocTn. C obenx CTOPOH B NapeHxume
noYeK No Xxo4y MHTpanobapHbIX M AYroBbIX COCYA0B — HUTE-
BUAHbIE 3XOreHHble BKJOYEHUS (EAMHMUYHbBIE), pacueHnBa-
eMble KaK KanbUMPUUMPOBAHHbIE Y4aCTKM CTEHKU MENKMX
WHTpPapeHanbHblX cocyaoB. CneBa B HUXHeM dparmeHte
NOYKM — Kanbuudukat 4o 4 MM B anameTpe (nepeHeceH-
Hasi NOCTNYHKUMOHHAas NnceBAoaHeBpU3Ma MHTpPapeHanbHON
apTepuancHon BeTBM). CneBa B HUXHEM dparmMeHTe mou-
KW onpegensercs Kucta 40 5 MM B AvaMeTpe C 0CajKoMm
B npocBeTe. Mpu AAC BbiaBnsieTcs anddysHoe obeaHeHne
COCYAMCTOrO0 PUCYHKA MOYEK, MaKCMMallbHO BblpaKeHHoe
B NPOEKLNN KOPTUKANbHOrO ¢ios napeHxumbl. CocyancTbin
PUCYHOK B MPOEKLMU MEAYNSPHOIO CI0S NapeHXMMbl MOYKM
COXpaHeH, ymepeHHO obegHeH. CKOpOCTHble MoKasatenu
apTepuanbHOro KPpOBOTOKA Ha MHTpapeHanbHbIX cocyaax
CHUXeEHbl (Viax Ha8 MarucrpaibHbIX MOYE4HbIX apTepusx
cnpaBa 0,46 m/ceK, cnesa 0,38 m/ceK). [okazaTenu nepu-
dbepnyecKkoro conpoTUBNEHUS apTepuanbHOro peHanbHoOro
KPOBOTOKa B npeaenax Bo3pacTHOW HopmMbl (RI=0,66), 4To
Ha GOHe MWeMUN KOPTUKaNbHOro CMos MnapeHxMMbl Npu
[lyNIEKCHOM [0MnnepoBCKOM cKaHupoBaHuu (A4C) moxeT
ObITb pacLEeHEeHO KaK NposiBieHWe MHTPapeHanbHOro apre-
PUOBEHO3HOIO WYHTMPOBAHUS KPOBMU.

OxoKI ot 26.03.2014: pgunatauus NeBOro eny-
[lodKa ¢ HopManu3auuen dpakuum Bbi6poca (63%).
MexkenygoykoBas neperopofka 6 MM, KOHe4YHbI Aua-
CTONMYECKMI pa3mep NeBOro xenygodka 40 MM, KOHEYHbIN
CUCTONIMYECKNI pa3Mep NeBOTO Xenyaoyka 27 Mm, dpakuus
Bbl6poca 63%, rpaguMeHT LaBneHus B NIErO4HOM apTepuu
5,4 MM PT.CT., rpagMeHT gaBfieHus B aopTte 5,7 MM pT.CT.
[OnameTpbl KOPHSA aopTbl U IEFOYHOW apTepun He n3MeHe-
Hbl. CTEHKM WX He YnAoTHeHbl. Mpu3HaKoB runepTpobuun
MUOKapha He BbISBASETCH. [BUXKEHNE MEXKEeNYA04KOBOK
neperopogkun npasuibHoe. MobanbHas COKPATUMOCTb MUO-
KapAa NeBOro Xenyaoyka He CHUXeHa.

15.02.2017 (4epe3 5 net 3 mec ot gebiota 3abosieBa-
Hus): chopMMUpoBaHa XpoHU4YecKkast 60se3Hb noyek (XBI)
2- cTaguu; remMaToflorM4EeCKUX MPU3HAKOB aKTUMBHOCTHU
al'YC Hert. Tepanua akynu3ymabom NpoaomKaeTcs: ee anu-
TeNbHOCTb cocTaBuna 4 roga 8 mec. Pusnyeckoe pasButue
cpeaHee rapmoHuyHoe (macca Tena 19,2 Kr, poct 114 cwm,
o6a nokasartenss COOTBETCTBYIOT 25-M LEHTMAAM). AnneTut
COXpaHeH. HepBHO-MCUXMYECKOe pa3BUTME MO BO3pPacTy.
CoxpaHsaeTcs peHuH3aBucumaa (peHuH nna3mbl >500

MKMEZ/mn npn N 2,8-39,9) aptepuanbHasa rmnepreH3uns
(121-130/75-100 MMm PT.CT.), HECMOTPS Ha NPOAC/IKAIOLLY-
loCs KOMOMHMPOBAHHYIO TMNOTEH3UBHYIO Tepanuio (6noKa-
TOpbl KaNbLMEBbLIX KaHaNoB, MHIMOUTOP aHTMOTEH3UHMPEB-
pauwatowero depmeHTa). B cBA3M ¢ 3TUM 6Gbl1 Ha3Ha4YeH
MHIMOUTOP peHUHa (Pacnnes) ¢ NoNoXUTENbHbIM 3G PEKTOM.
CyTO4YHbIM anype3 ao 1 n.

CornacHo pesynbtatam wuccnegoBaHus: Hb 14,3 1/
an, NAr 274 Ep/n, tpoM6ouuTthl 373%x109/n, mMoyeBuHa
9,9 MMonb/N, KpeaTuHUH 92 MKkmonb/n, C3 70 mr/an; C4
26,1 mr/an; CK® no Weapuy 79,6 ma/muH/1,73 M2, npo-
TenHypua 0,05 r/n, cyTouHasa aKcKpeuusa 6enka 18 wmr. Mo
JaHHbIM Koarynorpammbl, NPUM3HaAKOB BHYTPUCOCYAMCTOM
rMnepKoarynaumMm HeT: NPOTPOMOGMHOBAs aKTUBHOCTb MO
KBuKy 11,5%, dnbpuHoreH 3,7 r/n, aHTuTpom6uH 111 101,1%,
pacTBopuMble GUBPUH-MOHOMEPHbIE KOoMMneKebl 4,5 mMr%,
XaremaH-3aBucuUMbIN  GuUbpuHonns 7,0 MuH, [Ad-aumep
283,53 Hr/mn.

Ha aneKTpokapanorpamme: MNpPU3HaKW MOBbIWEHNS
3NIEKTPUYHECKON aKTUBHOCTU NEBOIO Kenyao4Ka.

OXOoKI: HebGonbluas Aunatauua NeBOro Xenyaoyka
(KOHEYHbIM CUCTONIMYECKMI pa3mep NeBOro Xenygoyka
40 mm npu N <37 MM) ¢ coxpaHeHueM dpaKumm BbiGpoca
(76% npu N >60%); paclumpeHune aopTbl 0 22 MM, ero4yHas
apTepusa He U3MeHeHa, CTEHKM MX He YMNAOTHEHbI; NpU3Ha-
KOB runeptpodmMnm MuUOKapha He BbISIBASETCH; ABUKEHUE
MEXKeNyL04YKOBON NeperopoKkun npaBuibHoeE; rnobdanbHas
COKpaTMMOCTb MWOKapAa NIEBOr0 XenygovKka He CHUXKEeHa,
30H MMNO- 1 aKMHESUU HEe BbISIBNIEHO; PEryprutaLms Ha Tpu-
KycnuianbHOM KfianaHe B MOAOCTb NPaBoro npeacepaus
B npegenax CTBOPOK (+).

Mo paHHbIM Y3W noyek: npu3aHaku HedbpocKaeposa
C HapyweHWeMm peHanbHOro KpOBOTOKa: MpaBas MNoyvyka
61x28 MM, napeHxuma 10 mm; neBas noyka 61xX27 mm,
napeHxuma 10 mm. Tonorpadua He U3MeHeHa, pa3mepbl —
HWXXe BO3pacTHOW HOPMbl. KOHTYpbl HEPOBHbIE, HEYETKHME,
coxpaHeHbl. CTPYKTYpbl 04eHb MN0X0 AnddepeHLMpPOBaHbI.
MapeHxMMa ByanuMpoBaHHas, reteporeHHas, ¢ HepaBHO-
MEPHO BblpaXeHHbIM MOBbILEHWEeM 3XOreHHocTu. Cnesa
B HWXXHEM dparmMeHTe KanbunduKat 4o 4 MM B Anametpe
(cocTosiHne nocne HedpobUorcum).

A4C: onpenensieTcs 3HAYMTENbHO Bblpa)keHHoe And-
dy3Hoe obeHEHME COCYANCTOrO PUCYHKa NOYKK, Hanbonee
BblpaxK€HHOE B NPOEKLIMM KOPTUKANBHOIO C/I0S NapeHXUMbI.
CKOPOCTHbIE XapaKTEPUCTUKM PEHANTbHOIO KPOBOTOKA HUXKE
BO3pPaCTHOM HOPMbI, NOKa3aTenn nepudepmnyeckoro conpo-
TUB/IEHWA apTepuanbHOro peHanbHOro KPOBOTOKA B HOpMe
[(Vmax Ha MaructpasbHbix noyeyHbix aptepusx ao 0,37 m/c,
PW (MHpeKc pe3uncteHTHocTH) go 0,58].

Takum o6pas3om, Ha ¢GOHe neyYeHus IKynnu3ymabom
OTMEYEHO ynydleHne QYHKLMU MOYEK: CHUMKEHWe a3oTe-
MWK, noBblweHne CK®P, oTcyTcTBME NOTPEBGHOCTM B Aua-
NIM3HOM W Nna3moTepanuu. 3a Becb Neproj HabntogeHus Ha
$poHe npoposIKatoLencs Tepanun aKkynmaymabom (56 mec),
HECMOTPS Ha UHTEPKYPPEHTHbIE MHOEKLMK, HE OTMEYEHO HU
oaHoro peuuansa al'YC. B HacTosiLlee BpeMs UMeeT MecTo
opraHHasa aucoyHkuua: XbBI Il ctagus, passutne OKMI
1 aoptonatmmn Ha GoHe al'YC. BaxHbiM He6NaronpuUaTHbIM
dakTopom nporpeccupoBaHus XbIN n kapgnomuonaTuu cny-
WUT apTepuanbHas runepTeH3uns, NoJHON KOPPEKLMU KOTO-
POW AOCTUIHYTb He yAanocb BCNEACTBUE BbICOKOM PEHWMHO-
BOW aKTUBHOCTM.

OBCYXAEHHUE

[aHHaa cTaTba npegctaBaseTr co60M ONbIT yCNEeWwHoro
NPUMEHEHNS KOMMNEMEHTUHIMOUPYIOLWEN Tepanuun (IKyIu-
3ymab).



B nocnegHme 10 neT HabntogaeTcs pocT Yucna 60MbHbIX
¢ BepudmumnpoBaHHbiM AnarHo3om al YC, 4yTo 06bsicHAEeTCS
HaKonseHnem 3HaHum 0 TMA 1 ynyyleHnem AMarHoCTUKKN ee
pasnunyHbix popm [1, 2].

B npeactaBneHHOM Hamu ciyvae AMarHo3 aTUnUYHOro
[YC 6bin OCHOBaH Ha Tpuaje CUMMNTOMOB — MWKPOaH-
rMonaTM4ecKoM remonunsde, TPOMOOLIUTONEHUN, MOYEYHOM
HeJOCTaTO4YHOCTH, KOTOPbIe MMENN peuunanBumpyloLLee Teye-
Hue. 3aboneBaHne maHudecTMpoBaNo NOcCAe MNNaHOBOM
peBaKUMHALMK XMBOW aTTEHYMPOBAHHOW BaKLMHOM Mpo-
TMB NONMOMMENUTa, KoTopas MCNoNb3yeTcs TONbKo B PO.
CnepyeTt OTMETUTb, YTO Y pebGeHKa Ha NePBOM rofy XKW3HKU
B pamKax NaaHOBOW BaKLUMHaUMK TPUXKAbl UCNONb30Banach
WHAKTMBMPOBAHHAA BaKLMHaA NPOTUB MOAMMUENNTA, YTO He
npuBoAKNO K pazsutunio TMA.

ATuUnun4yHbln TYC aBNsieTcs OMArHo30M WCKIYEHUS,
KOTOpbIM, B MepBYylD oyepenb, ycTaHaBAMBaETCs nocne
UCKNtoYeHnsa Taxenoro agedpuumta ADAMTSL3 (<10%).
Y nauMeHTKM Obl0 BbISBAEHO YMEPEHHOE CHWXKEeHue
akTnBHocTM ALJAMTC13 (61%), 4To ABNSeTCa cneacTBUEM
ero notpebneHus B npouecce MUKpoTpom6Goo6Gpa3oBa-
HUS.

B nocnegHue roabl ycTaHOBNEHa KioyeBas posb MyTa-
UMK M NOMMOPOU3MOB TEHOB, KOAMPYOWMX daKTopbl
CUCTEMbl KOMMIEMEHTA B WHAYKLMWU MOBPEXAEHUS 3HAO-
Tenus npu al'YC. P. Warwicker n coaBT. B 1998 r. BnepBble
onucann myTtaumio reHa CFH, accouuunpoBaHHyto ¢ al'yYC
[8]. Mocnepylowme nccnefoBaHus nNokasanu, YTo MyTaums
CFH faBnsetcs oAHOM M3 caMblX pPacnpoCTPaHEeHHbIX Mpu
alYC [5, 9]. ®aktop H — CbIBOPOTOYHbIN FIMKOMNpoTe-
WH — cocTouT n3 20 Moaynen KOMMNEMEHTKOHTPOINPYIO-
wmx 6enkoB (CCPs) [10]. CFH oTHOCKTCA K CaMbIM BaXXHbIM
perynsatopam romeocTtasa KoOMMjaemMeHTa B niasme v npeay-
npexxgaeT noBpexKaeHWe COOBCTBEHHbIX KNETOK, CBSA3blBa-
ACb C MMKO3aMWHOMMKaHaMU 3HAOTENMaNbHbIX KNETOK
M OBHaeHHbIX 6a3asibHblX MeMbpaH 4Yepe3 KapbOoKCUIb-
HbI TepMUHanNbHbIM KoHel, (CCPs 19-20) [11]. OH aABnseT-
c KodaKTopom, AencTBYOWMM ans dakTopa |-3aBUCMMOM
NpPOTEONIUTUYECKON MHaKTMBaumn C3b. CFH KOHKypupyeT
¢ ¢aktopom B B cBaAsbiBaHun C3b u yckopsieT pacnaf
C3-koHBepTasbl [12]. 3TM GYyHKLMK OCYLLECTBASIOTCH Yepel
YyeTblpe MOAYNSA KOMMIEMEHTKOHTPoOIMpPYtowmnx 6enkos (CCP
1-4) N-TepMuHanbHoOro Koxua [13].

Y nauMeHTKM BbIIBieHa reTepo3uroTHas MmyTauums,
NloKanu3oBaHHaa B 23-M 3K30He CFH — ¢.3653G>A(p.
Cys1218Tyr), Koaupytowem C-TepMuHanbHyto o6nactb 6en-
Ka, KoTopas OTBETCTBEHHa 3a cBA3biBaHMe CFH ¢ noBepxHO-
CTbto KNeTKku. Mpun mytaumusax C-repmuHansHoro gomeHa CFH
He Cnoco6eH KOHTPOAMPOBaTb aKTMBALMIO KOMMIEMEeHTa
B KJIyOO4YKOBOM 3HAOTENNM, YTO NOATBEPIKAAETCH CHUMKEHM-
eM CBA3blBaHWa MyTaHTHOro CFH ¢ noYyeyYyHblM 3HAOTENMEM
no AaHHbIM Hedpobuoncuu [14, 15]. A. Stahl n coaBT. 6bl10
NPOAEMOHCTPUPOBAHO, YTO MYTaHTHbIM CFH He cnocobeH
COEAMHATLCS C TPOMOOLMTAMK, YTO MPUBOANUT K aKTUBaLMHK
KOMMJIEMEeHTa Ha UX MOBEPXHOCTH, arperauum TpoM60LUTOB
C BbleNieHMeM TKaHeBOro ¢dakTopa U3 rpaHyn [16]. 3To npu-
BOAWT K GOPMUPOBAHMIO MPOKOAryNSHTHOrO TNa B pe3yib-
TaTe rmnepakTMBaLMmM KOMMNNEMEHTa B cocyaax Knybo4yKa Ha
NOBEPXHOCTN TPOMBOLIMTOB M pa3BuTuio al'YC.

CnepyeT NOAYEPKHYTb, YTO BbISIBNEHHAA y HalWew nauu-
€HTKM MucceHc-myTaums (Cys to Tyr) paHee He onucbiBa-
nacb y 60nbHbix al'YC. OgHaKo MOXHO NPeanonoXuTb, YTO
[aHHas MyTauus OTBETCTBEHHa 3a dopmupoBaHune deHo-
TMna. B nocnegHue rogbl 06CyKAaeTcs pob reHeTU4EeCKMX
noiMMopdU3MoB 6ENKOB CUCTEMbI KOMMIEMEHTA B peanu-
3aumun al'yYC. Y Halwel naunmeHTKU BbiBEHbl 2 M3BECTHbIX
npu alYC retepo3uroTHbix NofnMmMopdHbIXx reHotuna CFH

(c.2016A>G; ¢.2808G>T), MOAYNUPYIOLLMX NEHETPAHTHOCTb
W TAXKEeCTb NposiBNieHn 3a6oneBaxus [5, 9.

TaKke ycTaHoOBMeH BKnag B pa3BuTue alYC reHeTuye-
CKMX aHOManui B cucTemMe remMoctasa, B 4aCTHOCTU MyTa-
LIMN TEHOB MHIrMBUTOpPa aKTMBaTopa nnasmuHoreHa (PAI-1),
TpOMOGOMOAYIMHA U AMaUUNTIULEPONKMHa3bl [17]. Y Hawen
NauMeHTKU BbiIBNEHa MynbTUreHHas Tpomb6odunusa, npea-
CTaB/ieHHas roMO- U reTePO3UrOTHbIMU FrEeHOTUNaMK FeHOB
remoctasa (PAl: 4G/4G; MTHFR: 677 C/T, MTRR: 66 A/G;
MTR:2756 A/G; FGB: -455 G/A; ITGA2: 807 T/T), coyeTa-
HUE KOTOpbIX 00YyCnoBIMBaET HeaeKBaTHbIN GUOPUHONNS,
runeparperaumto TPOMOOLMUTOB M 4ONOTHUTENBHOE NOBPEXK-
AeHWe COCYANCTOM CTEHKM 3a CHET M’MNEProMOoLUCTEMHEMUM.
[eHeTn4eCcKn obycnoBsieHHas TPOMOODUINA MOMKET BUATb
Ha MaHudecTaumo 3aboneBaHus, TaKecTb TedeHus TMA,
aKTMBaLMIO NOKaNbHOM rMNepKoarynaumm n ansTepHaTMBHO-
ro nyTv KOMMNJeMeHTa.

Taknum o6pa3om, B pesynbrate CMHEPrMyHOro B3amMMmo-
LEeNCTBUS KOMMNAEMEHTaKTUBHMpYOLWero daxktopa (BakuMHa-
LMS) U KOMOUHaALKMKN reHeTUYEeCKNX GaKTOPOB pUCKa — aHOo-
Manuin cucTemMbl KOMNAEMeEHTa (MyTauun 1 NoIMMopPU3Mbl
CFH) n cucTtembl remocTtasa (nonumopduamel reHos PAI-1,
MTHFR, MTRR, MTR, FGB, ITGA2) — npowu3owna MaHude-
ctaumus al'YC, 4To NoATBEPKAAET CnpaBeaMBOCTb rnnoTe-
3bl MHOXECTBEHHbIX YAapoB B peann3dauuu KOMMIeMEeHT-
onocpeaoBaHHon TMA [3, 5, 9].

MnasmoTepanus B pexume nHOY3nin He npuBena K cra-
6Mnn3aumm coctosiHuA. TaKecTb 3aboneBaHUs MauUeHTKU
6blla 06ycnoBeHa peuuamBupylowmMmm anuzogamu TMA,
KPU30BbIM TeYeHWem apTepuanbHOM rUNepTeH3uu, npo-
rpeccMpoBaHMeM MOYEYHOM HefOoCTaTO4YHOCTU, MoTpebo-
BaBlUIEN NpoOBeAeHWUs 3aMeCTUTENbHOM MOYEe4YHOW Tepanuu
B Te4YeHWe 4UTENbHOro CpoKa.

B nocnegyouem Ha GoHe npoBeaeHUs NNasmMoobMeHoB
COCTOSIHME CTabuNnM3nMpoBanochb, 04HAKO OTMEYEH peLnamBs
60ne3Hu Npu npucoeanHeHnn OPBW. Mocne 7 ceaHcoB nnas-
MOO6MeHa Oblfla AOCTUIHYTa reMaTofnornyeckas pemuccus
TMA, HO coxpaHsnacb AvanudzaBucuMas noyeyHas Hepo-
CTaTOYHOCTb (aHypwus). Ons peweHus Bonpoca O Leneco-
06pa3HOCTM MPOJOIKEHUSA MNnas3moTepanun u onpegene-
HUS NPOrHo3a Ha 9-# Hepj 3aboneBaHus Gblna nposeaeHa
Hedpoburoncusa. BoigBneHbl rMoMepynspHbIM U COCYAUCTbIN
TUN NOpaeHus, xapaKkTepHbln ana TMA, a TaKxe BoBfe-
YyeHue B NPOLECC MHTEPCTULMS M KaHanbueB. MonyvyeHHas
Mopdosiornyeckass KaptuHa peHanbHon TMA o6bsicHAna
BblpaXKeHHOe CHUKeHMe QYHKLMKW NOYEK U TaXKenylo apte-
puanbHyto runepTeHsuto. MoatoMy HebnaronpUATHLIA NpPo-
rHO3 NOYEYHOW BbIKMBAEMOCTU Obla o4eBUAEH. K MOMEHTY
cTapTa Tepanuu 3Kynu3ymabom Yy nauueHTKM pasBuiacb
TepMUHanbHas novyeyHas HeLOCTATOYHOCTb, AMUTENbHOCTb
aHypwuu coctaBuna 6onee 180 gHen.

M3BecTHO, 4To al'YC y nauneHToB ¢ MyTauuamu dak-
Topa H xapaKkTepu3yeTcs MJIOXMM MPOrHO30M YXKe Mpu
nepBOM anNun3oae 3aboneBaHus. B aTux cnyvanx netanbHbli
ncxoa, peumavmB 3aboneBaHus, pa3BUTUE TEPMUHANbHOM
noYye4yHomn HegocTaToYHOCTM HabntoaaeTcay 50-70% 60nb-
HbIX. Peunans al'YC nocne TpaHCcnaaHTaLMmM NOYKKM y Nnaum-
eHToB ¢ MyTauuen CFH HabnopgaeTtca B 75-90% cnyyaeB
[3, 5]. TpagMLUMOHHOE NPUMEHEHNE UHTEHCUBHbIX N1a3MO-
06MeHOB CNOCO6GCTBOBANO PA3BUTUIO remMaToNIOrM4eCcKom
pemMucecum y naumeHTKM, 0aHaKo GyHKLMA NOYEK He BOcCTa-
HoBMNacb. TO cornacyeTcs ¢ AaHHbIMU MeXAYHapOAHOro
perucTpa nnasmotepanuu y 6o0nbHbix alYC (Intertional
Registry of Recurrent and Familial HUS/TTP): Tonbko B 5%
cfly4yaeB y nauueHToB ¢ MyTauusmu CFH nofHOCTbIO BOC-
CTaHaB/AMBAlOTCA remMaTonornyeckme nokasatenn u GyHK-
ums novek [3].
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B nutepaType umetoTcs faHHble 06 WMCMNONb30BaHUU
aKynmndymaba nocne AAUTENbHOM nnasmoTepanuu. PaHee
OnucaHHble CllyYan xapaKTepu30BanuCb OTCYTCTBMEM CHMU-
eHUS GYHKLMM MOYEK MW MX BOCCTAHOBNIEHWEM Ha GOoHe
n1asMoobMeHoB/MHDY3MIN CBEXKE3AaMOPOXKEHHON Ma3Mbl
10 MHWUMALUMW KOMMNIEMEHTUHTMOUPYIOLLEN Tepanuu [18—
20]. CornacHO nuTepaTypHbIM AaHHbIM, Cpean 60JbHbIX
al'YC ¢ N03gHUM NpUCOefUHEHNEM NOPAXKEHMS NOYEK, NONY-
YyaBLUMX AManu3 (6—-26 OHeW), B YeTblpex cny4aax M3 natu
yAanocb NpeKkpatuTb 3aMeCcTUTENbHYIO MOYEYHYI0 Tepanuio
nocne AAMTENbHOro NPUMEHEHUs 3Kynudymabda [6]. Y aAByx
nauneHToB, Haxoadlwmxca Ha avanu3e 119 u 128 aHen,
MCNoNb30BaHUE KOMMIEMEHTUHIMOUPYIOWEN Tepanun He
NPUBENO K YAYYLWEHMUIO NOYEYHOW DYHKLMK: NaLMneHTbl Npo-
LOMKanu Hyxaatbcs B Avanu3e [6]. Y nna3Mope3ncTeHT-
HbIX/N1a3M03aBUCHUMbIX B3POC/IbIX NaLneHToB ¢ XBI1 akynu-
3ymab NoaaepKuMBan remMatofiornyeckyto pemuccuio B 90%
cflyyaeB M 6bln cBfI3aH C HeBGONbWMM, HO LOCTOBEPHbLIM
yBEJIMYEHUEM pPaCYETHOM CKOPOCTU Ky604YKOBOM Ub-
Tpauun (pCKP) Ha 6-8 Mi/MUH/1,73 M2 Npu HabOAEHNUH
B TeyeHune 1 roga u 2 net [21, 22]. 3T0 cBUAETENLCTBYET
B MOb3Y TOrO, 4TO, HECMOTPS Ha AOCTUIHYTYIO C MOMOLLBIO
nnasmoTepanun reMaToNormMyecKyto PEMUCCHIO, CYOKINHM-
yecKasa aKTMBHOCTb TMA coxpaHsinacb, YTO U UMeNo MeCcTo
B NPeACTaBNIEHHOM HaMK HaBMIOAEHNN.

B aHrnoasbl4HOM nnTepaType Hanbonbluas AnnTENbHOCTb
AWann3HOMN Tepanuu 4o UHULMaLMK IKynM3ymaba, a UMEHHO
4 mec, onucaHa y 7-mMecsiiHOM aeBoYkM ¢ al'YC, nmetollen
MyTaumio B 23-m aK30He CFH (c.3568T>C; p.Tyr1190H:is).
DyHKLUMA NoYeK B AaHHOM cfyyae ynydwunnacbh (CKP 42 mn/
MWUH/1,73 M2) yepes 1 Mec nocsie HaYana TapreTHow Tepa-
nuu, n pebeHOK nepectan HyxaaTtbcs B Ananuse [23].
TaKXe nmetoTca coobLLIEHMS O NPEKPALLEHNN 3aMeCTUTESb-
HOM MOYe4yHOW Tepanun Ha GOHe NlevYeHUsa IKyIn3ymabom
y NaueHTKM B Bo3pacTe 21 roga, KoTopas A0 TapreTHow
Tepanuu Haxoaunacbh Ha Avanu3e B TedyeHune 3,5 mec [24].

lpoBefeHHbIe K HAcToAWEeMY BPEMEHU UCCEL0BaHUS,
XOT$ ¥ BbIMOSIHEHHbIE HA OTHOCUTENbHO HEGONBLIOM KOHTUH-
reHTe nauueHToB, NPOAEMOHCTPUPOBAN BbICOKYIO adpdek-
TMBHOCTb Npenapara y 60nbHbIx al'YC. He3aBrMcuMO OT TOro,
Ha3Ha4vancs M aKynM3ymab B3pOCAbIM UK AETAM, NaLMeH-
Tam ¢ nporpeccupytower TMA 1 TaxeNbiM OCTPbIM NOBPEXK-
AEeHWEeM MnoyeK, TpebyllnM AWaNU3HOW Tepanuu, faxe
npu 4AUTeNbHOM TevyeHun 3aboneBaHusa U passuTun XIH,
a TaK)Xe NauneHTam ¢ N1a3Mo3aBUCMMOCTbIO, B NOAABASI0-
wem 6onblnHcTBE cnydvaes (80-93%) nevyeHne NnpuBoanIO
K LOCTUXEHMIO reMaToNorMYeCKOm PEMUCCUM U YAYYLLIEHUIO
dYHKUMM noYyeK (BNAOTb A0 MCYE3HOBEHWUSI MOTPeBGHOCTU
B Ananunse) ¢ ee NosHOM HopManusaumen y HeKoTopblx 60/1b-
HbIX [5, 6, 24].

CornacHo [faHHbIM MPOCMNEKTUBHBIX WCCNEeLOBaHUNM,
noKaszaTe/Nn BOCCTAHOB/IEHUS MOYEYHON OYHKUMKU Oblnn
Bbllle y AeTei MO CpaBHEHWIO CO B3pocibiMu (64 nNpoTuB
29,3 MA/MUH/1,73 M2 Ha 26-i Hen). Tonbko y 9% (2/22)
neten n 12% (5/41) B3pocnbix coxpaHanacb NoTpPebHOCTb
B AManu3e Ha 26-1 Hea v yepes 1 rog npoBeAeHus Tepanuu
3KyNM3yMabomM COOTBETCTBEHHO [25, 26]. MNMpu 3TOM Yucno
nauneHToB, Y KOTOPbIX MPOM30LWI0 BOCCTaHOBNEHNE DYHK-
UMK NOoYeK, BO3pacTano no mMepe yBeanYyeHUs NPOAOIKM-
TENbHOCTW NleYeHMUs 3KynnM3ymabom, 4YTO LaeT OCHOBaHue
NPOAOMIKaTb Tepanuio AaxKe B Clly4asx HeyaoBNeTBOpUTENb-
HOro OTBETa Ha MHULMANbHbIN MECAYHbIM KypcC nedyeHus [3].

Taknum o06pa3om, MMeloLWMecs AaHHble 4aloT OCHOBaHWe
paccMmaTtpuBaTh 3KynM3ymab B Ka4yecTBe npenaparta nepson
IMHUKW ONS NeYeHns neguaTpuyeckux nauueHtos c alyYC
1 B3POC/bIX 6OJIbHBIX C peLMaMBOM 6ONE3HM, a TaKKe Nnas-
MOPE3UCTEHTHbIX WK NJa3MO3aBUCUMbIX [6, 7].

B npeactaBneHHOM HamMu ciyvyae Tepanusa 3Kyausy-
MaboM, HECMOTPS Ha No3aHee Hayano (6blla MHWLKMKMPO-
BaHa 4yepe3 8 mec (10.06.2012) ot pebiota 601€3HM),
obecneynna nosHy remMaTofiornyeckyro pemuccuio TMA
M CYLLEeCTBEHHO ynydlwuna GyHKUMIO MOoYeK, HECMOTPS Ha
NPOAOIKUTENBHYIO MPEALWECTBYIOWYO aHypuio (6onee 180
AHen). Hayano BoCCTaHOBMEHUS Auype3a OTMEeYeHOo nocne
OKOHYaHUS MHAYKLMOHHOM dasbl NevyeHns aKyansymabom,
a yepes 3,5 mec pebeHOK nepecTtan Hy>haTbCs B AManuse.
ONnTenbHOCTb 3aMECTUTENIbHON MOYEYHOW Tepanuu K 3To-
My MOMeHTY cocTaBuna 10 mec. Tepanus aKkynusymabom
TaKXe No3BONMIa 0TKa3aTbCs OT NasmoTepanuu, npeaoT-
BpaTUTb TSXKeNble nposBneHns cuctemHon TMA. B gaHHOM
cllydae nosgHee Havyano fevyeHuns akynn3dymabom 6blio CBs-
3aHO C OTCYTCTBMEM perncTpaumv npenaparta B Poccun ans
ncnonb3oBaHua y naumeHToB ¢ al'YC. CneayeT NoAYEPKHYTh,
4YTO NO HaCTOSALWMMA MOMEHT 3TO CaMbli MPOAOIKMUTENbHbIN
nepuoa NpoBeAEeHUs 3aMeCTUTENbHOM MOYEe4YHON Tepanuu,
3aBEPWMBLIMIACS NOCNE MHULMALMMU KOMNIEMEHTUHIMOUPY-
loLlen Tepanuu.

3a Becb nepuoa HabnogeHusa (56 mMec) B xoae neveHus
3KYIM3yMaboM He OTMeYeHO HM ogHoro peuunaumsa al'YC.
Mpn npucoegmHeHnn MHOEKLMIN yBennyuBasncs MHTepBan
MeXay BBeAeHusaMWM npenapaTta, HO MNpPM 3TOM FEMONMU-
TMYecKas aKTMBHOCTb KomnnemeHTa (CH50) octaBanacb
HyneBoW. B HacTosiwee Bpemsa nauMeHTKa He HyXgaeTcs
B 3aMeCTUTeNIbHON NoYyevyHon Tepanuun, CK® gocturna 79,6
MN/MUH/1,73 M2. CoCcTosIHWE OCTaeTCs CTabuibHbIM, pebe-
HOK NPOAO/MKAEeT UHTEHCMBHO pacTu, NpubaBnaTb B Macce
Tena, peyeBoe pa3BMTME NO BO3PACTy, OTCYTCTBYET HapyLue-
HWe cHa. YpoBeHb C3 KOMMOHEHTa KoOMMAeMeHTa ocTaeTcs
HU3KKUM, 4YTO, BEPOSATHO, YKa3blBaeT Ha MpojosiKatoleecs
notpeb6aeHne 3a CHET COXPAHSIOLLENCS aKTUBHOCTM NMPOKCH-
MaJsibHOro oTAena KoMMjaemMeHTa.

HecmoTps Ha cywecTBeHHOe ynydweHue QyHKLMK
noYeK, CoxpaHsaeTcs apTepuanbHas runepreH3us, Tpebyto-
Was MNOCTOSHHOM KOMMEKCHOM IMMNOTEH3MBHOW Tepanuu;
OKMI 6e3 npn3HakoB HeAOCTAaTOYHOCTHU KPOBOOGpPaLLEHHS;
npucoeanHMnacb aopTonaTus (paclnMpeHne aopThbl); UMEIOT-
csl NpM3HaKK HedpocKnepos3a no AaHHbIM Y3U.

Mo faHHbIM NUTEepaTypbl, paHHee Ha3Ha4YeHue IKyIu-
3ymaba MpUMBOAMT K ObICTPOMY BOCCTAHOBAEHUIO DYHKLMK
noYyeK, a CepaeYvHO-CoCYANCTblE OCNOXKHEHMS Yalle Habnto-
faloTcs y 60/bHbIX C OTCPOYEHHBIM MPUMEHEHMEM TEPaNUn
[4]. Tak}Xe pPUCK pa3BUTUA IKCTPapPeHasbHbIX NPOSIBNEHUN
3a60neBaHNa B BMAE CEPAEYHO-COCYAWUCTbIX MOPaMeHuwn
onpeaensieTcd MonekynsapHoiM gedexktom. M3BeCcTHO, 4TO
nauuMeHTbl ¢ mytaumamu CFH, anti-CFH aHTutena, C3 wnm
CFB 0co6eHHO BOCMPUUMYUBBLI K CEPAEYHO-COCYAUCTbIM
paccTpoinctBam [4, 27, 28]. MOXHO NPeanonoXKuTb, Y4TO
paHHee Ha3HayeHue aKynn3lymaba Hallen nauueHTKe chno-
cobcTBoBasno 6bl 6osiee 6aaronpUATHOMY TeyeHutlo 3abo-
NeBaHus, No3Bonnno 6bl NPeaoTBPaTUTL pa3BuTne Hedpo-
cKkneposa v AKMI.

MNMoparkeHune cepaua npu al'YC accoummpoBaHo ¢ Hebna-
ronpuaTHBLIM NPOrHO30M [3, 4]. Y Hallel naumMeHTKU AuarHo-
CTUPOBAaHbl 3KCTpapeHanbHble MNPOosSiBNEHUs 3aboneBaHus
B BM/E NOparKeHWs cepliedHO-cocyancTon cuctembl (AKMI,
apTepuanbHas runepTeHsuns, yaanHeHme nitepsana QT), 4o
Obl/1I0 CONPSAMXKEHO C NOBbILEHHBIM PUCKOM PA3BUTUS XPOHM-
4YeCKOM CcepaeyHON HeJoCTaTO4YHOCTH, daTaNbHbIX HapyLe-
HWW cepaeyHoro putMa u cmepTu. B nocnegytowem Ha doHe
Nle4yeHns aKkynnusymabom dpakums Bbibpoca n nHTepBan QT
HOpPManuM3oBaJnCb, COXpPaHAeTCs He3HauyuTenbHasa Auna-
TauuMsa NeBoro enygoyka. PaclumpeHune aopTbl, BEposiTHeEE
BCEro, fABNSeTca CNeACTBMEM HEeAOCTaTOYHO KOHTPOAMpye-
MOW apTepuanbHON rTMNepTeH3UN.



Taknm 06pasom, O4EBMAHO, YTO BEPOSTHOCTb BOCCTa-
HoBNEeHUS GYHKLMK NOYEK, NPefoTBPaLLEHUS MU YCTPaHe-
HUSt OpraHHOM AMChYHKLMU TEM Bbllle, YEM paHblue HavaTa
Tepanus aKkynusymabom. Mcxoaa n3 aToro, MOXHO npeano-
JIOWTb, HTO OCHOBHOM 0COBGEHHOCTbIO TeyeHus al'YCy npea-
CTaB/NIEHHON MaUMEHTKMU SBUIOCb [LOCTUMKEHWE PEMWUCCUMU
3a60/1eBaHNs BOMPEKM COYETAHMUIO HECKONBKUX NMPOrHOCTH-
YeCKM HebnaronpusaTHbIXx GakTopoB. OTCYTCTBUE Y AEBOYKMU
peunamBoB TMA BO BpeMs Ie4eHUs aKyIn3ymabom, HECMO-
TPS Ha HEOAHOKPATHO NepeHeceHHble MHOEKLMU, aKTUBH-
pytloLmne KOMMNNEMEHT, yKa3blBaeT Ha TO, YTO MCMOo/b3yemas
[o3a npenapata Oblna JOCTaTO4HOM ANna GJ0KMPOBaHMUSA
TePMUHaNbHOro oTAeNa KOMMNIeMEHTa.

3AK/IIOYEHHME

MpeacTtaBneHHoe HabnLeHNe AEMOHCTPUPYET BbICOKYIO
3P DEKTUBHOCTb aKyNIM3ymMaba B nnaHe ynyyweHns GyHKUMm
NnoYeK U paspelleHns cepaeyHO-COCYAUCTbIX OCNOMHEHUN
y pebeHka ¢ al'YC ¢ anutenbHom anannasasucumont (10 mec)
NnoYe4yHOM HeaoCTaTOYHOCTbI0. KoMnnemMeHTUHrnéupyowas
Tepanus No3BOAUAa COXPaHUTb XM3Hb MaLUMEHTKE, LOCTUM-
HyTb ANWUTENbHOW peMMUCCUMM 3abofieBaHUs, CyLLEeCTBEHHO
YAYHLWNUTb GYHKLMIO NOYEK, COCTOSAHUE cepalua (YMEHbLNTb
BblpaXeHHOCTb npoasneHnin AKMI), cHATb BONpPOC O Npo-
BeAEHMU TpaHCNAaHTaunm n obecneynTb Xopollee Ka4ecTBo
YKWU3HW. BbIiBNEHHbIE ¥ AEBOYKM MyTaLMa U NOAMMOPDU3MbI
CFH, a TaKk»Ke nonMMopdU3Mbl FeHOB remocTasa, No AaHHbIM
nuTepaTtypbl, acCcouMMpoBaHbl C HEGNAronpUATHLIM NpPo-
FHO30M B OTCYTCTBMM KOMMIEMEHTUHIMOMPYIOLEN Tepanum
M C BbICOKMM PUCKOM peLnavBa npu ee oTMeHe. YyuntbiBas
370, AEBOYKE NOKazaHa [ANuTesbHasl, BO3MOMXHO, MOMMU3-
HEeHHas, Tepanusa 3Kynn3ymabom, MOCKONIbKY ee OTMeHa
COMpsiXeHa C PUCKOM Pa3BUTUS KUIHEYrPOXKatoLWMX COCTO-
AHUA. YnydlweHue OYyHKUMM MOYEK Yy Hallen NauneHTKH,
no-BMAMMOMY, CBSI3aHO C YMEHbLWEHWEM BbIPaXXEHHOCTHU
MWEMMUM MOYEK 3a CHET NPeKpaLLleHU MUKPOTPOMB006pas3o-
BaHua. CylwecTByloulee nopaxeHne cepaevyHo-cocyancTomn
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CUCTEMbI B JAHHOM Clly4ae MOXHO 0OBACHUTb KaK TaXKenbiM
Te4YeHMemM OCTPOM MOYEeYHOW HefoCTaTOYHOCTM C BbICOKOM
apTepuanbHON rMnepTeH3nen, akTuBaunen pPeHUH-aHrno-
TEH3MH-aNbAeCTEPOHOBOM CUCTEMbI BCIEACTBUE MOYEYHOIO
NOBPEXAEHMS, TaK WU ANUTENbHO TEKYWUM KOMMAEMEHT-
onocpefoBaHHbIM MOBPEXAEHUEM MUOKapAa 4O Havana
KOMMNIEMEHTUHIMOMPYIOLEN Tepanuu.

Hawe HabniogeHne nog4yepKMBaeT BaXKHOCTb ANUTENb-
HOWM Tepanuu 3Kynu3ymabom B Cay4yasx OTCPOYEHHOro ee
Hayvana. B TO e Bpems, OCHOBbIBAsACb Ha MTepaTypHbIX
JaHHbIX, CBOEBpPEMEHHOE MNpUMEHEHUe 3Kyau3ymaba,
no-BMAMMOMY, NO3BOAMIO Obl U36EKaTb TAKENOro no4vey-
HOrO MOBpPEXAEHUS, ANUTENbHOINO AManU3HOro nepuoaa,
pasBUTUS OpraHHoOM AMCOYHKUMKU, UMeloLencs Ha ceroa-
HALWHWKA MOMEHT. na onpeneneHns adbeKTUBHOCTU KOM-
NNEMEHTUHTMOMPYIOWEN Tepanun U ee BAUSHUSA, a TaKKe
OLleHKM NporHo3a al'YC Heo6x0ANMM MOHUTOPUHI AONTOCPOY-
HbIX pe3ynbTaToB HabMOAEHMS.
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