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ATUNNYHBIA FEMOJINTUKO-YPEMUYECKMNA CMHAPOM:
COBPEMEHHDIE NMPEACTAB/IEHNA O NATOrEHE3E, KNINHUKE,
noAXOAAX K AMArHOCTUKE WU NEYEHUIO

H.N.Ko3noBckana'?2

TBY3 «lopoackas knnHnyeckasa 6onbHuua N2 20 nmeHun A.K. EpamnwaHuesa
[lenapTameHTa 3apaBooxpaHeHus ropoga Mocksbl»; Poccus, 129327 MockBa, yn. JleHckas, 15;
2(PrAQY BO «Poccuiickuii yHMBepcuTeT Apyx6bl HApoaoB»; Poccus, 117198 MockBa, yni. Muknyxo-Maknas, 6

ATUMUYHbIA TEMONTUTUKO-Ypemudecknii cuHapom (alryC) — ynoTpapeakoe (opaHHoe) 3a60neBaHue nporpeccupyiowero te-
ueHus, NpeacTaBnatollee cO60N CUCTEMHYI0 TPOMBOTUUECKY0 MUKpoaHrionaTuto (TMA) BCeacTaMe XpOHNUYEeCKOW HEeKOHTPO-
NMPyeMoN aKTVBaUWUW anbTepHATUBHOIO NyTW KOMMNEMeHTa. B HacTosLiee Bpems YyCTaHOBEHO, UTO FreHeTnyeckme aHomanmm
KOMMNEeMeHTa, KOTOpble paHblle paccMaTpuBany Kak OCHOBHYIO NPUYKHY 3ab0neBaHud, ABNATCA NMNWb (HaKTOPOM, npepac-
nonaratuinm K BOSHUKHOBEHMID TMA. Knaccryeckyto Tpraay KnMHUYeckux nposeneHumn aryC coctaBnaoT TPOMOOLUTONEH S,
MUKPOAHruonatmyeckas reMonuTuyeckasd aHemna 1 oCTpoe MoBpexaeHve novek. Y 60NbWNHCTBA NALUEHTOB HE3aBUCUMO
0T BO3pacTa OTMeYaeTCca apTepuanbHas rMnepTeH3ns, OCHOBHbIMU MPUUYNHAMMK KOTOPOW ABNAIOTCS TMNepPeHnHemMuns Bcnen-
CTBYE UWEMUN TKAHU NoYeK, 06yCnoBneHHon TMA, 1 neperpy3ka 06beMom Npu Hannuumm onnuro/anypumn. Atunuurbin NYC npef-
CTaBnseT cob6on cuctemHyto TMA, Npy KOTOPOW MOTYT MOPaXaTbCsA HE TOMbKO NOYKK, HO U APYrMe XU3HEHHO BaXKHble opraHbl —
FONOBHOW MO3r, CepAaLle, Nerkue, NULLEBAPUTENbHbIA TPAKT, ra3a u ap. AnarHo3 al'YC — 370 AnarHo3 mncknwyeHus. OH ycTa-
HaBNMBAETCA Ha OCHOBAHUM XapakTePHOW KNMHWYECKOW KapTUHbI MOCne uckaveHuns apyrux opm TMA, Kak NepBUYHbIX, TaK
¥ BTOPUYHbBIX. 118 UCKIOYEHUA TPOMBOTUYECKOW TpombouuToneHuyeckon nypnypbl (TTMN) Bcem 60nbHbIM ¢ TMA HE06X0aMMO
onpeaeneHne aktusHoctn ADAMTS-13: cHkeHne ee A0 10% v MeHee ABNAeTCA AnarHoctnyeckum mapkepom TTT. Y naumneH-
TOB C al'YC 1 apyrumu TMA akTneHoCTb ADAMTS-13 MOXeT 6bITb CHUXKEHA, OAHAKO Bceraa npesbiwaeT 10%. MHHOBALMOHHbIM
NoAxo4oM K neyeHuto alyC, ncnonb3yembiM B KAMHWUYECKOW NPaKTUKe B TeYeHne nocnegHero AecatuneTus, ctano npumeHe-
HVe 3KynM3ymaba — npenaparta rpynnbl KOMNAEMEeHT-UHIUOUPYIOLLNX aHTUTESN, KOTOPbIN ABASETCA NpenapaTom naToreHeTu-
yeckon Tepanuu alyYC. Skynn3ymab ABNAeTCA CPeACTBOM «MepBON NUHUM» ANA NeYeHUs AeTel C YyCTAHOBAEHHbIM AMArHO30M
aryc, npu cemenHoM xapaktepe 3aboneBaHus, HanMyumu 3KCTpapeHanbHbIX NpoaBneHnin. CoBepLIEHCTBOBaHWE METOA0B AMNa-
FTHOCTUKW U BHEAPEHME HOBbIX MOAXOA0B K /IEYEHUNI0 MO3BONSAET HGbICTpee 3anN0A03pUTb U KynnpoBaTb npoasneHus aryc, ao-
OUTbCA CTOVKOW PeMUCCUMN W YNYULINTb MPOrHO3.

KnioueBble cnoBa: amunuyHbit 2emonumur<o—ypemut4ect<u0 CuH@pOM, rnamosnocusa cucmembl KoMmremeHma, mpOM6omuquKaﬂ
MUKpoaHauomnamus, namoezeHemu4yeckas meparius, 3Kynu3yMc16.
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ATYPICAL HEMOLYTIC UREMIC SYNDROME: CURRENT UNDERSTANDING
OF THE PATHOGENESIS, CLINIC, APPROACHES TO DIAGNOSIS AND TREATMENT

Natalya L. Kozlovskaya'?
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Atypical hemolytic uremic syndrome (aHUS) is an ultra rare (orphan) progressive disease that is a systemic thrombotic microangi-
opathy (TMA) due to chronic uncontrolled activation of the alternative complement pathway. It is currently established that com-
plement genetic abnormalities that were previously considered the main cause of the disease, are only a factor predisposing to
TMA occurrence. The classic triad of aHUS clinical manifestations is thrombocytopenia, microangiopathic hemolytic anemia and
acute kidney damage. Most patients, regardless of age, have arterial hypertension; the main reasons of hypertension are hyper-
reninemia (due to kidney tissue ischemia because of TMA) and volume overload in the presence of oligo/anuria. Atypical HUS is
a systemic TMA that affected not only the kidneys, but also other vital organs — brain, heart, lungs, digestive tract, eyes, etc. The
diagnosis of aHUS is a diagnosis of exclusion that is established on the basis of specific clinical picture after exclusion of other
forms of TMA, both primary and secondary. To exclude thrombotic thrombocytopenic purpura (TTP), all patients with TMA need
to determine ADAMTS-13 activity: its reducing to 10% or less is a diagnostic marker of TTP. In patients with aHUS and other TMA,
ADAMTS-13 activity may be reduced, but always exceeds 10%. The innovative pathogenetic approach to aHUS treatment over the
last decade became the application of eculizumab that is a drug from complement-inhibitory antibodies group. Eculizumab is a
first-line treatment for children with proven aHUS diagnosis, with familial disease, with extrarenal manifestations. Progress in di-
agnostic methods and new treatment approaches allows us to quickly suspect and stop the manifestations of aHUS, achieve sta-
ble remission and improve the prognosis.

Key words: atypical hemolytic uremic syndrome, complement system pathology, thrombotic microangiopathy, pathogenetic
therapy, eculizumab.
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BBEAEHWNE

ATHNHYHBINA TeMOTUTHKO-ypeMudecKuil cuuapoM (al'YC) —
yasrpapenkoe (opdaHHoe) 3a60/1eBaHNe IPOrPeCCUPYIO-
II[er0 TeYeHHUs, TPe/CTAB/IAIIee COOOH CHCTEMHYIO TPOM-
6oruyeckyro Mukpoanruomnaruo (TMA) BcaescTBHE
XPOHHYECKOH HEKOHTPOJUPYEMOH aKTHBAllMH a/IbT€PHA-
tuBHOrO Iy tH KomiuiemenTa (AIIK) [1, 2]. PacnpocTpaHeH-
HocTb al'YC B Poccuu TOYHO He yCTaHOBJIEHA, HO COIIOCTa-
BUMa C TakoBoH B EBpore, rae cocrasiser 1,5-1,8 ciyyae
Ha 1 myiH Hacesienus, u B CIIIA — oxos1o 2 crydaeB Ha 1 MJIH.
3aboneBaemocts al YC orjeHuBaetcst mpumepHo Kak 0,2-0,5
Ha 1 MH/TOZ [3]. 3a60/1eBaHMe MOXKeT pasBUBATHCS B JIO-
60oM Bo3pacte, pUdYeM y GO/IBIIMHCTBA NalHeHTOoB (58%)
B Bo3pacre crapiue 18 jier («MoJ10/ble B3pociibie»). B me-
AMATPUYeCKOl mpakTuke B 70% ciydaeB 60e3Hb e6r0TH-
pyeT B BO3pacTe 10 2 JieT U emle B 25% — 710 6 seT. Paspu-
THe cuMnroMoKomiiekca TMA y pebenka Miazie 6 Mec
B IIepBYyI0 o4yepesb Tpebyer uckrodenus al'YC. MyK4uHbI
U JKEeHIUHBI 3a00/1€BAIOT C PABHOH YaCTOTOH, HO HOC/Ie]-
HHe vallie B 6oJjiee cTapieM BO3pacre.

[lo HacTOAIET0 BpeMeHH! BOIPOCHI KIACCUPHUKAIIUN
I'VC ocrarorcsa npeameToM AucKyccui. TpagunoHHo
al'VC nogpasgenaoT Ha ceMeHHBIM U CTIOpagUIeCKUH.
Ha postto cemeitnoro al'YC (uarHocTHpyeMoro, o Kpai-
Hell Mepe, y ABYX 4IEHOB CEMbH) IPUXOAUTCS Bcero 10—
20%, Torza Kak cnopazudeckuit al'YC, npu xoTopom oT-
CYTCTBYeT CeMeHHbIH aHaMHe3, BcTpedaeTca y 80-90%
naruentoB. CiefyeT IOMHHUTb, YTO OTCYTCTBHE 3abo0te-
BaHMA Y POJCTBEHHUKOB He HCK/IIOYAeT ero HacJeCTBEH-
HOT'O XapaKTepa, IOCKOJIbKY 3/J0pOBble WIEHbI CeMbH Ia-
nuenTa ¢ al'YC MOTYyT OKa3aTbCsl HOCUTE/IAMU IaTOT€HHBIX
MYyTalHil B CUCTeMe KoMIuleMeHTa [3]. B mociennee Bpems
HEKOTOpble UCC/IeZloBaTe/IN IpeA/IaraloT KIacCuPUIHPO-
BaTb al'YC Ha nepBUYHBIHM ¥ BTOpUYHbIH. [ToJ mepBUYHBIM
nozpasymenaercs al'YC, 00yc/10B/IeHHBIH ledeKTOM re-
HoB AITK mwin anturenamu k CFH (dakrop komiiemeHTa
H), Torza kak noz BropuuasiM — al'YC, pa3BuBarouuiics
y HaIlHeHTOB C ACCOLIMMPOBAHHBIMU COCTOSHHUAMHU: JIEKap-
CTBEHHOH Tepamuel, ayTOUMMYHHBIMH 3a00/I€BaHUAMH,
UHEKIUAMHE, OIYXO/IAMH, [JIOMEPY/IONATUAMH | AP. [4,
5], y KOTOPBIX YaCTOTA BBIAB/IEHHS MyTallUH B TeHAX KOM-
IUIEMEHTAa Ha TIOPAZOK HIDKE, YeM B IOMY/IALNH O0JBHBIX
al'YC, u comocTaBuMa ¢ 001IETIONY/IAHOHHOM.

MexaHun3mbl paszsutusa alryc

Arunmynpiii I'VC 00yc/10B/IeH reHETHYECKUMHU Hapyllle-
HUAMU WIK U3MEHeHUAMH IMMYHHOH CHCTeMbI, IPUBOJA-
MU K IaTOJIOTMH CUCTEMBI KOMIUIEMEHTA, YTO IIOCTY KUIO
OCHOBAHHEM /I/1 [T0AB/IEHUA TePMHUHA «KOMILJIEMEHT-O0II0C-
penosarHass TMA», KOTOPBIH CerofHsa CTajJ CHHOHUMOM
TepmuHa «al'YC». Arunmynsiii I'YC acconunpoBaH co ciie-
aytouumu gedexramu AITK [1, 6]:

» MyTal[{sMH [€HOB PEry/IATOPHBIX 6EKOB M KOMIIO-
HeHToB KomiiemenTa CFH (dakrop H), MCP (mem-
6panHbIil KopakropHbil nporent), CFI (pakrop I),
THBD (tpom6omopynus), CFB (paxrop B) u C3;

= antutenamu K CFH.

Mmerommecs y manuenTos ¢ al' YC MyTanuu IpUBOAAT
K HapYIIEHHIO 3al[UThl SHJ0TE/THATbHBIX KJIETOK OT aKTH-
BaIlUU CUCTEMBI KOMIIEMEHTA BCIe/CTBHE AeUIINTA HIN
Jare GpyHKIHOHATbHbIX HAPYILIEHUH GeIKOB-PEry/IITOPOB.
B HOpMe peryarops! akTuBHOCTH AITK 11 dpakropsl, ycunu-
Baromre ero aktTuBHOCTb (CFB u C3), HaxoAsTCs B CTPOTO
cOaTaHCUPOBAHHOM COCTOSTHUH. [eHeTHuecKUil fedeKT
perynstopusix nporennos (CFH, CFI, MCP u THBD)
BBbI3bIBAeT CHIDKEHHE UX QYHKIIMOHAIbHON aKTHUBHOCTH.
Hanporus, myranuu B renax CFB u C3 ycunuparor ux ak-
TUBHOCTB, IPUBOZS K JUCOATAHCY MeXAY GaKTOPaMH KOH-
TPOJIS U aKTUBALIUH B CTOPOHY NIpeobIafaHust OCIeJHUX.
OTO BBI3bIBAET IOBPEX/EHHE SHAOTETHNATBHBIX KIETOK C II0-
CJIEAYIONINM TPOMO00Opa30BaHIEM B COCYAAX MUKPOLIHP-
KYJIATOPHOTO pyc/a. [IpenMyIiecTBeHHOE OpaskeHHe T10-
vek npu al YC CBsI3aHO ¢ 0COBBIM CTPOEHHEM IH/OTETHS
KJTyDOYKOB, KOTOpOE 0becIieyrBaeT NOBbIIEHHYIO YYBCTBH-
TEJIBHOCTD K IIOBPEXKAEHHIO, 00YC/IOBIEHHOMY HapyIIeH-
HOM perynsamnuel KoMILIeMeHTa.

Y manuenTos ¢ al'YC naubosee gacto (okosno 30% ciry-
4aeB) obHapykuBatoT MyTtanuu resa CFH. Pexxe BcTpeya-
IOTCA MyTalJuH APYTUX reHoB. bosee yem y 20% nanueHToB
cal'YC, npenMyIeCTBEHHO y ZieTel, BbIABJIAIOT ay TOAHTHU-
testa k CFH — ocHoBHOMY perynaropaomy npotenny AITK,
Ha/INYHe KOTOPBIX IPUBOAUT K TE€M e ITOCAe/ICTBUAM, YTO
U ero MyTalluU. «AHTUTe/IbHbIN» al'YC CK/IOHEH K YacToMy
penuauBrpoBanuio [1, 7).

B HacToAIIee BpeMsA YCTaHOBJIEHO, YTO TeHeTHYeCKHe
AHOMAJ/INM KOMIJIEMEHTA, KOTOPbIe paHbIlle paccMaTpH-
BAJIM KaK OCHOBHYIO IPHYUHY 3a00/1€BaHM, SIBJISIOTCS JIUIIb
daxTOpOM, IIpe/pacIonaraouM K BOSHUKHOBeHHIO TMA.
JIJ1s1 peatu3aliy 3TOH MpepacioNIoKeHHOCTH TpebyoTCs
JOIIOJTHUTEIbHbIE PAKTOPBI, KOTOPbIE MOT'YT OKa3aThb BJIU-
AHME Ha pasBUTHe WK nporpeccuposanue al'YC. Takumu
¢daxTopaMu, Ha3bIBaeMBbIMH KOMIL/IEMEHT-aKTHBUPYIOLINMH
COCTOSIHUSIMH 32 CIIOCOOHOCTD MHAYIIUPOBATH AOIIOTHHU-
Te/IbHYIO0 AaKTHBAIIUI0O KOMIJIEMEHTA Y IIPeZpacIIoNOKeH-
HBIX JINI, CTY>KaT NHQEKITUN AbIXaTeIbHbIX IyTeH (18%
CJIy4aeB) U KeJyLOYHO-KHUIIeYHOro TpakTa (24%), 6epe-
MeHHOCTD (7%), TpaHCIUTaHTaIUs OpraHoB (5%) u mpod.
Opnako moutH y mosoBuHbl 60/1bHbIx al'YC Tpurrepusie
daxTopbl HAEHTHPUIUPOBATH He yaaeTcs [2, 8].

KnuHnueckas kaptuHa
M NpuHUMNbl guarHoctukm aryc
Kraccudeckyro Tpuagy KIMHUYECKUX IposaBaeHnH al'YC
COCTaBJIAIOT TPOMOOLUTOIIEHHUS, MUKPOAHTHOTIATUIECKAsT
remosntuyeckas anemus: (MATA) u ocTpoe oBpex/eHue
nouek (OTIIT) [1, 2, 8].
3aboseBaHMe, KaK MPABUJIO, HAYNHAETCS BHE3AITHO,
HEPEeIKO ¢ HecrenudpUIeCcKIX CUMIITOMOB — C1ab0CTH,
YTOMJISIEMOCTH, O0111€T0 HeZIOMOTaHMsI, TPHUIIION0A00HOTO
CHUHZIpOMa. Y B3pOC/IbIX TallMeHTOB B 20% CIy4aeB OTMeda-
eTCs CTepPTOe HavyasIo C Me/[/ICHHBIM IIPOrPeCCHpOBaHUEM.
ITpu 5TOM 10 HECKOTBKUX MeCAIeB MOYKET IIEPCUCTUPOBATh
AHeMUsI JIETKOH CTEeNeHH! ITPY HE3HAYUTETbHON TPOMOOI[H-
TOIIEHNH HJIU €€ OTCYTCTBHH U COXPAaHHOH QYHKI[UH ITOYeK.
Y 6O/JbIIMHCTBA MAI[UEHTOB KIMHUYECKas KapTHHA
IpesCTaBlIeHa TPOMOOLUTONeHHEH, HenMMyHHOH MATA
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u OIIIL. Tpombonuronenus (MeHee 150x10°/71, gaie Mexay
30x10°/1 1 60x10°/71, MK CHIDKEHME YUC/Ia TPOMOOIIUTOB
601e€ yeM Ha 25% OT MCXOZHOIO) ABJISETCA CIEACTBHEM I10-
TpebIeHus TPOMOOLUTOB B IPOLIECCAX MUKPOLIPKYIATOP-
HOro TpoM6006pa3oBaHusL.

Muxpoanruonarudeckas Kym6c-HerarnBHast reMOTUTH-
YecKas aHeMHs Pa3BUBAETCA B Pe3y/IbTaTe MEXaHHIECKOTO
reMOJIM3a SPUTPOIIUTOB BCIEACTBHE UX IIOBPEXACHUA IIPU
KOHTaKTe ¢ TpoMbamu. Hammare mu3onuToB, HUSKUH ypo-
BEHb ralTOIIOOHHA, BBICOKUH YPOBEHb JIAKTATAETUAPOTe-
Hassl (/IJI') kpoBu u oTpunare/bHas peakuns Kymbca mog-
TBEPK/IAI0T MHKPOAHTHOIATHYECKYIO IPUPOAY FeMO/IH3A.

[NopaxeHne novex, Kak npasuno, Maaudectupyet OITIT
C HaINYKEeM OJTUTO/aHypuun win 6e3 Hee. IIpu coxpaHeHHOM
JUypese OTMeYaeTCsl HIPOTEUHYPHs PA3HOH CTelIeHH BbIpa-
YKEHHOCTH BIUIOTb 10 Pa3BUTHA HePPOTUIECKOT O CHH/POMA;
BO3MO)KHO TOsIBJIeHHe TeMaTypuu. Okoso 20% B3pOCbIX
6O0JIBHBIX IEMOHCTPHUPYIOT B Ae00Te 6O/I€3HH JIHIIb YMe-
PEHHBII MOY€BOH CHHAPOM 0e3 HapyuIeHus GYHKIIUH I10-
YeK WJIN U30/TMPOBAHHYIO IPOTEUHYPUIO C HE3HAYUTETbHON
asoremuer. boapnucTBo maruenTos ¢ al'YC B MOMEHT ro-
CTIMTA/IU3AI NN HY>KAAIOTCS B IPOBE/IeHNH 3aMeCTUTETbHON
MOYEYHOH Tepallly. Y MHOTHX B3POC/IbIX IIAIIUEHTOB yIKe
B HICXO/Ie IIepBOT0 ocTporo snusoga TMA passuBaeTcs Tep-
MHUHa/IbHas [TOYeyHass HeJOCTaTOYHOCTb.

Y 6O/IBIINHCTBA [AIHEHTOB HE3aBUCHMO OT BO3pacTa
OTMeYaeTcs apTepuanbHas runeprersus (Al'), 0CHOBHBIMU
IPUYMHAMU KOTOPOH ABJIAIOTCA TUIIePPEeHHHEMHUA BCIIe] -
CTBHe HIIEeMHHU TKaHH 1104YeK, 00ycaoBaeHHON TMA, 1 1e-
perpyska 06’beMOM IIPU HAJTMIHUU OJIUTO/aHyPUH.

Arunnunsiit T'VC npezacraBiser cob60il CHCTEMHYIO
TMA, pu KOTOPOH MOT'YT ITOPA)KAThCA He TOIBKO ITOYKH,
HO U IpyTHe XKU3HEHHO BayKHbIe OpTaHbl — F'OJIOBHOH MO3T,
CepALe, JIeTKHe, MUIeBAPUTEIbHbIH TPAKT, I71a3a U Ap. [9-
12]. OKcTpapeHaIbHbIe IPOsIBIEHNUS 3a00/IeBaHNS, CBA3AH-
HbIe C MTOpa)KeHHeM MUKPOLHPKY/IATOPHOTO pyc/a pas-
JIMYHBIX OPTAHOB M CUCTEM, OOHAPYIKUBAIOT He MEHee 4eM
y 20-30% manueHToB, 0OBIYHO B IIepBbIe 6 MeC OT MaHUe-
CTalluH, [IPUYeM IBe TPETH U3 HUX UMEIOT 6ojiee OLHOTOo
OPTaHHOTO IIOPAXKEeHUs, KpOMe MOYeK.

DoJ/IBIIMHCTBO ITAIJUEHTOB UMeeT BbIPaXKeHHBIH OTed-
HBIH CHH/ZPOM: MacCHUBHBbIe NTeprudepuIecKre U MOJT0CTHbIE
orexu (aHacapka, THAPOTOPAKC, PHAPONEPUKAP/, ACIIUT).
OCHOBHOM €ro NPpUINHOH ABJIAETCA BO3ZeHCTBHE aHADU-
notokcnuoB C3a u C5a, 06pasyromuxcs B IpoLecce akTH-
Banun AITK 1 BBI3BIBarOIIMX 0CBOOOKAEHNE TMCTAMHHA,
YCHJIMBAIOILETO COCYAUCTYIO IIPOHUIIAEMOCTb. B1az B pop-
MupoBaHHe 0TeKoB BHOCHUT Tarke OITIT n/umum octpas cep-
JiedHasg HeZJOCTaTOYHOCTb.

IMouTH y 0I0BUHBI 0O/IbHBIX HMEETCS IIOPAXKEHHUE LIeH-
TpanbHOi HepBHOH cuctems! (ITHC) ¢ pasHoobpasHbIMu
HEeBPOJIOTUYECKUMHU IIPOSABICHUAMH BIUIOTD 10 KOMBL

V 40% GOJIBHBIX C 9KCTPapeHaIbHOM MATOIOTHEH pas-
BuBaeTcsa TMA MHOKapzia, KOTOpas MPOABAAETCA AH/IaTa-
I[JMOHHON KapAMOMHOIIATHEN C IMPU3HAKAMHU ITOCTEIIeHHO
HapacTarollel WIN OCTPOH Cep/iedHON He[OCTaTOYHOCTH,
MHPAapKTOM MHOKAapAa, TSHKeIbIMU HapYIICHUAMH PUTMA
U IIPOBOAMMOCTH, KOTOPbIe MOT'YT IIPUBECTH K BHE3aIIHOH
CMEpTH.

Jlerounas TMA MokeT cTaTh IPUIHMHON PasBUTHA Ie-
MOPParm4ecKoro ajJbBeOJUTa UM OCTPOTO PeCIIHpaTop-
HOTO IUCTpecc-cuHApoma. Hapacrarommas BciecTBre 9THX
IIPUYUH JbIXaTeJbHas HeLOCTATOYHOCTD B pAJe CIydaeB
Tpe6yeT IIPUMEHEHNA HCKYCCTBCHHOﬁ BECHTHUIALIUHU JICTKHX.

Iopaskenue xenygouno-kumedsHoro tpakra (JKKT)
BCTpedaercs npubmsurensHo y 30% 6ompabix al'YC 1 nipo-
ABJISIETCS JUapeel, TOIIHOTOM, PBOTOH, a6JOMHUHATBHBIM
60/1eBBIM CHH/IPOMOM. BO3MOXHO pasBUTHE OCTPOrO MaH-
KpeaTuTa C XapaKT€pHbIMH KJIMHUYECKUMHU ITPU3HAKaMHU
BIUIOTb /IO TAHKpeOoHeKpo3a. ON1caHo 0cTpoe pa3BUTHE Ca-
xapHoro auabera. Y He601b1I10# YacTH 601bHBIX HabTIOAA-
IOTCA NIIEMHUYECKNE HEKPO3bI II€YE€HH, 3SHAYUTEIbHAA BbIpa-
JKEHHOCTb KOTOPBIX MOJKET IIPUBECTHU K Pa3BUTHIO IIUPPO3a.

Penxum mposiBiennem al'YC ABfeTCI HEKpOTHIECKOe
TIOPAXKEHHNE KOXHU. Bo3smoskHO pa3BuTHE ,Z[HFHTaJIbHOI;‘I TaH-
I'peHbl, IPUBOAAIEH K aMIyTalluM Ia/IbIeB PYK U HOT.

IIprMepHO y 6% ManeHTOB pa3BUBAETCA IIOTUOPraHHAA
He/IOCTaTOYHOCTb, CBA3aHHAA C TeHepaaIu3oBaHHON TMA,
¢ nopaxkerneM LTHC, nmmemueil MUOKap/a, TeTOYHBIM KPO-
BOTECUYCHHEM U ZLI)IX&TG]II)HOFI HEAOCTATOYHOCTBIO, ITAHKPE-
ATUTOM, II€YEHOYHBIM ITUTOJTUTHIECCKUM CUHAPOMOM, Ke-
JAYAOYHO-KUIIEYHbIM KPOBOTEIECHHUEM.

MpUHLMNBI AMArHOCTUKM U cneuunduueckme
AvarHocruyeckue mapkepbi al'yc
Jlo HacTosAImero BpeMeHH! crielfudpuIecKre JUAarHOCTHYe-
ckue Mapkepsl al'YC orcyTcTBytoT. Juarsos al'YC — ato
AMarHo3 uckaodeHns. OH yCTaHaB/INBAeTCA HA OCHOBAaHUH
XapaKTepHOH KJIMHUYECKOHN KapTHUHBI IT0C/Ie UCKII0YeHUSA
apyrux ¢opm TMA, Kak IepBUYHBIX, TAK X BTOPUYHBIX.
Juarnocruka TMA ocHOBaHa Ha HAJIMYHE TPOMOOLIUTO-
MIEHUH 1 MUKPOAHTHoIaTHIeckoro remosusa (MATA) B co-
9YeTaHUU C IPU3HAKAMH ITOPYKEHH TOYEK 1/WIHN 9KCTpa-
peHabHOTrO opakeHwus [13] (puc. 1). TpombouuTonenuto
KOHCTATHPYIOT [IPU KOJIHYeCTBe TPOMOOIUTOB < 150x10°/71
WM Ha OCHOBAHHY CHIDKEHUsI UX 9uC/Ia 6ostee ueM Ha 25%
ot 6asanpHOrO ypoBHs (ecn usBecteH). O Hanmuanu MATA
CBH/IETE/IbCTBYIOT MIH30LUTO3 (YHC/IO IIM30IUTOB B MasKe
nepudepudeckoit kposu cBbimre 0,1%) /WU TOBBIIIEH-
HbI# ypoBens JI/IT n/wmu cHmwxenue ranrornobuna. [Togo-
3perre Ha TMA Tpebyer onpeze/eHuUst BCeX TPeX yKasaH-
HBIX MapKePOB, TOCKOJIbKY B OTCYTCTBHE U3MEHEHHH OHOTO
13 HUX 1 HEBBITIOTHEHHBIX UCC/IeIOBAHUAX IBYX APYTHX JH-
arzo3 TMA moxxeT 6bITh HEOOOCHOBAHHO OTBEpTHYT. [ljist
HCK/IIOYeHHUs] IMMYHHOR IPUPO/bI FeMOJIN3 BCeM G0IbHBIM
¢ TMA HeoOX0AMO TaKKe BBIIOIHATH peakuuio Kymbca.
B cygae koHcTaTanuu TMA guarnos al'YC moxHO Be-
puPUINPOBATH, TOJBKO HUCKIIOYUB IepBUYHbIe TMA —
STEC-I'YCu TTII. luarro3 STEC-I'YC MOXHO OTBEprHyTb
Ha OCHOBaHMHU OTCYTCTBHSA UINTa-TOKCHHA B KPOBHU U CTYJIE.
IMockonbKy fAuapes BCTpedaercs B Aebrore He Tobk0 STEC-
I'VC, sO Takxe y Tpetn nanueHToB ¢ al'YC, cKpUHHHT
Ha STEC-uH}eKIH0 He06X04UM BCeM GOIBHBIM C MIPH-
snakamu nopakerus JKKT. JlaboparopHble Bcce0BaHUs
CJIe/[yeT BbIMO/HATD B [IEPBbIe CYTKU FOCIUTATH3ANH 60/Ib-
HOTO B CTAI{HOHAP ZI0 Hada/Ia aHTHOAKTePUA/IbHOM TePaITHH.
s uckarodenus TTII scem 6onbpHbIM ¢ TMA Heo6-
XOAMMO onpezeneHue akTUBHOCTH ADAMTS-13. CHmxke-
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Puc. 1. ANropuTMm AMarHoCcTuKnM TpoM60oTH-
uecKoii MuKpoaHruonatun [13].

Fig. 1. Algorithm for the diagnosis of throm-
botic microangiopathy [13].

HopameHue OopraHoB (>1) Tpom6ouuToneHus MuKpoaHruonaTmueckui
remonus
XKKT CEPOLE LHC MoTpe6neHne
Bonu B xuBote UHMapKT CrnyTaHHOCTb Tpom6ouuTos (Tp) ¥ Temorno6ut
TowHoTa MuoKapa  CO3HaHuA Tp<150x10°/n » nar
PBOTa Aputmun  Cygoporu nnm L Tp > 25%
fAnapes OCH WHcynsT OT 633a/1bIYOr0 YPOBHS o ReTMKynouTEl
Kposb B cTyne BHesanHas Koma
cmepTb
MOYKHN APYTNE
Onuroanypus Cna6ocTb > MoBTOPUTDb TECTbI
OTekn AcTeHus yepes 24y
M KpeaTuHuH Mypnypa/MNetexuu .
MpoTtennypus OpfbllwKa
lemartypus Jlnxopagka .
fmncpreHsus
V
WusoumuTsI 4 WinsounTsl N MoBTOPUTbL TECTbl Uepes 24 y,
rantorno6uH 4 fanTorno6uH SCRMIOIDHIATERbHbIE
Mpo6a Kym6ca OTpuuatenbHas
Koarynauus TecTbl B HOpMe

Azoulay E. et al,, Chest, 2017 (s co6cTBeHHOi MoanduKaLn)

Hue ee 10 10% u menee (Hopma 80-110%) siBisieTcst Aua-
rHoctudeckum mMapkepom TTII [2, 14-15]. ¥ narnueHTOB
cal'YC u gpyrumu TMA aktusHOoCTs ADAMTS-13 MoskeT
OBITH CHIDKEHA, OJHAKO Bcerga npessimraeT 10%. lanHoe
HCCle[0BaHMe He0OXOAMMO BBIITOTHATH [0 Hada/Ia IIas-
MOTEepAIHUH. B c/Tydasx HeBO3MOXHOCTH HeMe/JICHHOT'O €0
BBLINOJIHEHUA Y nanueHTa ¢ TMA B TS)KeIoM COCTOAHMH,
YpeBaTOM HeO/IarOIPHATHBIM UCXO/IOM, C/I€/[YeT UCIIOIb30-
BaTh IIPaBUJIO, B COOTBETCTBHH C KOTOPBIM 3HAUeHHUA Kpe-
aTUHUHA CBIBOPOTKH > 150-200 Mrmob/1 (1,7-2,3 mr/mu)
U 9ncaa TpoM6bonuToB > 30x10°/1 mpaKTHYeCKH UCKIIIO-
vatoT guarHo3 TTII. ITockoabKy BBIpaKeHHOCTh TPOMOO-
IIUTOIIEHUH IIPSIMO KOPPEIHpPYeT ¢ II0Ka3aTe/JeM aKTHBHO-
ctu ADAMTS-13, B moceHee BpeMs NOABUINCH CBe/IeHHUA
0 TOM, YTO IIPH CTAOUIBPHON YMEPEHHOH TPOMOOLUTOIEHUH
He HIDKe 70x10°/1 akTUBHOCTD pepMeHTa MOXKHO He OIIpe-
JeJIATb.

NccnepoBaHue cuctembl KOMMNIeMeHTa

n ayToaHTuTen K paktopy H B gnarHoctuke aryc
HccnepoBaHrue KOMIIOHEHTOB KOMIUIEMEHTA U paKTOPOB,
PeryIupYIOIUX €ro aKTUBHOCTD, ABJIAETCA Ba)KHBIM HH-
cTpymeHTOM B fuarHocTuke al'YC. OznHako B HacTodAllee
BpeMs B peasibHON KIMHMYECKOH IPaKTHKe JOCTYIIHO JTHIIb
onpezenenre KouneHTpanuu C3 u C4 KOMIIOHEHTOB KOM-
meMmeHTa. CHIDKeHHe cofiepkaHusa C3 mMpu HOPMaJTbHOM
yposHe C4 B KpOBH O0/IbHBIX C KIHHUKO-/Ta00paTOPHBIMU
npusHakamu TMA ormeuaetcs He 6ostee yeM y 50% marfu-
enrtos c al'VYC. HopmanbHbIi okasaTe b C3 He HCK/II0YaeT
nuar"osa al'YC, HO BbIIBJIEHHOE CHH)KEHME 3TOTO KOM-
TIOHEHTA MOYKET CJIYKUTb JIONOJTHUTE/TbHBIM apI'YMEHTOM
B 110/1b3Yy JaHHOT'O ZIMarHO3a.

Taxk HasbIBaeMblil aHTUTeAbHBIH al'YC, 00yc10BIeH-
HbIH BbIpabOTKOM ayToaHTHTEN K PpakTopy H, wale Bcero
pasBHUBaeTcs y fieTel U MOAPOCTKOB. B neguaTpuyeckont
npaxtuke anTH-CFH-aHTHTe/1a 06HAPYKUBAIOT IPUMEPHO
y 15-20% namuenTos. CBOeBpeMeHHOE BblABJIEHNE aHTHU-

CFH-anTuTeN ONpesieisieT TAKTUKY JIe4€HHUs, IIOCKOIbKY
UX BBICOKUH THUTP TpebOyeT HasHAYeHUsI UMMYHOCYIIpeCCaH-
TOB B JIONIO/THEHHE K KOMILZIEMEHT-0/IOKUPYIOLIeH TeparHu.

Buoncus nouyku a4 guarHoctuku al' YC He 0653a-
Te/IbHA, XOTS B COMHUTE/IbHBIX U HEACHBIX CUTYalUAX ee
BBINIOJIHEHHUE JKesaTebHo. OOHapYy)KeHHe TUCTOIOTHYe-
CKUX Ipu3HaKoB TMA MOXeT MOATBEPAUTD JUATHO3 B OT-
CYTCTBHeE TIOJTHOTO IADOPAaTOPHOTO ee CUMIITOMOKOMII/IEKCA,
YTO BXKHO /I/IS1 CBOEBpEeMEHHOr0 Hayas1a Tepanuu. OgHaKo
CJIefiyeT IOMHUTb, 9TO HepPOOHOIICHS, KaK i 1I060e HHBa-
3MBHOE BMEIIATEIbCTBO, CIOCOOHO BBI3BATh TeHEPATU3ALIUIO
MHKDPOAHTHOMIATHIECKOTO TPOMO00Opa30BaHMUs, ZOTIOTHU-
TeJIbHO aKTUBUPYS KOMILJIEMEHT. [eHeTHYeCcKOe HccIesio-
BaHHE CUCTEMbI KOMILJIEMEHTA HE AB/AAETCA HeOOXOAUMbIM
J71S1 IOCTAaHOBKU JUAaTHO3a U He UTPaeT POJIH B pellleHu!
BOIIPOCA O TAKTHKE JIe4€HH, TIOCKO/IbKY €r0 OTpHIIaTe/Ib-
HBIU pe3y/bTaT He uckatoyaeT Hannuus al'YC. OpnHako oHO
00s13aTe/IPHO AJIS OTIpe/ie/IeH s IIPOTHO3a TPAHCIIJIAHTA-
I[UH TIOYKH, €C/IM OHA IUIAHUPYeTCH, IPH CeMeHHBIX $pop-
max al'YC u pennzanBax 3a00/1eBaHUsL.

AunddepeHunanbHan gnarHoctuka aryc

y B3pOC/bIX U AeTell

B3apociibie 60/IbHbIE ¥ TOAPOCTKH C CHMIITOMOKOMILIEKCOM
TMA HY/Jal0TCA B UCK/IFOUEHHH CUCTEMHBIX 3a00/1eBaHU:
CKJIepOZiepMUH, CUCTeMHO# KpacHoU Bodanku (CKB), an-
tudocdomunuanoro cungpoma (APC) [16]. [Tocnexumii
MOXKeT pa3BUThCst Kak B pamkax CKB (Bropuunsiit ADC), Tak
U KaK caMocCTosTeIbHOe 3a60seBanue (nepsuynbiit AOC).
CoueraHue KINHUKO-1a00paTOpHBIX mposiBaeHnit TMA
¢ HasmuueM aHTUPOCHOMUIHUAHBIX AaHTUTE 6E3yCTIOBHO
CBH/IETe/IbCTBYET B [10/Ib3Y JHATHO3a «KAaTaCTpOPUIeCKHH
ADC», HE3aBUCHMO OT TOT'0, UMEIOTCH MU OTCYTCTBYIOT
y HaIfieHTa KJIMHUYeCKHe U IMMYHOJIOTHYeCKHe IIPU3HAKH
CKB. B cBsi3u ¢ 911M y 601bHBIX ¢ HecOMHeHHO# TMA cire-
AyeT 00513aTe/IbHO OIpe/ie/IsITh CEPOTOrIecKre MapKepbl
u CKB u ADC, oCKOJIbKY CIIEKTP MapKepoB OIlpe/ie/iseT

4

‘ ‘ Reprint_Kozlovksaya.indd 4

ISSN 2078-1008

10.12.2019 20:31



Tpom603, remocTas n peonorus, N2 4 (80), nekabpb 2019 r., c. 13-20

0630p

TepaIeBTHUIECKYI0 TaKTUKY. KpoMe cucremubix 3aboseBa-
HUH HeobxoanMo ucKaroYarh BUY-uHpeKIuI0, Tak Kak
cpenu manueHToB ¢ BUY-undexneit vactora TMA BbIIe,
4eM B 001l MOMY/ISAINY, ¥ BO3PACTAET C IPOrPeCCUPOBa-
HueM 3abosneBanus (Tabm. 1).

Passutne TMA Bo BpeMmst 6epeMeHHOCTH WIN CPa3y 110-
cJie pozioB TpebyeT He3aMeA/IUTe/IbHON BepUPUKALINH TU-
arxosa, IIOCKO/bKY akyurepckass TMA MoxeT GbITH Ipes-
craBjieHa He To/1bKO al' YC u TTII, HO 1 cienudmyecKkuMu
reCTaIlMOHHBIMH BHZAMU NIATOJIOTHH — IIpedKJIaMIICHer
u HELLP-cuHApOMOM, OT CBOEBPEMEHHOH JUAarHOCTHKU
KOTOPBIX 3aBHCHUT BbIOOP TAKTHKHY JIEYCHUSI ¥ [TPOTHO3 JIJIsI
marepu u mioza [17] (ta6u. 1).

Y nereit auddepennnanpryto Auarnoctuky al YC npo-
BozAT ¢ THINYHBIM I'YC, a Taroke I'YC, MHAYIMPOBaHHBIM
Streptococcus pneumoniae, IpOSYIUPYIOIINM HeHPaMUHH-
Zia3y, 1 METHJIMAJIOHOBOH anuaypuei (Ta6a. 1) [16, 18].
I'YC, accounnpoBaHHbIH ¢ Streptococcus pneumoniae, Hau-
60J1ee 4aCTO BCTpedaeTcs y AeTeil MIazIe 2 IeT U COCTaB-
J1s1eT 0KoJ10 5% Beex caydaeB ['YC B mesmaTpuyecKoy mpax-
tuke. Helfipamunuzasa Streptococcus pneumoniae aTakyeT
N-aneTun1-HeHpaMUHOBYIO KHC/IOTY HOBEPXHOCTH KJIETOK,
Ziestast JOCTYIIHBIM JJIsl B3aUMOJEHCTBHS C COOCTBEHHBIMHU
IgM aHTHTE/TaMH KPUITAHTUTEH (X0/1070BOI) ToMcena—
Opupenpeiixa (T aHTHTeH) — KOMIIOHEHT KIETOYHDBIX MEM-
OpaH SpUTPOLUTOB, TPOMOOIIUTOB, SHAOTETNATBHBIX KJIe-
TOK K1y604KOB. [To/10:KHUTEe/IBHBINA TeCT Ha T-aKTHBAIHIO
CBU/IETE/IbCTBYET O MOBBILIIEHHOM pucKe pasputusa ['YC
U OIIpefie/ifieT TepalleBTUIeCKYIO TAKTHKY: IIPU 3TOH popme
I'YC BBezienue cBeske3amopokeHHo# ma3mbl (C3I1) u He-
OTMBITBIX SPUTPOILUTOB IPOTHBOIIOKA3aHO.

TouyHas yacToTa METH/IMA/JIOHOBOH allUAYypPHHU CpeaU
neteit B Poccuiickoit Pesepanyiu He onpeziesieHa, HO, MO-
BUJUMOMY, COIIOCTAaBHMa C TAKOBOH B CcTpaHax EBpormsl,
rzie oHa Kosebmercst ot 1:48000 xo 1:61000. ITpu moxospe-
HUHU Ha METH/IMAJIOHOBYIO allUZIy PHIO Y arjueHToB ¢ TMA
Heob6X0MMO TILATEIbHOE, B TOM YUC/IE M TeHETUIECKOE 00-
cnepoBanue (Tadi. 1).

CoBpemeHHble noaxopbl K neyeHuto aryc

Y NaLMEHTOB Pa3NNUYHbIX KaTeropum
Ilhasmomepanus

B KavyecTBe Tepanuu repBoi INHAH IIPpH IF000H HeuddepeH-
nupoBaHHON TMA cerozHs c/iefiyeT IPUMEHATH IIa3MOTepa-
nuto (I1T) [2, 13, 15, 19]. B TeueHne HECKOMBKUX A€CATUIETUI
[T sMOMpHUYeCKH UCIIO/IB30BAIACH U KaK ITPe/TIOYTHTeTbHbIA
Metoz edeHus al'YC. HakoIIeHHBIH 3a 9TOT CPOK OITBIT CBH-
JeTe/IbCTBYeT 00 YMEHbIIIEHNH IeTa/IbHOCTH IO/ IeHCTBHEM
C3I1. CremyeT OTMETHTD OIHAKO, YTO HECMOTPA Ha ZOCTa-
TOYHO BBICOKYIO 4aCTOTY IIOJIOKUTE/IbHOTO OTBETa Ha HAaYajI0
IIT (60/1ee 60% B 3aBICHMOCTH OT BU/ja MY TAI[Hi T€HOB KOM-
IUIEMEHTA), HOPMAaJIM3alKs FeMaTO/IOTHYeCKHX TOKa3aTeel
B KOHEYHOM UTOre He rpesblitaeT 50%, a 4acToTa BOCCTAHOB-
JleHUsT pYHKI[HH ITOYEK ellle HIDKE U COCTaB/sIeT He 6osee 15—
20%. Ceromusa C3II, mpoBoauMYIO B pesKuMax TpaHcdysui
(TIT) wm mwrasmoobmena (I10), paccMaTpUBAIOT Kak Ta-
ToreHeTndeckyro tepanuio npu TTII n Kak MHUITHATBHYTO
(mogroroBurensuyto) npu al' YC [13, 15]. lonopckas C3I1
COfePXKUT QYHKIIMOHATBHO AKTHBHBIE PETY/IITOPHbIE Oe/IKH
CHCTeMbI KOMILIEMEHTA, YTO [103BOJIACT YCTPAHUTD JePULIUT
cobcTBeHHBIX ecTecTBeHHbIX perymsitopos — CFH u CFl,
a TaK)Ke MPEKPaTUTh TPoMO600Opa3oBaHIe B COCYAAX MHU-

Ta6nuua 1/ Table 1

IundbdepeHuymanbHan AMarHOCTUKA aTUMMYHOIO reMO/ITUKO-YPEeMUYeCKOro CUHAPOMA Y AAeTel U B3POC/bIX
Differential diagnosis of atypical hemolytic uremic syndrome in children and adults

3a6oneBaHue

AndbchepeHumanbHO-AUArHOCTUYECKNE NPU3HAKN

Tunuuxbin MYC

MoNoXMTeNbHbIN pe3ynbTaT Npu 6aKTePUONOrnYeckomM NCCIef0BaHNN Kana: NoCeB Ha Cpeay Ans
BbiaBneHns STEC (Mac Conkey ans 0157: H7), onpeaenenune [JHK sHTeporemopparuueckux Escherichia
coli B o6pasuax hekanuii metogom LIP; BbisBNEHNE B CbIBOPOTKE aHTUTEN K NUNONonncaxapuaam
Han6onee pacnpocTpaHeHHbIX B AAHHOM pernoHe cepoTunos Escherichia coli

HacnencreseHHas unu
npuobpeteHHas TTMN

Oedununt ADAMTS-13, BbisiBNeHMe aHTuTen kK ADAMTS-13

HapyweHune metabonusma
Ko6anammHa
(meTunmanoHoBas
au,m,qypmn) — UCKNIOUYNTb

y fleTen B BO3pacTe 40 6 Mec

TsKeNnbln MeTabonnMyecknin aLmngos, Ketos, runepriuunHeMus, rmnepammoHmemus,
runepypuKkemus, rmnepromoLucTeMHemMus, rMnornukemns /[runepriukemus, NoBblleHne B KPOBY
YPOBHA NPONUOHWUNKAPHUTUHA, MHOTAA METUIMANOHUNKAPHUTUHA U CHUXEHNE COAEepXKaHUs
CBO60OAHOr0 KAPHUTMHA; B MOUE 3HAUUTENIbHOE MOBbILEHNE KOHLEHTPAL MM METUIMANIOHOBOM
KUCNOTbI, 3-TMAPOKCUMNPONUOHOBOW, 3-TMAPOKCU-N-BaNepuaHoBoii, METUN-NMMOHHON KNCOTbI,
rOMOLMCTMHA; myTauusa reHos MUT, MMAA, MMAB, MMACHC, MMADHC, MCEE

Streptococcus pneumoniae —
VNHAYUMPOBaHHbIN MYC —

WCKNIOUNTb Y AeTelt B Bo3pacte | PpuaeHpenxa Ha 3pMTpoLnTax)
no 5 net

JTIOXKHOMOMOXKNUTENbHbINA TeCT Kym6ca, MONOKUTENbHbINA POCT KyNbTypbl (KPOBb, TIMKBOP) WK
MLP, nonoxnTenbHas peakuus aktusaunm T-numdounTos (3KkCno3nuus aHTUreHos TomceH-

bepemeHHOCTb —
ncknwountb HELLP-cuHapom,
npesknamncutio, TTMN

TecT Ha 6epeMeHHOCTb, (DEPMEHTbI MeYeHun, CPOK recTaLnm

AyTOMMMYHHble 3a60neBaHus
(CKB, ADC)

AHTU-AHK-aHTUTENa, aHTUHYKNeapHble aHTUTeNa, aHTU-KapANONNNNHOBbIE aHTUTEN],
aHTU-B,-FM1-aHTUTENA, BONYAHOUYHbBIA QHTUKOATYNSHT

BUY-uHekuus

MonoxuTenbHble pe3ynbTaTbl UMMYHHOTO 610TTUHIA Ha BUY-uHdekuuto

TMA Ha hoHe 3/10KaueCTBEHHbIX HOBOO6PA30BaHUN, XMMUOTEPaNnK (MUTOMULLUH, GNEOMULUH, LUCMNATUH, UHIM6UTOPbLI VEGF),
TPaHCNIAHTaLUm, NPUemMa IeKapCTBEHHbIX NMPenapaTos (opanbHble KOHTPALENTUBbI, UHIMO6UTOPbI KaNbLMHERPUHA, TUKTOMUANH,

KNonnaorpen, MHTepgepoH, XUHIUH)
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KPOIIUPKY/IATOPHOTO PYCJ/Ia 32 CUeT BBE/ICHH €CTeCTBEHHbIX
KOMITOHEHTOB I/Ia3Mbl, 0014 JAF0II X IIPOTEOTUTHIECKON aK-
THBHOCTBIO B OTHOIIEHHH CBEPXKPYITHBIX My/IETUMEPOB paK-
Topa Butebpanza, aHTHKOATY/SIHTOB U KOMIIOHEHTOB CH-
crembl pubpunoam3a. [Ipu 10, KpoMme 9TOTO, TPOUCXOJHUT
yZAaIeHre U3MEeHEeHHbBIX 9H/IOTeHHBIX IIMPKYITUPYIOMINX HH-
rrOUTOPOB KOMIUIEMEHTA U aHTUTe K $paxropy H. Pexxum
1O npexnoururensHee 1T, TOCKOIBKY TO3BOJIAET BBOAUTD
66mpive 06'bembr C3IT 6e3 pasBUTHSI THIIEPBOJIEMUH U TH-
neprugparanuu. Kormaecrso cearcos I1O TouHO He onpeze-
JIEHO, OZJHAKO OYEBH/THO, UTO /I PEIIIeHHUS BOIIPOCa O I[e/Ieco-
obpasnocTu mpozpospkenns I1T vy 3aKIF0YEHNS O HUTHIHN
IIa3MOPE3UCTEHTHOCTH C/IeflyeT IPOBECTH He MeHee 5 ITpo-
uenyp. Kpurepuamu spdexrusaoctu I1T cryxaT rncuesHo-
BEeHHe TPOMOOLIUTOIIEHHUH U IIPEKpPAIleH e TeMOJIN3a, O YeM
CBH/IETe/IbCTBYeT HOpManusanus 3HadeHui JI/IT. B cBasu
¢ atum tepamnuio C3IT He0OOXOAUMO KOHTPOTHUPOBATD €Xe-
[HEBHbIM OIIpe/ie/IeHHeM KOIIYeCTBA TPOMOOLIUTOB U YPOBHSI
JIAT. Crofikass HOpMaIH3AIHsl YHC/Ia TPOMOOI[UTOB U TIpe-
KpallleHHe TeMOoJIN3a B TeYeHHe He MeHee 2-3 THel AB/IAeTC
NoKaszaHHeM K npexpamtesuro [1T. B ciygae orcyTcTBus ad-
¢exTa ot IIT B TeyeHHe IepBOI HeZeMN C MOMEHTA IOCTa-
HOBKH AuarHo3a al'YC ciefryeT U3MEHUTD TepalleBTHIECKYTO
TAKTHUKY, Ha4aB le9eHre KOMIIEMEHT-0/IOKUPYIOIINM IIpera-
paroM skynusymab. Bompoc 06 n3MeHeHHN TOAXO/OB K Jie-
YEeHHIO JIOJDKEH TaK)Ke CTAaBUTHCA IIPU PasBUTHH B IIpoIjecce
I1T He)xeMaTebHBIX ABTCHUN

Komnnemenm-6a0kupyrowas mepanus
VIHHOBALMOHHBIM I10AX040M K JedeHuio al'YC, ucmo/ib-
3yeMbIM B KIMHHYECKOH IIPAKTHKe B TeYeHHe II0C/IeJHETO
JeCATHIETHSI, CTAJIO [IPUMEHEHNe 9Ky/In3yMaba — Impera-
paTa TPYNIIbl KOMIIEMEHT-HHIHOHPYIOINX aHTHUTEJI, KO-
TOPBIH ABJIACTCA CPEACTBOM ITATOT€HETUIECKON Tepanuu
H, CJIel0BaTe/IbHO, JO/DKEH pacCMaTpPHUBAThCA KaK IIpera-
paT «mepBOi IMHUN» /151 manueHToB ¢ al'YC. Dkyausymab
HpezcTaB/sseT cOO0H MOHOK/IOHA/IbHbIE AHTUTE/IA TIPOTHB
C5 KOMIIOHEHTa KOMILJIEMEHTA, OJIOKHPYIOIIHe ero pacliie-
IUIeHHe ¥ MHrHOupyromuye obpasoBanye aHapHIOTOKCHHA
C5a u Membpanoarakyouero komiuiekca C5b-C9, pesysibra-
TOM Yero fABJIAETCS IOAAB/IeHUe IIPOBOCIIATUTE/IBHOTO, IIPO-
TPOMOOTHUYECKOTO U IUTHIECKOTO e HCTBHSI KOMIIJIEMEHTA
(2,15, 16, 20-22], mpemoTBpalnaiiee IOBPEXKIEHIHE 9H/0-
TeJIUA U IpeKpalarolee IPOIecChl MUKPOLUPKY/IATOPHOTO
TpoMboobpasoBanus. [IprumMeHenune 9Ky/IM3yMada IPUBOAUT
K ob6parHomy pasButrio TMA 1/wiu npeAynpexsaeT mpo-
rpecCHpOBaHUe MOpaXKeHHs Movek. I[IpoBesieHHbIe HCCIIe-
ZIOBaHHS IIPOAEMOHCTPUPOBAIN BBICOKYIO 3 PEKTUBHOCTD
npenapara y 00JIbIINHCTBA A€TeH U B3POC/IbIX — GOTBHBIX
al'VC. He3aBHCHMO OT TOT0, Ha3HaYa/ICs JIH 9KY/IH3yMab Ia-
I[UeHTaM C OCTpbIM anu3040M TMA u tsmxensim OIIIL, Tpe-
OyIOLIKM AUATU3HON Tepanny, Uin ¢ 6osiee AIUTeIbHBIM,
IPOrPeCcCUPYIOLUM TeUYeHUeM 3a00/IeBAHNUS, TIPUBEIIHUM
K Pa3BUTHUIO I0YEYHOU HEZJOCTATOYHOCTH,  TAKIKe IaIlleH-
TaM C IJIa3MO3aBUCHMOCTBIO, B ITOABJISIONIEM OOJIBIIMH-
ctBe cay4aes (80-93%) sedeHre MPUBOAH/IO K FeMAaTOIOTH-
4eCKOH PeMHUCCHH H YAy4LIeHUI0 GYHKIMHU HOo4YeK (BIIOTh
[I0 MCYE3HOBEHUS IOTPEOHOCTH B AMAIN3€) C €€ TIOJHOM
HOpMa/IH3aluel y yacTu nanueHTos [20, 21, 23].

OKynu3ymab SIBJISIETCSI CPE/ICTBOM «II€PBOI JIMHUU»
JJI JIeYeHHs IeTeH C YCTaHOBJIEHHBIM guarHosoM al'yC,
IpY CeMeHOM XapaKTepe 3a60/1eBaHUsI, HATIMIHH 9KCTPa-
peHanbHBIX IposiBeHui. HasHaueHue sxynnsymaba moxa-
3aHO TAKJKe ZIeTAM /IO OKOHYATe/IbHON IOCTAHOBKH JUarH0O3a
al'YC npu HeapdexruBHOCTH [IT mn nasmo3aBUCHMO-
CTH, IAIIMeHTaM ¢ Tofo3peHneM Ha al ' YC B TKeI0OM COCTO-
STHUH, OGYC}IOBJIGHHOM OITIII, Tpe6ylomHM 3aMeCTUTE b~
HOH nodevyHo# tepanuy, u mopaxenuem LTHC (cygoporu,
KOMa) /10 [IOJTyI€HUsI Pe3y/IbTaToB J1ab0pPaTOPHBIX TECTOB
(ADAMTS-13 1 mIura-TOKCHH), a TAK)Ke MALMEeHTaM C yCTa-
HOBJIEHHBIM AinarHo30M al'YC npy HaIMIUK OpraHHOH Avc-
$yHKIMK (AIHTeIBHOCTDIO He 60s1ee 1 Toa) ¥ OTCY TCTBHH
nmaboparopusix kKpurepues TMA [16].

Bapocibim nanuenTam ¢ al' YC aky/nusymab ciesyer Ha-
3HayaTh B CIy4yanax HeapdexrusHocTH 1T, mmasmosaBucu-
MOCTH, Pa3BUTHA HEXKe/IAaTeIbHBIX ABIeHUH B mporecce I1T,
PELHANBUPYIOLIETO TeUeHuUs 3a00/IeBaHIs UM CeMEHHOM
€ro XapakTepe.

B 2019 r. Ha Teppuropun Poccuiickoit Oegepariun 6b11
3aperucTpUpOBaH IEPBbIi GroaHa/Io0T 9Ky/IM3yMaba — mpe-
napar Osusapus (AO «TEHEPUYM»), nporueamunii Heo6-
XO/IMBIH KOMIUIEKC JOKTMHUYECKUX U KINHUYECKUX UC-
CJIeJOBAHM JJIsI TIOATBEPKAEHUS er0 GHOaHATOTHIHOCTH
OpHUTHHAJIBHOMY IIpemapary [24].

al'YC u mpancnaanmayus nouxku

Erue HeckopKo steT Hasay guarto3 al'YC 6T TpOTHBOIIO-
KasaHHeM K BBIIIOJTHEHUIO TIepecaiki MOYKH H3-3a IIOYTH
CTOIIPOIIEHTHOH BEPOATHOCTH penuansa TMA B TpaHc-
[UTAHTATE, YTO MPUBOJUIO K GBICTPOH IOTEpe OpraHa.
OpHaKo ¢ HaYa/I0M [IPUMEHEHHUs 9Ky/In3yMaba CUTyamus
n3MeHmnach. Ceropus nanuentam ¢ al'YC, focTurimm tep-
MUHA/JIbHOH ITOYeYHOH HeZIOCTAaTOUYHOCTH, yCIIeIIHAs TPAHC-
[UIAHTAIHS TIOYKHA MOJKET OBITh MPOU3BeZieHa pu 06s13a-
Te/IbHOM Ha3HAYeHUH KOMIUIEMEHT-0I0KHPYIOLIeH Tepanun
[16, 25], XOTs1 1 B 9TOM CTydae HeoOX0AUMO cObII0/ieH e He-
KOTOPBIX YC/IOBUH. BbIIO/IHEHMIO OTIepanuy 06s3aTe/IbHO
ZIOJDKHBI NTPeAIIeCTBOBATh UCCIeIOBAHNSA TeHETHIECKOTO
npoduia cUcTeMbl KoMIuieMeHTa B aHTuTea K CFH, pe-
3y/IbTaThl KOTOPBIX JIEXKAT B OCHOBE CTPATHUPHUKAIINY PUCKA
penuanBupoBanndg al'YC B mocieonepariioHHOM IepHoze
[25, 26]. TTpu penupuse TMA B TpaHCIUIAHTaTe TOYKH Y I1a-
I[UeHTA C paHee YCTaHOBJIeHHbIM AinarHo3oM al' YC He3aBH-
CHMO OT CPOKA, IIPOIIEAIIEro C MOMEHTA TPAHCIIAHTAIIUH,
HeMe/|JIeHHO JIO/DKHA OBITh HavYaTa TePAIHsl SKyTH3yMaboM.

3AKNHOYEHUE

B nacrosiee Bpemsa al'YC ocTaeTcs TPyAHO AMATHOCTHPY-
€MbIM, I'PO3HBIM U HelpeJCKa3yeMbIM IIPH €CTeCTBEHHOM
TedeHHH OpaHHBIM 3a00/IeBaHUEM, COIIPOBOMKAAIOLINMCA
BBICOKOH JIETAJIbHOCTBIO U, B JIy4IlIeM CTydae, YaCTOH HHBa-
mausanyei. BMecre ¢ TeM coBepIIeHCTBOBaHHE METO/OB
JMArHOCTUKHU ¥ BHeZIpEHME HOBBIX ITOJXO/I0B K JIe4eHHUIO
03BOJIAET ObICTPEe 3al003PUTD 1 KYIIHPOBATD IPOsIBIIe-
Hust 60/1e3HH, JOOUTHCS CTOUKON PEMUCCHU U YAYYIINTD
IPOTHO3 HAI[UEHTOB.
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SKYNU3YMAB M

@GNUsaAPuUga
pacTeopa ana uHdysuit
SQKYJTU3YMAB Feammn

30 mn

CTEPUIBHO

MepBbiii 6GMoaHanor akynusymaba’

BbICTPO 1 CTabUNbHO CHUXAET akKTUBHOCTb TEPMUHATBHOT O
KOMM/MeKca KoMnaemeHTa

[MpepoTtBpallaeT BHYTPUCOCYAUCTbIM reMOn3 Yy O0/bHbIX
napoKCM3amMasbHOM HOYHOW reMOrno6UHYpUeEn

ynquaeT Ka4deCTBO XN3HN I—IaLl,l/IeHTOB*

KpaTkas MHCTPYyKLMS MO MEAWLIMHCKOMY MpUMEHeHUIo npenapata Snusapus’. PernctpaumoHHslii Homep: /1M-005395-110319. ®apmakoguHaMmuka. Skynrsymat noaaBnseT akTMBHOCTb TePMUHab-
HOro KOMM/IeKca KOMM/IeMEHTa YenoBeka, 06/1aAas BblCOKON athUHHOCTBIO K ero C5-KOMNOHEHTY, BCEACTBME Yero NoMHOCTLIO 610KMpyeTcs pacliennermne komnoHeHta C5 Ha C5a n C5b n o6pa-
30BaHVe TEPMUHABLHOrO KoMnnekca komnnemeHta C5b-9. Takum o6pa3oMm, 3KynusymaG BOCCTAHaB/IMBAET PErynaumio akTVBHOCTY KOMMNEMEHTa B KPOBW W NpeaoTBpallaeT BHYTPUCOCYAUCTbIN
remMonn3 y nauMeHToB C NapokCU3MasibHOV HOUHOW remornobunypveli (MHM), a Takxe NpefoTspallaeT U3ObITOUHYIO aKTUBHOCTb TEPMUHANBHOTO KOMMEKCA Y NaUMEeHTOB C aTUMMUYHBIM FeMOUTUKO-
ypemuyecknm cuiapomom (alyYC), rae npuunHoi 3a60n1eBaHus SBsSeTCA reHeTuyeckn 06yCrIoBNEHHan ANCPerynauns cucTeMel komnaemerta. C Apyroi CTOPOHbI, AeULIMT TEPMUHANIBHOrO KOMMNeKca
KOMM/IEMEHTa CONPOBOXAAETCSA MOBbILEHHOV YaCTOTON PasBUTUS UHPEKLNIA MHKANCYIMPOBaHHbLIMY MUKPOOPTraHM3Mamu, rasHbIM 06pa3oM, MEHUHIOKOKKOBOW MHMeKUMM. Mpu 3TOM 3Kynu3ymas
NOAAEPXMBAET CoAePX)aHUe PaHHUX NPOAYKTOB akTMBALMM KOMMEMEHTa, HEOGXOAUMbIX AN ONCOHKN3aLMU MKPOOPraHU3MOB 1 BbIBEAEHUS MMYHHBIX KOMM/IEKCOB. JleueHre npenapatom dausapus’
COMPOBOX/AAETCS GLICTPbIM 1 CTAGW/IbHBIM CHUXEHWEM aKTUBHOCTU TEPMUHA/ILHOTO KOMMekca komnnemeHrTa. MokasaHus K npumeHeHuio. [penapat dnusaprs’ nokasaH Ans Ne4YeHUs nauveHTos
C: MNapOKCU3MabHOM HOYHOM remornobuHypuedt (MHF). SddeKkTMBHOCTL 3KyN1M3ymata NOATBEPXAEHA Y NAaLMEHTOB C reMONIM30M 1 COMYTCTBYIOWMMU KIMHUYECKUMI CUMMTOMaMU, CBUAETENbCTBYIO-
LMW O BbICOKOVI aKTUBHOCTH 3a60/1€BAHMS, BHE 3aBUCUMOCTM OT NOTPEOHOCTH B reMOTPaHCMY3KsiX B aHaMHe3e; aTUNUUHbIM FreMOIMTUKO-ypeMnieckum criapomonm (al'yYC). MpoTuBonokasaxus ans
npuMeHeHus. oBbILIEHHAs YyBCTBUTENLHOCTb K 3Ky/M3ymaly, Oefikam XOMSYKOB WM [APYyriM KOMMOHeHTaM npenapata. [eprof rpyaHoro BckapMmansaHus. AkTUBHas MHdekuus Neisseria
meningitidis. OtcyTcTBMeE BakumHauum npotus Neisseria meningitidis (ecnv HeT cooTBETCTBYIOLLEN NPOMUNIAKTUHECKOV aHTMOMOTUKOTEPanuu B Te4eHue 2 Hedenb nocne sakumHaumm). Cnoco6 npume-
HEHUS U A03bl. BHYTPYBEHHO KanenbHo B TedeHne 25—45 M1HyT Ans B3POC/bIX U B Te4eHne 1-4 4acoB Ans nauyveHToB A4eTCKOro Bo3pacTa. [lapokcnsmansHas HouHas reMoro6uHypUs: Kype Neyverns
NS B3POC/bIX NAUMEHTOB (> 18 NneT) BKoUaeT 4-HeAe NbHbIl Haua/bHbIV LKA ¢ NOCNeAyIoWUM LKNOM NoAAepKMBatoLLei Tepanun. HavanbHbii uvkn: 600 Mr npenapata dnunsapus’ 1 pas B Heaento
B TeueHue 4 Hegeno. MNoaaepxusaiolas Tepanus: 900 Mr npenapata dnusapus’ Ha 5-i Heagene, ¢ nocneaylowmM BBeaeHnem 900 Mr npenapata dnusapus’ kaxable 14 + 2 AHe. ATUNNYHBIA reMonu-
TUKO-yPEMUYECKNIA CUHAPOM: KYPC NIeYeHns ANsS B3POC/bIX NauMeHToB (2 18 neT) BkoyaeT 4-HeaenbHbli HavanbHbIA LKA C NOCneayowym LMKNIOM NoAAEPXMBaIOLLEN Tepanun. HavanbHbIi Lunkn:
900 mr npenapata dnu3apus’ 1 pa3 B Heaenio B TeueHne 4 Heaens. MNoaaepxusatolias Tepanus: 1200 mMr npenapata Snusapus’ Ha 5-7 Hepene, ¢ nocneayowum seefeHuem 1200 Mr npenapata
Snusapusa’ kaxable 14 + 2 areit. NpumeHexune B neguatpuu. [1na naunertos ¢ MHM » al'yYC monoxe 18 net fosa npenapara dnu3apus’ onpeaensercs 8 3aBUCUMOCTU OT Beca pe6eHka. Mo6ouHble
pAenicTBUA. Hanbonee vacTeiM HexXenaTeNbHbIM ABEHNEM NPU NeYEeHUN IKYNM3yMaBoM ABNSNaCk FONoBHasA 60/b (OTMeYanach, rnasHeIM 00Pa3oM, B Ha4abHOM Lke Tepanuu). Hanbonee taxensim
HexXenaTerlbHbiM ABMEeHNEM ABNSNCH MEHMHIOKOKKOBbII cencuc. OpraHusauus, MpUHUMaloLWas MPeTeH3UM MO KayecTBY U COOGLEHUS O HeXenaTeslbHbIX peakuusx OT noTpeGuteneit:
AO «EHEPNYM», 601125, Bnagnmupckas o6:1., MNMeTyLMHCKWIA paiioH, noc. BonbruHckuii, yn. 3aBoackas, ctp. 273, 1/¢ +7 (49243) 72-5-20, 72-5-14, pv@generium.ru.

[insi nonyyexns 6onee NoapoGHON MHPOPMALIMU O3HAKOMBTECH C MOMHOV MHCTPYKLMEN MO MEANLIMHCKOMY NMPUMEHEHWIO 1EKaPCTBEHHOMO
npenapata dnv3apus’ nepes ero HasHaueHUem.

Matepuan npeaHasHayeH N5 CneuranmcToB 34paBoOXPaHEHUs.

‘OTuet 0 KNMHUYeckoM nccneaosanui Il hasel, N© ECU-PNH-III, 2018. — 285 c.

L
AO «EHEPWYM». 123112, r. MockBa, yn. TectoBckas, 4. 10, nogvesa 2 Ge ne rl u m

Ten./dakc: +7 (495) 988-47-94, www.generium.ru Pharmaceutical
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