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CIIUCOK COKPAIIIEHUH

ADAMTS 13 — cienmduyeckas npoTernHasa, OTBETCTBEHHA 3a Jerpajanuio (hakTopa
Bunnebpanna

C3 — komnoneHnt komruiementa C3

CFB — ¢akrop B xommnemenTa

CFH — dakTop H xomriemenTa

CFI — daktop | xomruiemenTa

HELLP-cuanpom — ab0bpeBraTypa CUMIITOMOKOMILIEKCA TE€MOJIN3a, TIOBBIIIICHUS
MIEYEHOYHBIX SH3UMOB U TPOMOOLUTOIIEHHH ACCOIMMPOBAHHOTO C TIPEIKIAMIICUEH

HLA — gyenoBeueckuii JICHKOIIMTApPHBIA aHTUTCH

KDIGO - uanunmaTtuBHas Tpymmna 1o yJIydlIeHHuIo TTI00aIbHBIX HCXO00B 3a00IeBaHU

nouek [Kidney Disease: Improving Global Outcomes (KDIGO)]

STEC — mura-rokcun npoayuupytomas E.Coli

THBD — tpomGomoynuH

al'VC — atunuyHbli TeMOJIUTUKO-YPEMUYECKUI CUHIPOM

I'VC — reMOIUTHKO-ypEMUYECKHII CUHIPOM

J+I'YC — reMOIUTHKO-yPEMUUECKUM CHHIPOM, aCCOLIMMPOBAHHBIN ¢ AUapeeit

31111 — 3ameHHOE TIepeTuBaHue T1a3Mbl

KT — xomnbroTepHas Tomorpagus

MPT — marHuTHO-pe30HAHCHAsE TOMOTpadus

OIIH — octpast moveuHass HEIOCTATOYHOCTh

[P — nonuMepa3Has LienmHasi peakiyst

C3II — cBexe3aMOpoKEeHHAs T1a3mMa

CK® — ckopocTh Ki1y00uKkoBOi punbTpanmu

TMA — TpomOoTHYECKast MUKPOAHTHOIaTHsI

TTII — TpomOoTHYECKass TPOMOOIIUTONICHHYECKAs MypITypa

TXIIH — TepMuHanbHas XpOHUYECKAsl IOYEYHAS] HEAOCTaTOYHOCTh

XIIH — xpoHnueckas nmoyeyHas HeI0CTaTOYHOCTh

MHC — uentpanpHas HepBHAs cUCTEMA



®EJEPAJIBHBIE KJIMHUYECKUE PEKOMEHJIALIUU IO OKA3AHHIO
MEJULMHCKOII MOMOIIU JAETSAM C TEMOJUTHUKO-YPEMUUYECKUM
CUHJIPOMOM

JlaHHble KJIAMHUYECKHE PEKOMEHJAUMH MNOATrOTOBJIeHbI MNPodecCHOHATbHOM
accoumaumen gerckux Bpaueil Cow3 mneaxmarpoB Poccuu, akTyajaM3uMpoBaHbI,
paccmotpenbl u yTBep:kaeHbl Ha XVIII Konrpecce neguarpoB Poccun «AktyajbHble
npooaembl neauarpun» 14 gespans 2015r.

Cocras paboueii rpynnsbl: akajg. PAH bapanos A.A., wien-kopp PAH Hawmazosa-
bapanosa JI.C., npod., n.m.H. pirun A.H., n.m.1. Bamypuna T.B., k.m.H. Mapruesa T.B.,
Amnanwus [1.B., k.M.H. Ma3o A.M., k.0.1. [TymkoB A.B., k.0.H. CaBocThsiHoB K.B.

ABTOpPBI NOATBEPKIAKT OTCYTCTBHE (PMHAHCOBOH MOJIEP:KKH/KOHPIUKTA
UHTEPECOB, KOTOPbI HE0OX0AUMO 0OHAPOI0BATD.

METOAOJIOT UAA

MeToabl, HCNOJIb3yeMble 1JIs CO0Pa/ceIeKIUN 10KA3aTEIbCTB: MTOUCK B AJICKTPOHHBIX
0a3ax JaHHBIX.

OnucaHue MeTO/10B, HCIOJIB30BAHHBIX /ISl OLIEHKH KA4eCTBA M CHJIBI J0KA3aTeJILCTB!
JOKa3aTeIbHOM ©0a30i Uil pPEKOMEHIAIMK  SBISIIOTCS  MyONWKAalM{, BOIIEAIINE B
KoxpeiiHoBckyto Oubinoreky, 6a3el manubix EMBASE, MEDLINE u PubMed. I'myOuna
IIOMCKA - 5 JIET.

MeToabl, HCIO0JIb30BaAHHBIE /ISl OLEHKH Ka4eCTBA H CHJIbI JI0KA3aTeJIbCTB:

L4 KOHCCHCYC 3KCIICPTOB;

L4 OIICHKAa 3HAYMMOCTHU B COOTBCTCTBHUHU C peﬁTHHFOBOﬁ CXEMOH.
MeTOIlI)I, HCIOJb30BaAaHHbIE 1JISI aHAJIU3a 10Ka3aTeJbCTB.

L4 O630pLI OHY6HI/IKOB8.HHLIX METa-aHaJIN30B,

L4 CHUCTEMATUYCCKUC 0630pLI C TaGHI/IL[aMI/I JA0Ka3aTCJIbCTB.

Onucanue METOA0B, HCITIOJIB30BAHHBIX /IJIf aHAJIN3Aa J0KAa3aTECJIbCTB
HpI/I OT60pC ny6n1/n<au1/n71, KaK  IIOTCHIMAJbHBIX HNCTOYHUKOB JA0Ka3aTcCJIbCTB,

UCTOJb30BaHHAs B KaXXJAOM MCCIEJOBAHUU METOJOJOTHS M3ydaeTcsl Ui TOTro, YTOOBI
yOenuThCs B €€ BaNUAHOCTU. Pe3ynbTaT M3ydeHHUs BIIMAET Ha YPOBEHb JI0Ka3aTeJbCTB,
MpUCBauBaeMblil MyOIMKAIMH, YTO B CBOIO OUYEPE/Ib, BIMSIET HA CHIIY PEKOMEHIallui.

JUie MMHMMM3AIMM TOTEHIUAIbHBIX OMIMOOK KaXk/10€ UCCIIEOBAHUE OLEHUBAIOCh
He3zaBHcUMO. JI1oOble pa3nuuus B OLIEHKaxX 00CYXJajduch BCEH IpyMNIONW aBTOPOB B MOJHOM
cocrtaBe. [Ipu HEBO3MOXXHOCTH JOCTH)KEHHS KOHCEHCyca MPHUBJIEKAICS HE3aBUCHUMBIM
JKCIIEPT.

Meroabl, HCHOIb30BAaHHBbIE 151 (OpMYJMPOBAHMS PEKOMEHAAIMI: KOHCEHCYC
JKCIIEPTOB.

HNunuxaropsl 1odpokavectBenHoii npakTuku (Good Practice Points — GPPs)

Pexomenayemass moOpokauecTBeHHas MpaKTUKAa OasWpyeTcss Ha KIMHUYECKOM OIIBITEe

aBTOPOB pa3pabOTaHHBIX PEKOMEHIAIIHH.

IKOHOMHUYECKHI aHAJIN3
AHanu3 CTOMMOCTH HE TMPOBOAWICS M MyONUKamuu 10 (HapMaKOIKOHOMUKE He

AHAJIM3UPOBAJIUCh.
MeToa BaJuaauuy peKoMeHAauum



. Bremnss skcnepTHas OLEHKA.
° BuyTpenHsia skcriepTHas oleHKa.
Onucanue MeToa BAJIUAANNMN PEKOMEH AU
Hacrosmmue pekomeHmanmuu B IPEABApUTEIBLHONM BEpPCHUU  OBLIM  PEIICH3WPOBAHBI

HE3aBHCUMBIMHU SKCIIEPTaMH, KOTOPBIX, MPEXJE BCEro, MOMPOCHIN MPOKOMMEHTHPOBATH,
HACKOJIBKO JIOCTYIHA JJIs MOHUMaHHUS MHTEpIIpeTalus 10Ka3aTelabCTB, JieXkKallas B OCHOBE
PEKOMEHTalHiA.

Ot Bpauell MepBUYHOTO 3BEHA (AJIEProJOrOB-UMMYHOJIOTOB) TMOJY4€Hbl KOMMEHTApUH B
OTHOILIEHUU JIOXOJYUBOCTH W3JI0KEHUS JaHHBIX PEKOMEHAAIMi, a TaKke HX OLeHKa
BKHOCTH IIpeJIaraéMbIX PEKOMEHIAIUM, KaK HHCTPYMEHTa TOBCEAHEBHON TPAKTUKH.

Bce xomMeHTapuu, MOJy4€HHBIE OT JKCIEPTOB, TINATEIBHO CUCTEMATHU3UPOBAIUCH U
oOCcyKJanuch wieHaMud pabodeil rpymnmbsl (aBTopamu pexkomeHaanuid). Kaxaplii myHKT
o0cy>Kaaics B OT/IEIbHOCTH.

KoHcyabTanus u 3KCnepTHAs OLEHKA
[Ipoekt pexomeHmanuii ObLT pPELEH3UPOBAH HE3aBUCHUMBIMH J3KCIIEpTaMH, KOTOPBIX,

MPEXJI€ BCETO, MOMPOCHIN MPOKOMMEHTUPOBATH JOXOAUYUBOCTh U TOYHOCTh MHTEPIPETALIHI
JTIOKa3aTelIbHON 0a3bl, JIeXKaIel B OCHOBE PEKOMEH,TAIIHA.

Pa6Gouas rpynna
JUJIss OKOHYATEIBPHOW peJaKIMd W KOHTPOJISI KadecTBa PEKOMEHIANU OBUIM ITOBTOPHO

MIPOAHATM3UPOBAHBl WICHAMH paboyvell IpyIIbl, KOTOpbIe MPUILIM K 3aKIIOYSHHIO, YTO BCE
3aMeyaHusi U KOMMEHTApUU S3KCIIEPTOB HPHUHATHI BO BHUMAaHHE, PUCK CUCTEMATUUYECKUX
OLIMOOK MPH pa3paboTKe PEKOMEHIAINI CBEIeH K MUHUMYMY.

OcHoOBHbIE peKOMeHAAIUH
Cuna pexomenanuii (1-2) Ha OCHOBaHUU COOTBETCTBYIOIIMX YPOBHEH JT0Ka3aTenbCcTB (A-

C) u uHIUKATOPHI J00poKayecTBeHHOM mpakTuku (Tadm. 1) — good practice points (GPPs)
MIPUBOIATCS TIPH U3JI0KEHUH TEKCTA PEKOMEH TN,

Tabmuna 1.
Cxema /17151 OLIEHKH YPOBHSI PEKOMEH JaIuil
Crenennb CooTtHouieHue pucka | MeTonosoruyeckoe kauecTBO | IlosicHeHus o
JI0CTOBEPHOCTH Y IPEUMYIIIECTB MMEIOLIUXCS TOKA3aTeNbCTB MIPUMEHEHHUIO
PeKoMeHAal Uit peKoMeHaanun
1A Ilonb3a oruemiuBo | HanexHele HernpoTuBopeunBbie | CuibHAS
CusbHast MpeBaiupyeT  HaJ | JOKa3aTellbCTBAa, OCHOBAaHHBIE Ha | PEKOMEHJAIMS,
pexoMeHaanus, pUCKamMu n | xopomo BeimogHeHHBIX PKW wnum | xotopas MOXET
OCHOBaHHAasI Ha | 3aTpaTamy, 00 | HEOTPOBEPKUMBIE J0KA3aTeNbCTBA, | MCIOIL30BATHCS B
JI0KAa3aTeJbCTBAX Ha000pOT MpeICTaBJICHHbBIE B  KaKOW-TMOO | OOJBINIMHCTBE
BBICOKOI'0 Ka4ecTBa Ipyroii hopme. ciay4aeB y
JanbHelimue uccaeqOBaHUS BpA | MPEUMYIIECTBEHHOTO
JIM U3MEHAT Hally YBEPEHHOCTh B | KOJIMYECTBA
OIICHKE COOTHOIICHHUS TOJb3bl W | MAIMEHTOB 0e3 KaKuX-
pucKa. 00 W3MEHEHHWH U
HCKJIIOYEHU




1B Tlone3a  oruernuBo | Jloka3zarenbcTBa, OCHOBaHHbIC Ha | CuibHas
CuabHasn npeBanupyeT  Hapl | pesynbratax PKH, BBINOIHEHHBIX C | pEKOMEHIALHNSA,
pexoMeHaanms, pucKaMu U | HEKOTOPBIMHU OTpaHUYCHUSMH | IPUMEHEHHE KOTOPOit
OCHOBAaHHAasI Ha | 3aTpaTamu, 160 | (IPOTHBOPEUHBEIC PE3yIBTATEL, | BO3MOXKHO B
J0KAa3aTeJbCTBaX Ha000pOT METOI0JIOTHYECKUE OIMMOKH, | OOJBIIMHCTBE
YMepeHHOI0 KauyecTBa KOCBCHHBIC WIH CIy4YallHBIC W T.IL.), | CIIydaeB
b0 JPYrHX BECKHX OCHOBaHHSAX.
JanbHeiimme wuccrnenoBanus (eciu
OHH MIPOBOJIATCS), BEPOSITHO,
OKaXyT  BIUSHHEC HA  HaIly
YBEPECHHOCTh B OIICHKE
COOTHOIIICHUSI TOJB3bl M PHCKA W
MOTYT U3MECHHUTH €€.
1C Iloms3a, BeposTHO, | Jloka3zaTenbCTBa, OCHOBaHHBIE Ha | OTHOCHTEIBEHO
CunbHas Oyzmer 00CepBaIlMOHHBIX  MICCIICIOBAHUAK, | CHIIbHAS
peKoMeHaanms, MpeBaIupOBaTh HaJ | OECCHCTEMHOM KITMHAYECKOM | PEKOMEHIAITHS,
OCHOBaHHAasI Ha | BO3MO>XHBIMU OTIEITE, pe3yabpTaTax PKMW, | xotopass MoxeT OBITH
J0KAa3aTeJbCTBaX pucKaMu U | BBIIONHCHHBIX C CYIISCCTBEHHBIMHU | M3MCHEHA pu
HHU3KOT0 KayecTBa 3aTparamu, mubo | HemocTatkaMu.  JlroOas — OICHKA | MOTyYeHHH
HA000POT addekra paciieHUBaeTCs KakK | J0Ka3aTelbCTB Ooliee
HeomnpeaeNeHHasl. BBICOKOTO Ka4eCcTBa
2A ITons3a Hanexurie nokasarenscTBa, | Ciabast
Caabas COIIOCTaBUMa C | OCHOBaHHBIE Ha XOpOIIIO | peKOMEHIAIIHS.
pexoMeHaanus, BO3MOXKHBIMU BBIIIOJIHCHHBIX PKH wmm | Betbop  Hammywmeit
OCHOBAaHHAasI Ha | pUCKaMH U | TOATBEP KICHHEIC IPYTUMHU | TaKTUKA Oyzmer
JoKa3aTeJbCTBax 3aTpaTaMu HCONPOBCPKUMBIMU TaHHBIMU. 3aBUCETH oT
BBICOKOI'0 KayecTBa JlanpHeine HUCCIeAOBaHUS BPsA | KIHHHUYCCKON
1 U3MEHAT Hally YBEPEHHOCTb B | CUTyalluu
OIIGHKE COOTHOIIEHHUS TNOJb3bl U | (0OCTOSTENHCTB),
pucCkKa. IIanueHTa HIIN
COIIMAJIBHBIX
MIpeANOYTEHU .
2B [Tonw3a JlokazaTenbcTBa, OcHOBaHHbIe Ha | Crabas
Caabas COTIOCTaBUMA ¢ | pesynpraTtax PKU, BBHIOJHEHHBIX C | PEKOMEHAIMSL.
peKomMeHaanus, pUCKaMu CYIIECTBEHHBIMU OrpaHUYCHUAMU AHBTepHaTI/IBHaH
OCHOBAaHHAasI HA | OCIIOKHCHHSMHU, (TIpoTHBOpEYNBEIC pe3yabTaThl, | TaKTHKa B
J0KAa3aTeJbCTBaxX OTHAKO B  JTOH | METOMOJIOTHYECKUE Ie(eKTH, | OmpeaeNeHHbBIX
YMEPEHHOTO0 KayecTBa | OLICHKE €CTh | KOCBEHHBIC WIIM CIyYaiHbIC), WM | CUTYyaIlUsIX MOJXKET
HEOIPEICICHHOCTh. | CHJIBHEIC JTOKa3aTebCTBa, | IBUTHCS TUTS
MpEJCTaBICHHBIE B  KaKOW-THOO | HEKOTOPBIX
nIpyroii hopme. MAIlMEHTOB  JIYYIIUM
JanbHeiimue uccienoBaHusi (€civ | BBIOOPOM.
OHHM TPOBOJATCSI), CKOpEE BCETO,
OKaXyT BIINSAHUEC Ha Haury
YBEPEHHOCTH B OIICHKE
COOTHOHICHUA TIOJIB3BI W PHUCKA H
MOT'YT UBMECHHTH €€.
2C Heonno3naunocts B | Jloka3zarenbcTBa, OCHOBaHHbIE Ha | OueHb cnabas
Cnabasn OLICHKE 00CEepBaIlMOHHBIX  MCCICIOBAHUAK, | PEKOMCHIAIIHS
peKoMeHaanms, COOTHOIIICHUS OeccucTeMHOro KIMHAYECKOTO | allbTepPHATHBHBIC
OCHOBaHHAasI HA | MOJB3BI, PHCKOB H | ombITa Win PKU ¢ cyliecTBeHHBIMH | MOJIXOABI MOTYT OBITh
JI0Ka3aTeJbCTBAX OCIIOKHCHUH; HemoctaTkamMu.  Jro0as  OICHKA | MCIOJIB30BaHBI B
HH3KOT0 KavecTBa MoJIb3a MOXET OBITh | 3dekTa pacieHuBaeTcs KaK | paBHOU CTCIICHH.
COTIOCTaBUMa C | HeompeeeHHasl.
BO3MO>XXHBIMHU
pUCKamMu 31
OCJIOKHCHHSMU.




Takum oOpa3oM, AJis peKOMEHAANUN CHIa MO yKa3aHa Kak 1, 2 WM «HET CTETeHW»
(Tabu. 2), KauecTBO J0Ka3aTeapbHOM 0a3bl 0003HaueHo Kak A, B, C (tabi. 3).

Tabmuna 2.

Ouenka cunbl peKomeHoayuil
(cocraBiieHa B COOTBETCTBHH C KIMHUYeCKUMHU pekoMmenganusmMu KDIGO)

Cuia
peKoMeHAanui

OueHka pekoMeHaanuii

Co cTOPOHBI MAIMEHTOB

Co cTopoHBI Bpaya

ﬂa.nbneiflmee HalmpaBJICHUE
HCII0Jb30BaHUA

1 - «9kcnepTshl

ITonmaBnsromiee

IHopasnsomemy

Pexomenmanms MOXKeT OBITH

3a TO, 9TOOBI CIIeZI0BAaTh
PEKOMEHAYEMBIM ITyTEM,
OJTHAKO 3HAYHTEIbHAS
4acTh OTBEpIa Obl ATOT
nyTh

peKOMeHAALNH,
MOIXOAAIINE UMEHHO UM.
Kaxmomy nmanueHTy
HE00X0uMa MOMOIIb B
BBIOOpE M MIPUHATHH
peuienus, Kotopoe Oyner
COOTBETCTBOBATH
LIEHHOCTSAM M
OPEANOYTSHHUSIM JaHHOTO
ManueHTa

PEKOMEHAYIOT» GOJIBIIMHCTBO MAILMCHTOB, OOJIBIIMHCTBY CBOMX MIPUHSTA B KAYECTBE
OKa3aBIINXCS B [T0JOOHON MAlMeHTOB Bpay OyxeT CTaHIapTa AelcTBUs
CHUTYaI1H, IPEIIOWwIN OBl PEKOMEHI0BATh CIE0BAaTh | MEJULMHCKOrO epcoHana B
CleZI0BaTh HMEHHO 3TUM IIyTeM OOJIBIIMHCTBE KIMHUYECKUX
PEKOMEHAYEeMbIM ITyTeM U CUTyauui
JIUIIB HeOOIbIIas YacTh U3
HHX OTBEPIUIH OBl 3TOT ITyTh
2- bonpmas yacte nanueHToB, | s pa3HBIX NAHEHTOB Pexomennannu, BEposSTHO,
«IKenepTsI OKa3aBIINXCS B TOJOOHON clletyeT moaoupaTh MOTPEOYIOT 00CYKACHUS C
MoJIaralT» CHUTYaIlH, BEICKA3INCh OBl | pa3iUYHBIC BAPHAHTEHI y4acTHEM BCEX

3aUMHTCPCCOBAHHBIX CTOPOH
J0 INPUHATHUA UX B KaUCCTBC
KIIMHUYCCKOr'o ctanAaapTa

«Het rpagauum»
(HI)

I[aHHLIﬁ YPOBCHb IIPUMCEHACTCA B TCX CIIydadX, KOrJla B OCHOBY PEKOMCHAAlIUN
YKIIaAbIBACTCSA 3I[paBBII71 CMBICIT UCCJIEA0BATCIIA-3KCIICPTA UJIX TOTAa, KOr'/la 06cy>Kz[aeMa$1
TEMa HC JOITYCKACT aICKBATHOT'O NPUMCHECHHS CUCTECMbI JOKA3aTCIIbCTB, UCITIOJIb3YCMbIX B

KIMHAYECKOI ITPAKTHUKE.

Tabnuia 3.

Ouenka Kauecmea 00Ka3amenvHoll 6a3vl
(cocTaBieHa B COOTBETCTBHUH ¢ KianHUYeckuMu pekomeraarsivu KDIGO)

KadecTBo 10Ka3aTe/bHOIT 6a3bl 3HaueHune

A — BbICOKOE OKCIepTHl  yBEpeHBI, YTO OXHIAeMbIil dddexT Onmm30Kk K
paccuuThIBaEMy

B - cpennee OKCHepTHl  TOJNIATAlOT, YTO OXHAAeMbBI 3¢p¢exT OmmM30K K
paccuuTeiBaeMy 3G QeKTy, HO MOXKET U CyIIECTBEHHO OTIIMYAThCS

C — Hu3koe OxupmaeMbli  3pQPeKT MOXKET CyIIECTBEHHO OTIMYaThbCsi OT
paccuntbeiBaeMoro 3¢ dexra

D — Ouenp Hu3skoe OxumaeMbli 3QQEKT OYEeHb HEONpEACICHHBIH W MOXeT ObITh
BEChbMa JIAJICK OT PACCYMTHIBAEMOTO




OCHOBHBIE ITOJIO’)KEHUA U PEKOMEHJIAIIU

1. Tunnunbiii 'YC
1.1 Ilpu pa3BUTHH OCTPOIi MOYEUHOH HETOCTATOYHOCTH B Bo3pacTe OT 6 mecsineB 10 3
JeT BeJinka BeposiTHOCTH ['YC B kavecTBe ee NIPUYMHBI.

1.2 AprymernTom B mouib3y I'YC MoxkeT COy:KUTh aHAMHeCTHYeCKOe yKa3aHHe Ha
NpeJecTBYOLINA 130/ IMapeH ¢ IPUMEChbI0 KPOBH B CTYJIe

1.3 Knuanyeckumun mnpusHakaMmu ['YC noMHMO CHMIITOMOB OCTPOH MOYe4HOI
HEJ0CTATOYHOCTH (OJIUIypHUsi, a30TeMHsl, THIEPrUApaTalusi M [Jp.) SABJISIOTCSH
Kym0Oc-HeraTuBHasi remMo/iMTH4YeCKasi aHeMHsl C TNPUCYTCTBHEM B Ma3sKe
IIH30LUTOB M  TPOMOOLMTONEHHS], OTpa)kaloliMe AKTUBHBI  mpouecc
TPOMOOTHYECKOH MUKPOAHTHOTIATUM.

1.4B kadectBe HeO00XOAUMOI0 /MATHOCTHYECKOr0 TeCcTa  PeKOMeHAYyeTCsl
uccjieoBaHue MUra-tokcuHa B cryje merogom IIIP wiam onpenenenune IgM-
anTHTe] K Junonomcaxapuay E.Coli, mnpoayunupymoomeii mmra-tokcuH,
SIBJISIIOIIMTiCS1 OCHOBHBIM dTHOJorHYeckuM (paktopom I'YC.(1A)

1.5pu passutum OIIH c¢ aHypueill, HeKOppUrHpPyeMbIMH THIIepPruapaTamnuei,
3JIEKTPOJIUTHBIMU paccTpoiicTBamu, apTepuaIbHOI runepTeHsue
PeKoOMeHayeTcsl He3aMelJMTelbHAss HMHHIHMALUA 3aMECTUTEILHOH I0Ye4YHOH
Tepanuu (NMEePUTOHEAJBHBIN AMAJIN3, FeMOAHUAJIN3, NPOJJICHHAs: BEHO-BEHO3HAs
remoaMa@uIbTPanMsA) C Y4eTOM BO3pPacTa M COCTOSSHMA TeMOJUHAMHUKH
6oabHoro.(1B)

1.6 He pekomeHnayeTcsl Ha3Ha4YeHHe AHTUOMOTHKOB /sl ledeHust quapeun npu I'VYC ¢
Y4€TOM BO3MOKHOCTH YCHJICHHS NOCTYIUIEHHS B HHUPKYJIANHIO HIMIa-TOKCHHA H3
pPa3pylIeHHbIX MUKPOOHBIX KJIeTOK. (2B)

1.7 lns KoppeKIMH BbIPAKEHHOH aHeMMH C CHMIOTOMaMH T'MIIOKCEeMHH
PeKOMeHIYI0TCsl TpaHcy3HH IPUTPOUTAPHOI Macehl. (1A)

1.8 3a uckiI0YeHHeM BBIPAKEHHOT0 KPOBOTEYEHHUsl, HE PEKOMEH/yeTcsi BBeleHHe
TPOMOOUMTAPHONH Macchbl, TaK KaK 3TO0 MOKET TMPHBECTH K YCHJICHHIO
oOpa3oBaHust MUKPOTPOMOOB. (2B)

1.9 letn, nepenecumme I'YC Hyxk1awTcsi B UIMTEJbHOM HAOJIOJEHHMM C Y4eTOM
BEPOATHOCTH OTAAJIEHHBIX NOC/IAEACTBHHA B BHAE¢ (DOPMHUPOBAHUSA XPOHHUYECKOM
00JI€3HH MOYeK.

2 Atunnusblii 'YC
2.1 OTcyTcTBHE AMAPEHHOr0 MPOAPOMA, HEraTHUBHBIH Pe3yJILTAT MCCIAEIOBAHUA Ha

IIUra-TOKCHMH, CeMeHHbIH M PpeuuAUBMPYIOIIMIA Xapakrep 3a0oJieBaHuUs,
NPU3HAKHA AKTHBALMHU AJTbTEePHATHBHOIO MyTH KOMILJIEMEHTA,
MYJbTHOPTaHHOCTH MOPakeHUs1 TpPeOdylT HCK/I0YeHusa atunuyHoro I'YC -
KOMILIeMeHT-onocpeaoBanHoii TMA, yamie Bcero BbI3BAHHON MYTallUSIMM T€HOB
0€JIKOB CHCTEeMBbI KOMILJICMEHTA.

221pu nmnopo3pennn Ha atunuueblii ['YC pexoMeHnayercsi uccieloBaHHe
akTuBHocTH (akropa ADAMTS 13 1aasa ucCKIKWYeHHs TPOMOOTHYECKOM
TpoMOoUMTONEeHHYecKoii mypnypsi. (1A)



2.3 Iuddepenuuanbuyrw auarioctuky al'YC caenyer mpoBoauth ¢ TMA npm
CHCTEMHOH KPacHOH BOJYaHKe, IPUMEHEHHH PS/IA JEeKAPCTBEHHBIX NMPenaparon
U MEeTHJI-MAaJIOHOBO# anuaypun. (1B)

2.4 PexoMeHayeTcsl HMCC/IeloBaHUE YpOBHsI aHTHTe] K ¢(akTtopy H KomIiuiemeHTa
(CFH) nast uckioueHus: aHTuTeEI0-onocpenoBannoii popmsel al'YC. (1B)

2.5B kauecrBe mnaroreHerudeckoid Tepanuu al'YC pexomeHayeTcsi NpHUMeHEHHE
IKYJIHU3YMa0a — MOHOKJIOHAJILHOI0 aHTHTeNa K C5 KOMIIOHEHTY KOMILJIEMEHTa,
0JIOKHPYIOIIEro IMCTAIbHYI0 YACTh aJIbTEPHATHBHOIO NYTH ero aktusamuu. (1B)

2.6 Ilpu BbISIBJIEHUH BBICOKOTO YPOBHAI aHTUTe] K ¢akropy H Bo3moxkHO
HCIOJIb30BaHHE HMMYHOCYIIPECCHBHOI Tepanuu putykcumaoom. (2B)

2.71lpu  OTCYTCTBHHM BO3MOKHOCTH He3aMeIJIMTEJBLHOr0 Hayaja JiedeHHs
IKYJIU3YyMa00M peKoMeHAyeTcs IUIa3MOTepanmusi B BHAEe IJIAa3MOOOMEHOB WJIH
TpaHcdy3mii cBe:ke3aMoOpoKeHHOH 1a3Mbl. (2B)

2.8 Jlns onpeaeseHUs1 MPOAOAKUTETbHOCTH TEPANNHU IKYJIU3YyMaO0OM peKOMeH1yeTcs
oneHka ero 3¢dgexkra Ha NPOTHAKEHUM HECKOJbKHX MecsilleB M INpOBeleHHe
MOJIEKYJ/ISIPHO-TEHETHYECKOI0 MCCJIeI0BAHUA /JIsl BBISIBJIEHUS] MYTallMii TeHOB
cucremsl kommiaementa: CFH, CFI, CFB, C3, THBD, MCP. (2B)

IIpuMepn] ATHATHO30B

['emonuTuko-ypeMudeckuii cuHapom, accouuupoBaHHbli ¢ nuapeeir (STEC-I'YC).

Octpas noueuHas HeoctaTouHoCTh. Cragus anypuu. [lepuroHeanbHblil uanus.

['emonuTHUKO-ypeMU4ecKuil CUHApPOM. ATUNUYHBIA BapuaHT (Mmyrtamus rena CFH

p.His272Tyr). Peunaus TpoMOOTHYECKOH MUKpPOAHTHONMATUH. XpOHHUYECKas O0JIe3Hb MOYEK
III cramus. ConmyTcTByronuii: Bropuunas sHI1edanonatus ¢ CyA0pOKHBIM CHHIPOMOM.



BBEJAEHUE

I'emonmutuko-ypemudeckuii cuaapom (I'YC) sBnsieTcss ogHON W3 BEAYIIUX MPUYHH Pa3BUTH
octpoit moueuHod HemoctarouHoctu (OIIH) y nereit. OH xapakTepu3yeTcsl TpUaAOi MPHU3HAKOB:
KymOc-HeratuBHON eemonumuyeckou anemueti ¢ HaluuueM (ParMEHTUPOBAHHBIX 3PUTPOLUTOB
(IIM301UTOB), Mpomboyumonenueti 1 ocmpol noyeynou Hedocmamoynocmvio (OIIH). Yka3aHHbIC
NPU3HAKU  SIBJSIFOTCS ~ COCTaBIAIONIMMHU — TpomOoTmueckoi  mukpoanruomatuu  (TMA) -
pacnpoCTpaHEeHHOH OKKIIIO3UM COCYAOB MEJKOTo KaiuOpa TpoMOaMH, BO3ZHUKIIMMH BCJECICTBHE
MOBPEXKICHUS OJHAOTeNUs. B  pesynpTare NOpakeHUS SHAOTEIHAIbHBIX KIETOK MPOHCXOAUT
MEXaHMUECKOE TMOBPEXKICHUE SPUTPOLMTOB, aKTHBAIMs arperanud TPOoMOOLUTOB ¢ 00pa3oBaHHEM
TPOMOOB B MUKPOLIUPKYJIITOPHOM pyciie, 0COOCHHO B moukax [23, 24].

Y oOonbmmHcTBa (90-95%) neTeid oTMedaeTCs TaK Ha3bIBACMBIH THIMHMYHBIA WM TIOCT-
muapeitaptii T'YC, (JI+ I'VC) kortopslii BropudeH Mo oTHomIeHH0 K uHpekimu Escherichia coli,
npoayuupyfoiei T.H. murarokcud (Shigatoxine; Stx) (Stx—mpoaymmpyromast E coli, STEC). Pesxe
NHGEKIMOHHBIMU CTUMYJIaMU CIIYXaT IIWTeJUIbl ¥ THEBMOKOKKHU.

Hpyras dopma ['YC, nazpiBaemas aturmmuHou (al'YC), BcTpedaercs ropazmo pexe (5-10 %
BCEX CIy4aeB) W SBIISETCS PE3yIbTATOM aHOMANWH (Yalle TeHETHYECKOi) OENKOB, PeryIupyrOIInX

MpoILIece aKTUBAIMU KomiuieMenTa [6, 13, 20].

Koa MKB-10

D59.3 - 'emonuTHKO-ypeMU4eCKU CHHIPOM

TUTNIWYHBIN MOCT/IMAPEHHBIN I'YC

OnpejnesieHue

Tunnuseiit  (mocr-muapeitnenii, STEC-) I'VC — tpomboTHuecKass MHUKPOAHTHOIIATHS
OTIOCPEIOBaHHAS TOBPEXKIAIONIMM DHIOTEINH JEHCTBHEM IIUra-TOKCMHA KHUIIEYHOH MaJOYKH ¢

MNPCUMYHICCTBCHHBIM MMOPAKCHUCM IMOYUCK U Pa3BUTUEM OCTPOﬁ IIOYCYHOMN HEOJOCTAaTOYHOCTH.

AU aeMHo0JI0rua

J+ T'YC, kak cneacrBue STEC undekuuu, sBiseTcs Haubosiee yactoil popmoit I'YC y
Jetel. OTMedaeTcsl B OCHOBHOM B BO3pacTe Ji0 3 JIeT U peJiKo - 0 6 Mec. YacToTa cocTaBigeT

npubu3uTebHO 2-3 cayyas Ha 10000 geteit go 3 set [2, 23].

ITHOJIOTHS U IATOTreHe3

STEC-undekiust oOHapykuBaeTcss npuoOau3utesibho B 85 % cinydaes JI+ I'YC ¢ nomorsio
OCeBa CTyJIa MM PEKTAIBHOTO Maska B HTaTenbHyIo cpexy Mac Conkey c¢ copourtosiom. Hanbosee

4acTo BCTpedaromumcs ceporurioMm spisiercs 0157:H7 (pexe O111, 0103, 0121 u ap.). Apyrumu
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Bapuantamu auarHoctukn STEC wmHbekium sSBISIOTCS BBIABICHHE TI'eHA LIMTATOKCHHA B CTYJE
metogoMm IILIP, wmu, pexe, ompeaenenue IgM aHTHTENn K JHmomoivcaxapuay Hambosee 4YacTo
BCTPEUAOLIMXCS CEPOrPYII MUKPOOPraHM3Ma B CBIBOPOTKE KpoBH [2, 20].

PeszepByapom wuHGeKnuHM SABISETCS KUMICYHUK M (EKanuu KPYHHOTO pOraToro CKOTa.
Bo3MOXHBIME TIEPEHOCYHKAMU MOTYT OBITH TaKKe OBIIBI, KO3bI, JIOLIAJH, OJICHH, KOIIKH, COOAKH,
NTHIBI U MYXH.

UYenoBek  3apaxaeTcsi NpH  yNOTpeOJEHWH  MOMYCBIPOM  pyOJNEHHOH  TOBSTUHEL,
HEMacTEePU30BAHHOI'O HEKHUIITYEHOTO MOJIOKa, Chipa, ()PYKTOB, COKOB, OBOILEH, 3apa)KeHHOW BOJBI U3
KOJIOZALIA U BOJAOEMOB U MPH HEHCHPABHOCTH BOJOMPOBOAA. [IpsSMON KOHTaKT aeTel ¢ KUBOTHBIMHU
WM HUX HUCHPAXKHCHUAMHU W IHepcaada OT UYCIOBCKAa K YCJIOBCKY SMBIAIOTCA APYrUMH BaXHbBIMH
uctouHukamu 3apaxenus. [+ I'VC moxer ObITh cCopaguyeckuM, JU0O, B Cllyyae 3apakeHUsl U3
OJHOTO M TOTO K€ MCTOYHMKA, MAaHU(ECTUPOBATh C MPOMEXKXYTKOM B HECKOJBKO JAHEH WM HENEelb y
cubcoB. Yacto unensl cembn nmeroT STEC auapero 6e3 pazsutus ['YC.

OnuaeMun Juaped WM TeMOpparuvdeckoro Koimra B pesynbrate uHumuposanus STEC u3
€IMHOTO MCTOYHMKA, OXBATHBIIKE COTHH IIIOJIEH OTMEUEHHI B pa3nuuHbIX ctpaHax. M3 mux 10-20 %
pazsuu ['YC.

[laTorenernueckas cBsa3p Mex 1y kumedHoi kortamuHarmer STEC u I'YC He TOTHOCTBIO SICHA.
MHUKpOOpraHu3M NPHUKPEIUIETCS K BOPCUHKAM CIM3UCTON TOJICTOM KUIUKU U BBIIENSAET HIMTAaTOKCHH.
OcraeTcs HEACHBIM, KaKuM OOpa3oM IIMTAaTOKCHH IepeMelaeTcsi U3 KHUILICYHWKAa K CBOCH LeNu -
OHAOTCIINAJIbHBIM KJICTKaM COCYJOB. Tpchr[opTepaMI/I IMUraToOKCMHa MOTYT 6BITL IMMOJIMHYKJICAPHBIC
HEUTPO(WIBI, MOHOLUUTHI WM TpoMmOOIMThL. OH MNPUKPEIUIAETCS K CBOEMY PEIENTOpY
(rnoborpuaocuaepamuny, Gb3) Ha cocyaucTeix sHAOTENMAIBHBIX KieTkax mouek, ITHC u apyrux
opranoB. ITocne cBs3biBanust ¢ Gb3, akTiBHas yacTh IIUraTOKCHHA MPOHHUKACT B KJIETKY, MOIABIISS
CHHTe3 OEJIKOB, 4YTO B CBOIO OuYepeab NPUBOJUT K CMEPTH KJIeToK »Huorenus. lluraTtokcuH
HHAYLUPYET TaKXK€ MECTHYIO MPOMYKIUIO HUTOKUHOB, KOTOPBIE 3aIlyCKAIOT KacKaJ BOCHAIUTEIBHBIX

W TIPOKOAryJISIIIHOHBIX COOBITHH.

Kananyeckass kapTuga

B mponpomanshoit dhaze JI+ I'YC ormedaercst auapes (y 90-95%), peota (y 30-60%) u 6omm B

xkuBote. Y 70% marmeHToB uepe3 1-2 IHA OT Hadaja B CTyJe mosBisgeTcs kpoBb. Manudecranus ['YC
Ha4YMHAETCS B cpenHeM uepe3 6 (2-14) mueil. baenHocTh, o0Iee HeOMOTraHue, C1aboCcTh, JeTaprus,
W3MEHCHHUE TIOBEACHHSA, HEOONbIIast IKENTYIIHOCTh, YMEHBIICHHE KOJUYEeCTBA MOYH IMOCIE
«KpOBABO¥» TMapey T0JDKHBI HACTOPOXKUTH Bpada B otHomennu ['YC [2, 23].
I'YC HaunHaeTcst BHE3aITHO U XapaKTepU3yeTCs TUITMYHOW KOMOMHAITUEH MPU3HAKOB!
- T'emonumuueckas anemusi; ypOBEHb TEeMOTNIOOMHA y OOJBIIMHCTBA JETEH MpH
rocnuranu3anuu oeBaer <80 1/, uMmerorcs mm3ouTh (2-10%), 70% Hyx)matoTcs B TpaHchy3un

KpOBH.
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- Tpomboyumonenus (npuGmmsurensao 50000 — 70000 x 10%1) He sBistercs
JOCTaTOYHO BBIPAXKCHHOW, 4YTOOBI BBI3BAaTh KPOBOTECUEHUS B OTCYTCTBHE XHPYPTHUECKHX
BMEIIATENBCTB, XOTA Y HEKOTOPBIX JETel MOSIBISETCS KOKHBIN reMOpParnuecKuil CHHIPOM.

- Jeiikoyumosz Gonee 20000 x 10%1 B Tmxensix cayuasx ['VC sBisercss 4acToit
HaXOIKOM.

- Ocmpas noueunas HeOOCMAMOYHOCMb C TIOBBIIICHHEM YPOBHS CBIBOPOTOYHOTO
KpeaTHHMHA U MO4YEBUHBI. [IpHONM3NTENHHO TOJIOBUHA MAIMEHTOB MMEIOT TSDKENIYIO OJNUTYPHUIO
unu anyputo, 50-60% HyXIDaloTcs B OocTpoM nuanuse. [Ipy Hanmmuuum XOTh KaKoOTO-HUOYHAb
KOJIMYEeCTBA MOYHM MOCTOSHHO ONPEACISIIOTCS MHKPO- WM MaKporeMarypust U MpOTCHHYPHSL.
[lockonbky aHypusi IHArHOCTUPYETCS C  ONO3JaHHMEM, TMAlUECHTBl JIETKO  CTaHOBSTCS
THIICPTUAPATHPOBAHHBIMY, TTO3TOMY MEepBbIMH TPOsiBieHUIMU ['YC MOTyT ObITh THIIOHATPEMUS U
THIIEPBOJIEMUS C apTepUalbHON TUIlepTeH3ueld. B apyrux ciydasx oTmedaercsi 00€3BOKEHHOCTh
W3-3a IWAPEd W PBOTHL. YPOBEHb CHIBOPOTOYHOTO KalWs, KOTOPBIA CHa4ajga MOXKET OBITh HU3KHM
M3-32 KUIICYHBIX MOTEPbh, OBICTPO MOBBIMIAETCA. JacTo OTMEYaroTcs anuno3, TUIOKATbIUEMHS,

runepdocdaremMust ¥ TUIEPYPUKEMHUSL.
- K axcmpapenanvnvim nposgnenusm oOTHOCATCSL:

- THopascenue yenmpanvuoti nepsnou cucmemst (LIHC), xoTOpOe siBIIsIeTCs OCHOBHO#
MPUYMHONW CMEPTH, OTMedaeTcs mpuomm3uTensHo y 20 % nereil. YacThIMU CHMIITOMaMU SIBIISIFOTCS
(doKanbHBIE WM TEHEPAIN30BaHHBIE CYJOPOTH, CTPUAOD, HApyNICHHWE CO3HAHHA. BO3MOXKHBI
TeMHUINapecTe3nsi WM TEeMUIIErHs, KOpPKOBas CJernoTa, KOMa, HHOrja jerepebpanus c
BOBJICUEHHEM CTBOJIA TOJIOBHOTO Mo3ra. B Hauane pedynpratel KT nnmu MPT ckanupoBanus MoryT
OBITh HOPMAJIBHBIMU WJIH BBISIBUTH YYaCTKH MOHWKEHHOH TUIOTHOCTH. B ciydae orpaHuueHHOTO U
00paTUMOTO UIIEMHYECKOTO TOPaXXEHHUs, BOZMOKHO TOJTHOE BOCCTAHOBJICHHE HEPBHON CHUCTEMBI.
Huddyszabie muO0 NOKaIM30BaHHBIE B CTBOJIE MO3Ta HEKPOTHUYECKHE U3MEHEHUS] MOTYT IIPUBECTH K

CMEPTH WU TSHKEJIBIM HEBPOJIOTHYECKUM MOCIeACTBUsAM [4].

- CepnesHoe MopaxeHue 24CENYOOUHO-KUUUEUHO20 mpaxkma OTMEYaeTcs
npuOan3uTensHO y 10% ManneHToB M XapaKTepU3yeTcs: TSHKEIBIM TeMOPpParndeckKuM KOJIUTOM C
TIOCTOSITHHOW MEJICHOM, OOJIIMH B JKMBOTE, PBOTOH, COCTOSHHEM YAaCTHYHON HEMPOXOIUMOCTH;
peke HaOFOAaeTCsl TOKCHMUYSCKUH MErakojIOH, MHBarvHaius, nep@opaius TOJCTONW KHILIKUA HJIH

BBIPa)KCHHBIN HEKPO3, BTOPUYHBIN CTEHO3 TOJICTON KHUILIKH.

- OTek noodoiceny0ounotl dcenezvl TPU YIHTPA3BYKOBOM HCCIICIOBAHUU B COUYECTAHUU C
TIOBBINICHUEM YPOBHS aMUJIa3bl M JIMIA3bl OTMEYaeTcsl y mpuom3uTelbao 10 % namuenTos. Peako
pa3BHUBaeTCs HEKPOTU3UPYIOLIUM naunkpeamum. B pe3ynbraTe HEKpO3a OCTPOBKOBBIX KIIETOK
BO3MOXKHO Pa3BUTHE TPAH3UTOPHOIO WJIM IIEPMAaHECHTHOI'O HHCYJIMHO3aBHCUMOTO CAXAPHO20

ouabema.
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- Hopasicenue neuenu otmeuaercs y 40%, mnposiBisieTcss remaroMeranued u

TOBBIIIEHUEM YPOBHA TpaHCaMHWHA3 U UMEET OTHOCUTCIIBHO Z[O6p0Ka‘leCTBeHHOC TCUCHUC.

- Cepoeuno-cocyoucmoie ocnodicHeHus: (3a UCKIIOYEHUEM CeplIeYHOH HEAOCTaTOYHOCTH
B pe3yJbTaTe THIEPBOJIIEMHHN W THIIEPTEH3HMH) BCTpeUaroTcsl peako (2%) W BKIIOYAIOT HIIEMHIO

MHOKap/ia C CePIEYHON HEJOCTATOYHOCTHIO, ApUTMHIH, MHOKAPIUT WIH TAMIIOHAITY CEpAIIA.

QI/IQFHOCTHKQ

OCHOBHBIMH HCCIIEIOBAHUSAMU JJTS1 OATBep kK AeHNs THmaHOTo ['Y C gBmstoTes:

1. OOmumii aHanu3 KPOBU — aHEMHSI, TPOMOOITUTOIIEHSI, 00HAPYKEHHE IIU30ITUTOB B Ma3Ke

2. broxuMuYecKkwii aHanM3 KpOBH — KpEaTHMHHWH, MOYEBHHA, JakTataeruaporeHasza (JIIAD),
OmTMpyOHH, TpaHCAMHUHA3HI, SJIEKTPOIUATHI

3. Peaknnsa Kymbca

4. C3 u C4 KOMIIOHEHTHI KOMILIEeMeHTa i uckiatouenns al'yYC
BakTepuosorniueckoe /MM CEpOJIOTUYECKOE MCCICIOBaHMe Kaia ais BbisaiaeHus STEC-
WHEKINH

[Ipoure mabopaTOpHbIE M MHCTPYMECHTAJIbHBIC WCCIICOBAHUS HA3HAYAIOTCS MCXOIs U3

KJIIMHUYECKON CUMIITOMATHUKU M HEOOXO0AMMOCTH JudepeHImanbHON TMarHOCTHKH C TEM HIIA HHBIM

3a001€eBaHUEM.

Jleuenne I+ T'YC
Kpaiine HeoOxoauMo cBoeBpeMeHHOe noateepxkacHue pakra STEC-undexuuu u onpeeneHue

OCHOBHBIX MPH3HAKOB TPOMOOTHYECKON MUKPOAHTHOMATHH, TIOKa3aTeNell a30TEMHH, JIEKTPOJIUTOB U
OCHOBHBIX BUTAJIBHBIX IIapaMeTpoB. [Ipy pa3sBUTUM OJIUTYPUM CIEAYET NPELYCMOTPETh BO3MOKHOCTD

Havana auanusa [2, 20].

Koppexkiust BOTHO-2JIEKTPOIUTHOrO 0OMEHA

Heobxomum pacder >KUAKOCTH C €€ OrpaHMYeHHWEM NpU TUIEepruipaTalud, U HAoO0OPOT, C
KOMIIEHCAllEN MOTEepPh CO CTYJIOM, PBOTOH U COXPaHEHHOM AMYpE3€, TaK Kak JerujpaTanus MOKET
yCyryOuTh MIIEMHYECKOE MOBPEXIEHHE MOYEeK W APYrux opraHos. [lpu3Hakamu rumepruppatanuu
MOTYT OBITh YBEIMYCHUE MACCHI TeNa, apTepHaIbHasi THIEPTEH3US, OTEKH, THIIOHATPEMHSI.

[lonmbiTkM TpUMEHEHUs] BBICOKUX 103 (ypocemuna (2-5 MI/KT) peAKO MO3BOJISIOT IOCTHUYb
s¢dexTa, paBHO KaK M THIIOTEH3WBHAs Tepanus NepuepuvyecKuMH Ba30AWIATATOPaAMH, MO3TOMY
NpeanoYTeHHe OTAAeTCS AHajiu3y, OCOOCHHO NpPH HAIMYMKM BBIPAKEHHOW THUIEPKAIHEMUH U
MeTaboIMUEeCKOro aIu03a, KOPPEKIHs KOTOPHIX BBEIACHHEM DPACTBOPOB OMKapOOHATa M TIIFOKO3BI

MOJKET yCYTyOUTh THITEPTHPATAIIHIO.

[uTanue: nuTaHve, TaKXKe Kak U BOJAY, W 3JIEKTPOJIUTHI Jy4Ille 00eCIeunBaTh MepOpaibHO, IPH

HEO0OXOMMOCTH 4epe3 KelyJouHbId 30H1. KonmdecTBo kamopuii n 6enka momkHO coctaBuTh 100 %

13



OT PEKOMCHIOBAaHHOW CyTOYHOW moTpeOHOCTH. HeoOXoamMocTh B IMapeHTEPATLHOM ITUTaHUH
BO3HHKAET B CIIyYae MPOJA0JDKAIOIIUXCS PBOTHI, TUAPEH U CUMIITOMOB KOJIUTA.

[lepenuBanne KpOBU: SPUTPOLIMTAPHYIO MacCy BBOIST MpU YpOBHE TeMoriioOnHa Hinke 70 1/1.

C uenbio npenoTBpaiieHust aHTH-HLA uMMyHH3aIMH peKOMEHIyeTcsl TPaHCDY3HIO TIPOBOIUTE Yepes3
crienuanbHbie GUIBTPBI (3aASPKUBAIOIINE JICUKOIMTHI U TPOMOOUUTHI). [IpH OTCYTCTBUH CEphE3HBIX
KPOBOTCUCHUI ¥ TOKAa3aHWN K HMHBA3UBHBIM MEPOMPHUATHAM (yCTAHOBICHHE IEHTPAIBLHOTO HIIN
MEPUTOHEATBHOTO KaTeTepa, abJOMUHAIbHBIC XHPYPIUUSCKUEC BMELIATEILCTBA) HET HEOOXOAUMOCTH
BO BBEJCHHH TPOMOOLMTApHOW Macchl. boiiee TOro, BBeICHHE TPOMOOIMTOB MOXKET YCYI'yOHTH
MPOoILecC TPOMOOOOPaA30BaAHMSL.

Jluanus: HEOOXOJMMOCTh JHaiM3a ONpeessieTCss B IEPBYI0 OYepelb HaIUYHeM WIIH
OTCYTCTBHEM OJUTypHH. Jluanu3 (0OBIYHO TEPHUTOHEATBbHBIA C MmoMormibio Katerepa Tenchkoff)

JKeJaTelIbHO Ha4yaTh JO PA3BUTHS OCIOXKHEHUN OCTPOM MOYEUHON HETOCTATOYHOCTH.

Tepanusa ocIoXKHEHUH

Jetn paxe ¢ yMEPEHHBIMU HEBPOJIOTHYECKMMM CHUMITOMAaMH HYXIAIOTCS B MPHCTAIBHOM
HaAOJIONEHNH M YacThIX HCCIIEAOBAHMAX, HEPEIKO B OTAEICHUM MHTCHCHBHOM TEpaluy: yXyALICHHE
MOJKET Pa3BUThCS CTpeMHUTENBbHO. [y obecnieueHns CBOEBPEMEHHOI'O OIIEPAaTHBHOTO BMEILATEIbCTBA
npu neppopalui/HeKpo3e KHUIIEYHUKA WM BTOPHUYHOM CTEHO3€, B BEACHUHM NalMEHTa JOJDKEH
ydacTBoBaTh XUpypr. llpu Hamumumu caxapHoro nuadera HE0OXOIUMa WHCYNHMHOTEpanus. Y nerei ¢
KapAuOMeTa e W CeplAeYyHOM HEeJOCTATOYHOCTHIO PEKOMEHIYeTCS TIIATENbHBII MOHUTOPHHT

CEpAEYHOM eI TENBHOCTH.

Cuennduyeckas Tepamnus

Her nokazanHoro BapmaHTa Tepamuu, CriocoOHOro moBnusaTh Ha Teuenue J+ I'YC. I'emapun,
TPOMOOJIMTHKH M aHTHArPETaHThl, CTEPOHIbl U cBexxesamopoxkeHHas TuazMa (C3II) He umerot
CyIIeCTBEHHOTO 3 dexTa. B Tskensix ciaydasx, ocodeHno npu nopaxennu LIHC, npoBoasT 3amMmeHHOE
nepenmuBanue 1iasmel  (3I0I1). Ilenpto  sBisiercss  ynaneHue  (akTOpOB — CBEPTHIBAHHS U
TpoMO00Opa3zoBaHus U 3ameleHus ¢ nmomorpto BBefeHus C3I1 moTeHIMANBEHO MOJIE3HBIX BEIIECTB,

T'JTaBHBIM 06p a30M aHTI/ITpOM6I/IHOB.

TDaHCHJ’IaHTaL{I/IH IMOYKHU: PUCK Pa3BUTHA BO3BPATHOI'O I[‘l' I'VC nocne TPAaHCIUIaHTAllUXU TOYKH

OTCYTCTBYCT. H606XO,E[I/IMO O6CYZ[I/ITB BO3MOKHOCTb TpPAHCIUIAHTAUU OT KHUBOTO POACTBCHHOI'O
AOHOpa. L[I/IKJ'IOCHOpI/IH HC IMMPOTUBOIIOKA3aH. Ha ocnoBanun aHanuza TeucHHUs 3a00JICBaHHS JOJIKCH
OBITh WCKIIIOUYEH ATHIHYHBIHA FYC, Inpu H606X0,E[I/IMOCTI/I OyTeM MOJICKYJIAPHO-TCHETUYCCKOT'O

uccienoBanus [2, 7].
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IpenorBpamenne uHuuupoanusa STEC u npoduaakruka pazsurusa I'YC

Cnemyer 03HAKOMHTH pOAWTENEH MAaNCHBKUX JeTell ¢ TpaBWiIaMH IPEIOTBPAIICHHUS

xontamuHaruu STEC:

- pyOneHas ToBAOWHA AOJDKHA OBITH XOPOIIO TPOKapeHa 0 MPHOOpETeHHs Ha pas3pese
CEepOTO IIBETA;
- JIeTH 10 3 JeT He IOJDKHBI yIOTPeOJIATh HEMacTePU30BaHHBIC MPOAYKTHI (MOJIOKO, CBHIp,
(PYKTOBBIE COKH);
- JI0 TIPUTOTOBJICHUS TMHUIIH, OCOOCHHO MOCJE MAHUIYJISAIUNA C PYOJICHHOW TOBSIMHOM,
HE00XOMMO MBITh PYKHU,
- JeTH, KOTOPBIE IPUKACAIINCEH K KPYIIHOMY POraTtoMy CKOTY U APYTUM KUBOTHBIM, JOJIKHBI
BBIMBITh PYKH U YMBITHCS [IOCJIE 3TOT0, & TAKIKE IIEPEL €I0H;
- N TpeNoTBpAlleHHs KOHTAMHHAIIMKA MfCa KHIICYHBIM COJEPKUMBIM HEOOXOINM
KOHTPOJIb yOOs ckoTa. BaxkeH HaliekaImii Haa30p U yX0/Jl 38 CUCTEMOM BOJAOCHA0KEHHUS;
MHoro4uciaeHHbIe HUCCICIOBaHHUA IIOKa3aJld, 4YTO aHTI/I6I/IOTI/IKOTepaHI/IH B INCpUOa Oguapeu
yBenn4uBaeT puck pasButus ['YC, BO3MOXKHO B CBSI3U ¢ OCBOOOXKICHUEM IIIUTATOKCHHA B PE3yJIbTATe
nmusnca Oaktepuii. TemM He MeHee, 3TOT PUCK TOKa HE J0Ka3aH. HeT enuHOro MHEHUs B BOIpPOCE,
HCO6XOI[I/IMO JI1 Ha3Ha4dYaTb aHTI/I6I/IOTI/IKI/I, HE BBI3bIBAIOIIINEC 6aKTCpI/IaJII)HLII\/'I JIN3HUC, TaKHC KakK

Makpouab! (a3uTpoMuIH) cuocam nanuerToB co STEC nozutusHbeM ['YC.

IIporuos

CmMmepTHOCTB, B OCHOBHOM B pe3yibrarte nopaxenust LLHC, B 2000-e rr. cocrasisuia 1-5 %.

B OGonpmmHCTBE ciydaeB B TeuyeHHE MEHee 4deM | - 2 Henmenb HCUe3al0T I'eMOJUTHYECKas
aHeMusl M1 TPOMOOLIMTONIEHHSI, HOpMau3yeTcs auypes. HecMotpst Ha 310, B cpeHeM B TeueHue 4 mec.
KaTaMHECTHUYECKOTo Habmroaenus mnpubnusutenbHo 10 % nmereit mocturator tepmuHaibHONH XITH.
XITH wmHOrzma pasBuBaeTCs YK€ B OCTPOH CTaguM IOCIE TPAaH3UTOPHOTO YAaCTUYHOTO YIyYLICHUS
¢yHkumu mnoyek. B nomonmHenue, y 25% pgereidl oTMeyalrOTCS OCTATOYHBIE W3MEHEHHUS IOYeK:
CHIDKeHHE KiyOoukoBoi ¢umnbrpanun 70 - 80 mu/mun/1,73 M2, runepTeH3us Wiu npoTenHypus. K
(akTOpaM pUCKa MEPMaHEHTHOTO IMOPAXKEHHUS MMOYEK B OCTPOM CTaJWU OTHOCSTCS: HEOOXOAUMOCTH B
remMoipanuse Ooinee 5 THEH, JUTHTENLHOCTH OJIMTOaHypun Oosee 10 HEH, KOJHMYECTBO MOJTMHYKICAPOB
> 20000 x 10%n, mopaxenne ITHC, Tskenmbie Kuurednble ocnoxeeHmst [4]. Y GompmmHCTBA

nanueHToB 3Toi rpymnsl yepe3 20 - 30 set pa3BuBaercs tepmuHanbaas XITH [2, 21].

I'YC B pe3yabrate undexuuun Shigella dysenteriae Tum 1
Shigella dysenteriae Tun 1, npoayrmpyromas UTaTOKCHH, SBJISIETCS OCHOBHO# mpuunHoit ['YC

B JHJIEMUYECKUX PETMOHAX, TakuX Kak banrnmanem wim Adpuka. Otot Tan ['YC nporekaer Tsokenee,

yem STEC-T'YC. B 20% ciydaeB oTMedaeTcsi 0akTepueMusi, 4acTO C Pa3BUTHEM CENITHUYECKOTO MIOKa
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U BHypHCOCYOHCTON Koarymanud. CmepTHOCTh Koiebierca B mpenmenax 20 - 40%. Y 40 %
pasBuBaercs XIIH, koropasi B TeUueHUE HECKOJIBKHMX JIET JOCTUTAaeT TEPMHHAIBHON cTaauu. PanHee
Ha3HAYCHHE aHTUOMOTHKOB (11e(hajoCIIOPUHBI 3 TTOKOJICHUS WU XHMHOJIOHBI) CHIDKAIOT PUCK Pa3BUTHS

I'YCy nereit, unpunuponannbix Shigella dysenteriae tum 1 [2].

I'YC, BTOpMYHBII 10 OTHOIICHUIO K Streptococcus pneumoniae
Brinenstor ocobyto dopmy ['YC, koTopblii pazBUBaeTCsi HEMOCPEACTBEHHO MOCe WHPEKIUH

Streptococcus pneumoniae (MHEBMOHHS W/WIM SMIHMEMa M MEHUHrUT) [5], B OCHOBHOM y jaereid
mutaamre 2 net [1, 9].

Mexanm3m passutusa 310 Qopmbl ['YC ocoOennwiii. Helipamunmpaza Streptococcus
pneumoniae arakyer N-aleTHIHEHPAMHUHOBYIO KHCIOTY MOBEPXHOCTH KJIETOK, OOHAaXas MPH ITOM
KpHUIITaHTHIeH (XonomoBoi) Thomsen-Friedenreich (T-anTuren) - KOMIOHEHT KJICTOYHBIX MeMOpaH
SPUTPOLUTOB, TPOMOOLMTOB, SHIOTEIHAIBHBIX KIETOK KIyOO4KOB. Y dYeJOBEeKa HMEIOTCS
€CTECTBEHHBIC aHTHTENa K T-aHTUTeHy, KOTOpble NPHUBOAMAT K AarrjlOTHHALMHA 3PUTPOLUTPOB M
3aIyCKy IPOLIECCOB, MPHUBOAAMKX B urore K passuthio ['YC. Ilpn mMHEBMOKOKKOBOW WH(EKITUH
MOJIOKUTENbHBIA TECT Ha T-aKTUBAaLMIO CBUACTEIBCTBYET O MOBBIIIEHHOM pucke pazButus ['YC.
[Ipsmoii Tect KymbOca o0pgHO Tarkke mo3uThBeH. CMEpPTHOCTh, B OCHOBHOM OOYCIIOBIIEHHAs
MEHHMHIUTOM, cocTaBisier nmpudnusutenso 10 %. Hpyrue 10% ObIcTpo yXOAST B TEPMUHAIBHYIO
MOYEYHYIO0 HE0CTaTOYHOCTh, 20% HMMEIOT OCTaTOYHBIE SIBICHUS — HapyLIeHHWE MOYEeYHON (QYyHKIHH,
TUIepTeH3uio (5).

BBenenue mina3smMbl M HE OTMBITBIX SPUTPOLIUTOB IMPOTHUBOINIOKA3aHO, TOCKOJIBKY OHH COJEpXKat
autu-T IgM anTHTena, xoTopble MOryT crpoBolmpoBarh peuuauB ['YC. OraenbHbie paObOThI
CBHJICTENLCTBYIOT 00 3(ddexTrBHOCTH 3ameHHoro nepenuBanus miasmel (3III1) ¢ mociemyromum

3aMelIeHNEeM allbOYMHHOM.

Hetn, nepenecmine ['YC HyXIaroTCs B JUIMTETLHOM TOCIEAYIOIIEM HAOIIIOJCHUH, TTOCKOIBKY
MIEPBUYHOE ITOYEYHOE IOBPEKJCHHE MOXKET BBI3BATh CTOWKYIO MpoTenHypuio, cHkeHue CKO,
apTEepUALHYI0 THIEpTeH3HI0. J[BaXKIbl B KOJ PEKOMEHJIYyeTCS KOHTPOJIb TOYEeYHBIX (YHKIUI
(kpeatunuH, pacuerHas CK®d), oOmuii ananu3 kpou ¢ TpomOormramu. [Ipu noctmxennn XITH
pelIeHre Bompoca O €€ MOCHHIPOMHON TEPAIliy ¥ Ha4aJie 3aMECTUTENBHOM MMOYeYHON Teparum.

[loBTOpHBIE TOCIMTANM3alMA IOKa3aHbl B OCHOBHOM TP IPOTPECCHPOBAHHMU IOYEHHOM

HEAOCTATOYHOCTH.

ATUIIUYHBIN I'YC

Omnpenesienne

O6menpuszaandoro omnpeaenenus al YC e cymectByer. OMHO W3 MMEIONIUXCS TJIACUT, YTO

al'YC »sro I'YC 06e3 comyrcrBytomieii Oone3nu. Ilom comyTcTByromiedi 00JIe3HBIO TOHUMAIOT
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reMoKonuT, BbI3BaHHBIN STEC-uH(exnneil, MHeBMOKOKKOBYIO NMHEBMOHHUIO, CHCTEMHYIO KPacHYIO
BOJTYaHKY, TPOMOOTHYECKYI0 TPOMOOLMTONICHUYECKYIO IypIypy, HAacJeICTBCHHbIC HapyIICHUS
oOMeHa KoOalaMyHa, HEXKeIaTelbHOEe TOKCHYECKOe BO3ACHCTBHE JICKApCTB Ha SHAOTEIHH W Ipyrue
MAaTOJIOTUYECKUE COCTOSIHUS, CIOCOOHBIE BBI3BaTh TMA.

B Gonee y3xom u TpaautmonHom noHuManun al'YC sto I'YC, onmocpenoBanHblil AUCHYHKIUEH
CHCTEMBI PETYJISIMY KOMIUIEMEHTA C HEKOHTPOJIUPYEMOil aKTUBALIUCH ero ajJbTepPHATUBHOTO MyTH [2,

17, 19].

INMUIEMUOJIOTHS

ATUnMUYHBIA BapuaHT coctaBisteT 5-10% ot Beex ciyuaeB I'YC y neTeil 1 B OCHOBHOM SIBJSIETCA
CIIEICTBHEM HapyIIEeHUs pEryJslud CHCTeMbl KomIuieMeHTa. OTAeNnbHBIE penKHe ciaydau y
MIIAJICHIIEB SIBJISIOTCSl PE3yJbTaTOM HACIIEACTBEHHOW aHOMAIWW BHYTPUKJIETOYHOTO MeTabosm3Ma
kobamamuHa (ButamuH B12) (merwimanonosas armaemus) [13]. Ilo maHHBIM — pa3IUYHBIX

rccienoBannii pacrpoctpaneHHOCTs al Y C konebnercs ot 1 10 7 cirydaeB Ha 1 MITH. HaceneHHS.

ITHOJIOTUS M HATOreHe3

CucremMa KOMIUIEMEHTA U €€ PETYIISINS

Cucrema KOMIUIEMEHTa SIBIISIETCS OCHOBHBIM (DaKTOpPOM 3aIUTHI OT MHKPOOpraHu3moB. [Ipm
HOPMAQJIBHOM pPETyISIMM aKTHBAlMs KOMIUIEMEHTA CIenn(pUUYecKd HaIlpaBleHa Ha MOBEPXHOCTD
MHKpO0a, OJHAKO MOJABISAETCS HAa MOBEPXHOCTH KIETOK Xo3siuHa (pucyHok 1). Ilpu aktuBauuu
KOMIUIEMEeHTa obOpasyercst kouBepraza C3bBb, kortopas mpuBomut k mpespamienuto C3 B C3b. B
pesyibTate MpoMcXomuT oTioxkenne C3D Ha mNOBepXHOCTH MHKPOOOB (ONCOHM3AIMA), |
bopmupoBanre MmemoOpanoatakyromiero komiuiekca (MAK umu C5b9), koTopsiit MpUBOAMT K JTH3HCY
MUKpPOOHOW KieTkr. Ha MOBEepXHOCTH KIIETOK XO3SMHA 3TOT MPOIECC CTPOrO KOHTPOIUPYETCS
OeKaMU-perysiTopaMu, K KOTOPBIM OTHOCSTCS: KomIuieMeHTapHblit haktop H (CFH), daxrop | (CFI)
u CD46 wium MCP (memMOpaHHBI KO(AKTOPHBIA MPOTEHH, HE NUPKYIUPYIOUIMHA T[POTEHH,
3aKpEIUICHHBIH Ha MOBEPXHOCTH KIETOK). JTH 3 (dakropa, AeHCTBYsS coo0Ia, MpeaoTBpaIIaloT
aktuBaimioo u aenosuiio C3b Ha kierkax. Myrtammu 3TUX OCNKOB MPHBOIAT K yTPaTe 3al[HThI
SHJIOTEIHANBHBIX KJIETOK OT TOBPEXKICHUS KOHEYHBIMH MPOJYKTAMH aKTHBAIUM allbTCPHATUBHOTO
MyTU KOMIUIEMEHTa. MHBIMU clI0BaMU, HapyIIaeTcs MPOIece MOAaBICHUS N30BITOYHON aKTHBHOCTH
CHCTEMBl KOMIUIEMEHTa, 4YTO TPUBOJWT K peallM3alliy IOBPEKIAIONIET0 JICHCTBUS KOHEYHBIX

MPOIYKTOB €r0 albTEPHATUBHOTO MyTH Ha KJIETKH SHI0TEHs ¢ passutreM TMA [2, 5, 15, 19].

al'YCu MyTaluH pEryJIATOPHBIX 0eI0B CUCTEMBI KOMIIEMEHTA

al'VC accouunpyercs ¢ myrauusmu CFH y 20-25 % naunentoB, MCP y =15 % u CFl y =10 %.
Mytauun ¢pakropa B (CFB) BcTpeuatotcs kpane peako (1 %), B To Bpems kak myTtauuu C3 ¢pakunn
KOMILIeMeHTa BcTpedatoTest y 10% manueHToB. Peaxumu sIBISIOTCS MyTallMy reHa TpOMOOMOIYJIHHA

(THBD). IlpubmuzurensHo 10% pereid MMEIOT codyeTaHHble MyTanuu. B momomnenue, 10% npereit
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HMEIOT IIpHoOpeTeHHbIH pyHKinoHanbHbd Aeuuutr CFH B cBs3u ¢ Hamuunem antu-CFH anTHTeNl.
Tonbko 30 % al'VC ceromHs He HAXOIUT JOJDKHOTO OOBSICHEHUS C MTO3UIUH MOJICKYISPHON reHETHKH

[6, 7].

[poBormpyromue dhakropel. HekoTopsie nHbEKINN (BEpXHUX ABIXATEIBHBIX IMyTEH, TUXOPaJIKa,

TaCTPOAHTEPUTHI) 3amycKaroT mHepBblid smu307 ['YC U peuuauBbl HE3aBUCUMO OT T€HETUYECKOTO
BapuanTta y 2/3 mamuentoB. Juapest npoBouupyetr al' YC y 1/3 manueHTOB, 9YTO WHOT/AA 3aTPyIHSACT

muppepermanuro ¢ I+ I'YC (tumuuneiv) [2, 16].

Cewmerinplii  wiu cnopaaundeckuii al YC HocuT ceMelHbI xapaktep (CHOCHI, POIUTEIH,

0alyImKN W JeAyIIKH MMEIOT 3a0ojeBaHue) y npubiamsurensHo 25% OonbHbIX. HeorsaromeHHsIi
CEMEHHBI aHaMHe3 He HCKII0YaeT BO3MOXXHOCTH TEHETHYECKOW mepenadn 3aboneBanus. Jlummib

IOJIOBMHA HOCUTEIICH MyTallii B CEMBE B TECUCHUE )KU3HU UMEIOT MaHI/I(I)eCTaI_[I/IIO 3a00JIeBaHUs.

Kannanuyeckue nposBiaenus al'YC

Bospact. Ouens paHee Havano (Jake B MepHOJle HOBOPOXACHHOCTH) XapakTepHo mist al YC,
ceszanHoro ¢ myrammsimu CFH u CFl (cpemmmii Bo3pact 6 mec. u 2 Mec. - COOTBETCTBEHHO).
Hao6opot, npu myraunu MCP 3aboneBanue Bcerna HaumHaercst nocine 1 roma. Bapuantsr al' VC ¢
HEMJIEHTU(HUIUPOBAHHBIMU MYTAlMsIMA MOTYT HauyaTbcs B JroOoMm Bospacte. AHTH-CFH anTnTena
Yale 0TMEYaroTcs OMXKe K HOAPOCTKOBOMY HIEPHOY.

B menom xmmuuueckue mnposieienuss al YC ananormyabl TakoBeiM mpu STEC-T'YC 3a
WCKITIOYEHHEM pEIUIMBUpYIOLIero xapaktepa TMA, BBISBISEMOr0 MIPUMEPHO Y YETBEPTH OOJBHBIX U
0O0JIbIIEr0 TMPOIICHTA MAlMEHTOB, JIOCTUIAIOIIUX TEPMUHAIBHON CTaAMM XPOHUYECKOW MOYCUHOM

HEJIOCTaTOYHOCTHU B UCXO0/Ie TiepBoro smu3oaa al'YC.

JInarmoctuka al'YC

ITockoIbKY €TMHCTBEHHBIM OTIMYHUEM, TTO3BOJISIONINM 3aIl0I03PUTh aTUTNIHBI BapuanT ['YC
SBIIIETCS OTCYTCTBHE TEMOKOJINTa B TPOIPOME 3a00JIEBaHWSI, a B pslie CIydaeB AWapes MOXKET
OKa3aThCsl «IIPOCMOTPEHHOM», W HANPOTUB, 0KAa3aThCs MPOBOLMPYIOMIUM (hakTopoM MaHubecTal|u
al'VC, BceM mamueHTaM IOKa3aH KOMILUIEKC HCCIieIOBaHUH, pekoMeHnmoBaHHbIX mpu STEC-I'YC.
JIOTIOJIHUTEIIbHBIC WCCIICAOBAHUS BBIMOJIHAIOTCA B pamkax auddepeHInanbHON TUarHOCTUKH HHBIX

npuanH TMA (cMm.HIKeE).

JuddepenunaanLuas guargsocruka al'yC

I/ICXO,Z[H U3 OHNpeACiICHUA aFYC, JJid IIOCTAHOBKHM €ro AuarHosa y pe6eHKa JOJIKHBI OBITH

UCKJIIOUEHBI Npouue NpuuuHbl pa3sutusi TMA, B nmepByto ouepenp — JA+I'YC (noctaumapeiinsiii). B
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psne ciaydaeB B aebrore al'YC Takke oTmeuaercst quapesi, MOITOMY HEOOXOIMMO CBOEBPEMEHHOE
uckmoueHne STEC-unpekmu, paBHO kak u uHpekuun Streptococcus pneumoniae.[3, 12, 16]

[loMumoO 3TOrO CleAyeT HCKIIOYUTh CHCTEMHYIO KpacHyl BoidaHky, BUY-undexnmrio,
uHdpexnmo Bupycom HINI, npenmecTByromyto 3mokadecTBeHHyI0 runepronuto, HELLP-cunapom y
POXEHHUIL, MpHEM JIeKapcTB (LMKIOCIOPHH A), METWIMAIOHOBYIO AallMIYpPHIO KaK BO3MOXKHBIC
npuunabl TMA (Ipunoxenue 1).

Ocoboe BHUMaHHE CJeqyeT YACTUTh UCKIIOYEHHUIO TPOMOOTHYECKOH TPOMOOIHUTONECHUYECKON
nypaypsl (TTII). Heobxomumo wuccnenosanue ¢(akropa ADAMTS 13, oTBercTBeHHOro 32
WHakTHBaLuI0 QakTtopa BumneOpannma y Bcex OonmbHBIX ¢ KapTHHOW TMA, BBIpaKeHHBIH AeHUIHT
kotoporo (ADAMTS 13 < 5 % ot HopMmBbI) ipuBoIUT K onpeaenenHoi ¢Gopme TTII. Knuauveckn
TTII u I'VC umeror MHoro cxogHoro. ¥ aereil TTII yamie HOCUT BPOKIACHHBIA XapaKTEp U CBSI3U C
HacyencTBeHHBIM NOMHBIM neduiutoM ADAMTS 13. Ilpuobpetennsie GopMbI B pe3yabTaTe HaTHIus
antu anti-ADAMTS 13 anruren, y aereii BCTpeyaeTcs HCKIIOUNTENbHO peako. s TTII xapakrepHO
NpeBATMPOBAHNE HEBPOJIOTUIECKON CUMIITOMATHKH NIPH YMEPEHHOM HAapYIICHUH (DYHKIIHH TTOYCK.

Pexomenmyercsi mccieoBaHie ypoBHsS aHTUTEN K (akTtopy H KomIuiemMeHTa, HOBBIIIEHHOTO
IpU aHTHTEN0-0omocpenoBannoi popme al' YC [11, 16].

[TockonapKy MHOTHE MyTallMM CKOpee BEAyT K HapyHmIeHUI0 (QYHKIHU OCIKOB CHCTEMBI
KOMIUTIEMEHTa, HeXeITM K M3MEHEHUIO X IUIa3MaTH4eckoil koHneHTpamuy, yposeab CFH, CFl, C3 u
CFB moxeTr ocTaBaTbCs HOPMAJIBHBIM J@Ke NPH HaIWYud MyTanuid. Cam jke MOJISKYJISPHO-
TeHeTHYeCKHH aHaJIN3 TpeOyeT 3HAUYMTEILHOTO BPEMEHH U TIOJIyYEeHHUE €ro Pe3yIbTaToB B OCTPOi (ase
3aboJieBaHUs IPAKTHUECKU HepealbHo. BmecTe ¢ Tem, OH KpaifHe xeaTesieH B Ipoliecce HaOmoaeH s

3a OOJIbHBIMU JIJIs1 OTIPEICTICHUSI CTPATET Uy UX JIOJAroCcpouHoit Tepanuu [3, 16].

Jleuenne al'YC
Ilmasma

Bregenne C3I1 momroe BpeMsi OCTaBajoCh IEPBOM JIMHWEW Tepamuu. TeM HE MEHee, ee
3G GEKTHBHOCTh MO JAHHBIM PETPOCHEKTUBHBIX HCCIICJOBAaHMA HE TPEAOTBpAINACT pa3BUTHE
tepmuHanbHoi XITH. C3II1 sBasiercs ucrounmkom HopMmanbhHbix CFH, CFl, C3 u CFB, a Tarke
OOJIBIIIOTO KOJMYECTBA JAPYrUX (YHKIMOHANBHBIX OenkoB. C TOMONIBIO MIa3MaoOMEHOB yIIAIISIOTCS
myrtantHeie CFH, CFl, C3, CFB u antu-CFH anrturena. IlpensapurensHoe ynaneHue Mmia3Mbl IpU
31111 npenoTBpamaeT rUNEPBOIEMHUIO U PUCK PAa3BUTHS CEPACYHON HEAOCTATOYHOCTH B pe3yibTare
BBejicHUs Oombinoro konmuectsa C3I1 [2, 10, 16].

[Inasmatepanus >¢¢dextuBHa B Hambospiend creneHn npu mytauusx CFH. Ilpu myrtammsx
MCP »ddexTuBHOCTS TIa3MaTepanui MPaKTHUYECKH OTCYTCTBYET, TaK KaK KOJUPYEMBIH Oernok

OKCIPECCUPYCTCA HA KIICTOYHBIX MeM6paHax, TO €CTh B TBCpI[Oﬁ (1)3,36, a HC B IUPKYJIALIWU.
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[IpeanouTuTeNBbHBIM SBIISIETCS MEMOPaHHEIHN T1azMadepes ¢ oobemMoM 3amerierHus 50-60 mir Ha
KT MacChl Tena. AJbTEepHATHBHBIN BapUaHT — MH(PY3UU CBEKE3aMOPOKEHHOM 1a3mbl B 00beme 10-20

MJI/KT.

OKyan3ymad

Tepanesruueckuit moaxonq k al'YC Obll pagWKadbHO YCOBEPILIEHCTBOBAH C OTKPBITHEM U
BHE/IpEHHEM B KIMHUYECKYIO TNPAKTHKY OJKyJIu3ymMada, TyMaHH3UPOBAaHHOTO MOHOKJIOHAJIBEHOTO
antutena Kk C5-¢ppakunu TepMUHATBFHON CTaANU KacKala KOMIUIEMEHTa. DKyau3yMad MmpeaoTBpamiaeT
pacmierienne C5, Benymiee k 00pa3oBaHuio mpoocnanutensHoro C5a u nporpomboruueckoro C5h-9
KOMIIOHCHTOB, TEM CaMbIM YCTpaHAA HX [IaTOICHHOC Z[eﬁCTBHe. K HacToANIEMY MOMCHTY
OITyONTMKOBaHBl PE3YJbTATHI JIeUeHUs dKyiam3ymaOoMm Oonee 189 mammentoB ¢ al'YC um mpemapar
07100peH BO MHOTHX CTpaHaX, B TOM uucie u B Poccun [3, 5, 12, 15, 16]. Pexxum mp03upoBaHust st
JeTe MpecTaBiIeH B Tadnmie 4.

Tabmuma 4.

Jo3upoBanue skynn3ymada y neTei.

Bec nanuenTa Havaapnbiii nuka | [HopaepxuBawouias tepanus

>40 xr 900 mr 1 paz B 1200 mr Ha 5-o#i Hepene; 3atem 1200 mr
Heneo X 4 KaKaple 2 HeJAeIn

30 - <40 xr 600 mr 1 pa3 B 900 mr Ha 3-0i1 Henene; 3atem 900 mMr
HEIEIO X 2 Ka)KIble 2 HENEIN

20 - <30 xr 600 mr 1 pa3 B 600 Mr Ha 3-o¥ Henene; 3areM 600 Mr
HEZEo X 2 Ka)KJIple 2 HeIen

10 - <20 kr 600 mr 1 paz B 300 mr Ha 2-oi Heaene; 3arem 300 Mr
Hememo X 1 KaXKaple 2 HEAEIN

5-<10kr 300 mr 1 pa3 B 300 mr Ha 2-oit Heaene; 3arem 300 Mr
Henemro X 1 KaXKIple 3 HEOeIn

JlomonHuTeNbHOE BBEJEHHE IIpernapaTa pPEeKOMEHAyeTcsl TPH COYETaHHOM IpPHUMEHEHHUH
azmadepesa, Tak Kak MoCiIeTHIH yAaasieT YacTh npenapara u3 nupkyisaui. C y4eToM eJUHUIHBIX
cOOOIIEHUIT 0 PUCKE Pa3BUTUS MEHHMHIOKOKKOBOI'O MEHHMHTHTA Ha (JOHE MPUMEHEHHs JKyIn3ymada
pEeKOMEHJyeTCsl  MpeaBapuTeNbHAas  BaK[UHAIMS  W/WIM  NpOQUIAKTHYECKOEe  NPUMEHEHHE
AHTUOMOTHKOB.

B omnyOnuMkoBaHHBIX pe3yiabTaTax KOHTPOJIMPYEMBIX HCCIEIOBAHUN TNPOAEMOHCTPUPOBAHA
OBICTpast TMKBHUJAIMS aKTUBHOCTH remMoin3a (B cpenHeM 3a 7-14 mHei) u npu3HakoB akTuBHOH TMA
y 88% OONBHBIX C MPOJOIKUTEIBHOCTHIO TEMATOJIOTHYECKON PEMUCCHH Ha MPOTSHKEHUH BCEro Kypca
JnedeHns y GonblMHCTBA NanuenToB. Ormeueno nosbienne CK® B cpexneM Ha 32 m/mun/1,73 M
OT MCXOAHOW C HauOOJbIIEeH BBIPAKEHHOCTBHIO MPH paHHEM Hadaje JICYeHHus. Y JeTell MOBBIILICHHE
CK® 6buto Gonee BbipaxeHHBIM (64 mu/mMun/1,73 M%). B psge ciyuaeB HaGIIONAIN MeUICHHOE
yAy4llleHHe NMOYeYyHOH (YHKIMHM Ha MPOTSHKEHUHM 2 JieT. BONBIIMHCTBO ManMeHTOB M30aBHIIMCH OT

notpebHoCTH B auanuse [15, 16, 27].
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[Ipu cpaBHeHwm Tpymnm OONBHBIX, MONYYABIIMX W HE IONYyYaBIIUX OJKYyJIH3ymMad OTMedeHa
JOCTOBepHas pasHuia B mporeHte pocturimmx TXIIH x roxy wabmogenus (25% u 63%
COOTBETCTBEHHO).

[Tpu naroreneTn4eckoii 000CHOBAHHOCTH MOKU3HEHHOW TEPANUU Y HOCUTENICH MyTalluii TCHOB
CUCTEMBl KOMIUIEMEHTA, JUIUTEIBHOCTh TEpalMH SKYJIH3yMaOOM OCTaeTcs IucKyTaOenpHOU. B
SJAMHUYHOM COOOIEHNH 00 OoTMeHe 3Kynau3ymaba y 10 B3pocCibIX OOJBHBIX Y TPOUX OTMEYCHBI

peunaueel TMA ¢ mporpeccupyromnM CHHKEHHUEM IOYeYHOH QyHKIHY.

HMMyHOCYIIpEcCUBHAS Tepamus

[Tpu Bapuantax al'YC, onocpenoBanHbix anturenamu k CFH, moMumo Tepamnuu skynnzymadom,
3¢ (eKTHBHOCTH KOTOPOU OATBEPKACHA, BO3MOYKHO HCIIOJIb30BaHIE UMMYHOCYIPECCUBHOM Teparum.
Ommcanbl MOJOKUTEIBHBIE PE3yIbTAThl B OTHOIICHHH I'eMaTOJIOTHYECKUX N3MEHEHHH U TOKa3aTesel

. 2
(hyHKIIMHE TIoYeK Ha QoHe MPUMEHEHUs MyJIhCOBBIX BBeAeHM muKiiodochamuaa B moze 0,5 1/1,73 M,
KOPTHKOCTEpOUIOB M pHUTyKcMMabOa. IlomokurenpHas KIMHUYECKas IMHAMUKA COIPOBOXKIAJAch
cHkeHneM tutpa anturen k CFH. Jlns nognepxuBaronieil Tepanuy Hapsay ¢ KOPTHKOCTEPOUIAMH

MIPUMEHSIICS MUKO(eHoIaTa MO(DETHIL.

Tpanconanranusa nouku npu al YC

Cpenu neteii ¢ mOTPEeOHOCTBIO B TPAHCIUIAHTALIMH ITOYKH, BOSHUKIIEH B HCXOJE IIEPEHECEHHOI0
I'VC nonst GONMBHBIX C aTUIMUYHBIM BapHMAHTOM MOXKET JOCTHraTh MOJIOBUHBI. Puck Bo3Bpara al'VC
cpasy MocJie TPaHCIUIaHTAIlM| YPe3BbIYaiiHO BBICOK y TaieHToB ¢ mytarusamu CFH (~ 80 %), CFl u
C3 (> 50 %). TpancmianTanus npoBeeHa Beero 3 nanuentaM ¢ myraiein CFB, Bce moTepsiiu mouku
B pesynbTare Bo3BpaTHOro al'YC. IlockombKy TpaHCIDIAaHTHPOBAHHAS II0YKAa HE COJCPXKUT
mytupoBanHoro MCP Genka, BepostHocTh Bo3Bpara al' YC mpu 3THX MyTalusixX OdYeHb Maja.
BonpmmHCcTBO O0NBHBIX TIpu Bo3Bpare al YC TepstoT moukm MeHee, yeM uepe3 1 roxa. Jpyro#
MPUYHHON TIOTEPH MOYKHU Y JCTEH sIBIsIETCS TPOMOO3.

Jlvme 'y eAMHWYHBIX TAIMEeHTOB YAAJNoCh MpenoTBpaTuTh Bo3BpaTHbl al YC myrem
mpoBeneHust ceancoB 3IIII go omepannn W B TMOCTTpPAaHCIUTAHTAIMOHHOM Tiepuozae. boiee
ONTUMHUCTHYHBIE  TEPCIEKTUBBl  CBA3aHBl C  HCIOJNB30BAaHMEM OKyiau3ymaba B J0- H
MOCJICONIEPAlMOHHOM TIEpHO/Ie TpaHCIuIaHTauuK. MMerotcst cooOmenus o 13 mauueHTax ¢ morepei
MPebIAYILEro TPAaHCIUIAaHTATa, Y KOTOPBIX BBEACHUE 3KYJIN3yMada 3a HECKOJIBKO YacoB A0 NEPEecaIKu
U B TeueHHe 24 dYacoB IOCI€ HeEEe C IEpPEXOAOM Jajee Ha CTaHJAPTHBIA PEXHUM JIEUYECHUS
CII0cOOCTBOBAJIO MPEIOTBPALICHUIO OTTOpXKEeHUs U Bo3Bpara TMA [7, 14, 25].

Iockombky CFH, taxxe kak u CFl, CFB u C3 cunTe3upyloTcst B ne4eHn, KOMOMHUPOBAHHYIO
TPAHCIUIAHTALMIO TEYEHW M MOYKH, JHOO H30JMPOBAHHYIO TPAHCIUIAHTALMIO IIE€YEHH B CiIydae

COXpaHHOfI (bYHKLII/II/I NO4YCK MOXHO pacCMaTpuBaTb KaK  BapUAHT  TCpaIlivu. O,Z[HaKO,
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MpeBapUTENbHBIE PE3yNbTaThl IOKA3alH, YTO JaHHBIH METOJ YCTymaeT mo 3(QeKTUBHOCTH

MPUMEHEHHIO 3Kymu3ymaba [22, 25].

IIpodunaaxkrTuka nHpeKNi

boapmmHCTBO SIIM3010B al'yC 3aIllyCKarOTCsaA € IMOMOUIBIO I/IH(l)CKHI/IfI, 4qTo O6yCJ'IaBJ'H/IBa€T
HCO6XOI[I/IMOCTI> opaguKanuu XpoOHUYCCKUX OYaroB a[{eHOHI{HOﬁ, TOH3I/IJ'IJ'I$IPH01>1 u 3y6HOI>'I I/IH(beKHI/II/I.
Yy OTACIBbHBIX OOJILHBIX peunauBbl OTMCUYCHBI ITOCJIC BakuuHaiuii. Tem He MCHCEC, I10JIb3a INOCICIHNUX
CYIIECTBCHHO IMPCBAIUPYCT HAZ] PUCKOM. Mam1 PEKOMCHAYEM IMOBEACHUEC BCEX BaKHHHaHHﬁ, BKJIrO4Yast

MIPOTUBOT PUIIIO3HYIO.

IIporuos
B nenom npornos al'YC Hebnmaronpustabeiii. CMEpTHOCTH B OCTpO# cTaauu coctasiser 5-10 %.

[Tpubnuzutensuo y 50 % manuentos pasBuBaercsi TepmuHanbHast XIIH, game B Teuenue 1 roma ot
Havana MaHudecrarmuu. DKCTpapeHal bHBIE TposBieHus, dame mnopaxenne [[HC (cymoporu, xoma,
nmemuueckue ouaru Ha MPT) ormeuarorcst He meHee yeM y 20% ManueHToB.

Peumaueer al'YC oTMmedaroTcsi TIpu BCeX BapHWaHTaX, Yalle y MarueHToB ¢ myrarmeir MCP.
[IpoBoumpyromue HHPEKUHH MOpU 3TOM MyTalUHd CONPOBOXKAAIOTCS OCTPBHIM  I'€MOJIU30M,
TPOMOOLIMTONIEHHEH W OCTPOM IMOYEYHOW HEAOCTATOYHOCTHIO B PE3yibTaTe IeMOrioOuMHypuu. B
OOJIBLIMHCTBE 3TUX CIy4aeB (PYHKIMS IMOYEK MOJIHOCThIO BOCCTaHaBIMBaeTCs. [IpoMexxyTok BpeMeH!
MEXy PELUIMBAMH MOXKET KOJIeOaThCsl OT HECKOJIBKHX HEEeNb 10 MHOTUX JieT [18].

HauGonee OmaronpusaTHeIA TporHO3 oTMedaercss mpu Hammauu MCP myrtanuu, HamOomee
HebOnaronpusaTHbi - mpu CFH 1 couetanHpIx MyTanusx. Bo ¢paHiry3ckom rccieoBaHUN CMEPTh WITH
tepmuHanbHas XIIH B Teuenue menee yem | roja ot Hauyasia 3a0ojeBaHus oTMedeHBl y 60% c
mytamueid CFH, y 37% ¢ myranueir CFIl, y 33% c myranueii C3, y 60% ¢ KOMOMHHPOBaHHBIMH
MyTanusaMu, y 32% B rpynne ¢ HeuzBecTHOU atnonoruedt u 0% c myranueit MCP (7). V 6onbHBIX ¢
antu-CFH antuTenamm B cioydyae paHHEro JiedeHWs Iula3MaoOMeHamu 3a0oJieBaHHEe WMeeT

onaronpusitHoe Teuenue [10, 16, 18].

Benenue nmanuenToB ¢ al ' YC ¢ yueTom TspKeCTH 3a00JIeBaHMS U TIPOTHO3a TpeOyeT

MOCTOSIHHOTO HA0MI0ACHUS He(poJora C MPUBJICUEHHUEM CIICIIMATUCTOB Pa3IMYHOTO MPOPUIIS
(HEBPOJIOTOB, TaCTPOIHTEPOIIOTOB, TEMATOJIOTOB U Ap.). [lanmenTsl, monyyaromue
perynspHble nH(Y3UU IKyIu3ymMada pa3 B ABE HEJIENH, KaK IMPaBUII0 Ha0JII01al0TCsA B TOM
CTaIMoHape, 1€ 3TH HHQY3UH OCYIIEeCTBISIIOTCA. [Ipu cTaOMIIBHOM COCTOSIHUM TTAIleHTa

IIJIaHOBOC BBCJICHHC BKYHI/ISYMa6a BO3MOJXXHO B YCJIOBUAX CTallUOHApPa / JHCBHOT'O
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ctauuroHapa. [Ipu oTcyTcTBUU Tepanuu 3Kyan3ymMadoM Moka3aHo MocelleHue crnennanicra 1
pa3 B ABa-Tpu Mecsla.

[Ipu permnuse mpusHakoB TMA (aHeMus, TPOMOOIIMTOTICHNS, YXYIIEHNE TIOYEUHBIX ()yHKITHHA

" IIOSABJIICHUC 3KCTpapeHaHBHOﬁ CI/IMHTOMaTI/IKI/I) IIOKa3aHa HE3aMCIJINTCIIbHAsA I'OCIINTaIu3alA.

SAKVIIOYEHUE

'emonuTHKO-ypeMUYIEeCKHl CHHIAPOM TpPEACTaBIseT co00il Cephe3HYI0 TepareBTUIECKYIO
npobieMy B NEAWATPUM M JIETCKOH HEPPOJOrHH, SBIAACH ONHOW M3 BENYLIMX HPUYMH OCTPOM
MOYEYHOH HEAOCTaTOYHOCTH C MOTCHUHUAJIbHOH TpaHcdopManuell B TEPMHHAIBHYIO XPOHHYECKYIO
MOYEYHYI0 HEAOCTaTOYHOCTh B PasiMyHbIe CPOKM OT Hayasia 3aboneBanHus. Hecmorps Ha TO, 4yTO
HambOonee pacrnpoctpaneHa STEC-accommmpoBannas ¢opma ['YC ¢ TUNOWYHBIM JuapeiHBIM
POAPOMOM, TpeOyeTcsl TIIATeJbHOE MOATBEPKACHUE MH(PEKIMOHHON 3THONOTUH Ui TOrO, YTOOBI
cBoeBpeMeHHO UcKItounTh atunudHbid ['YC u I'YC, cBsi3aHHBIN ¢ THEBMOKOKKOBOM mH(pekiueil. B
otHomeHnu STEC-I'YC (TUmMYHOTO) peKOMEHIyeTcsl ajeKBaTHas CHMIITOMATHYecKas Teparus CO
CBOCBPEMCHHBLIM MOAKJIIOYCHHUEM JUajin3a IIpu HGO6XOILI/IMOCTI/I. HpOFHOS npu 3TOM B OCHOBHOM
3aBHCHUT OT POAOIKUTENIEHOCTH aHypPUUYECKOT0 MepHoa U COMyTCcTRYIoMX noBpexaenuit LIHC.

Arunuunsiii ['YC daie Bcero uMeeT B OCHOBE IeHHbIE MYTAIlUHU, IPUBOAIINE K TUCHYHKIMH
Kackajza KOMIUIEMEHTa C HEKOHTPOJUPYEeMON akTHBalMel anbTepHaTHBHOTO myTH. Ilpu oOmem
HeOIarompusATHOM MPOTHO3€ 3TOH CKIIOHHOW K PEUANBUPOBAHUIO (DOPMBI, IEPCIIEKTUBHBIM SIBIISICTCS

JICUCHUE IKYJTU3yMaOOM, OJIOKUPYIOIIMM TEPMUHAIBHBIE KOMIIOHEHTHI KaCKaJla KOMILJIEMEHTA.
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Ipuaoxenne 1. Aud

epeHIHAIbHAS TMATHOCTHKA U JedeHue BapuanTos TMA

S.pneumonia-rycC TTII STEC-TYC I'YC npu nedexrax al'yYC
Ko0aj1aMMHAa
Bo3pact <2 <2-15% <0,5-5% <0,1-50% 0-0,5-28%
2-9 - 20% 0,5-3 - 65% 1,5-14 - 40% 0,5-2 - 128%
9-16- 60% >3 — 30% >20 - 10% 2-15-44%
Muapes, % HeT BO3MO’KHA 95%,y >60% 4acTo 39%
KPOBb B CTyJe
I'ematosornueckue | Iosoxur. [Ipamasa | TpomOounThI< 30 X TpoMOoOUTHI MeraJjio0J1acThbl Tpomoéouutsl > 30
xapakrepucTuku, % | p.Kymoca —90%, 10/ wame> 30 x 10°/a Jleiikonenust x 10%n, y 15%> 150
JlelikonuTo3 JleHKONTO3 ITannuTonenus x 10%n
I'emornooun >100
r\iiy 6%
OIIH, % 100% He 1acro, 95% IIporeunypus, 85%
Muanu3 y 40-80% Junanus He Juamms y 50% reMaTypus, Juamms y 60%
Tpedyercst MeJJIeHHOe pa3BuTHe
XBIl y 50%
HeBposoruueckue Menunrut y 30% o 70% 1o 20% 100% npu 16%
CHMNTOMBI, % HEOHATAJbHBIX
$opmax
IMopaxeHue BO3MO’KHO BO3MO’KHO 2-5% 55% 2%
cepaua, %
CemMeiinblii aHaMHe3 HeT Bo3moxkHo OxHoBpeMeHHOe AyTOCOMHO- 27%. AyToCOMHO-
ayTOCOMHO- Pa3BHTHE B CEMbSIX peneccuBHOe AOMHHAHTHOE C
peniecCMBHOe npyu nHpeKuuu HacJIe/l0BaHue Pa3JIMYHOM
HACJIeI0BaHHe NEHeTPAHTHOCTHIO
WJIN peliecCHBHOE
Tepanus nepBoi Bankomunus, ILn1asma, Cumnromarnyeckoe | 'mapokcunkodaiamuH, IKyJIn3ymad
JIMHUH nedanoCrnopuHbl, | KOPTHKOCTEPOM/BI, JieyeHue, 1MajIu3 (osmeBas kuciora, (Ilnasmadepes,
niasMma, pUTYyKCHMA0 OerauH eCJIM IKYJIH3yMad
HEOTMBbIThIE He/J0CTYIeH)
IPUTPOLUTHI
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J1eKTUHOBbIN NYTb

Puc.1. Kackag koMImineMeHTa u €ro pojib B maroredese arunuyaoro ['YC

nigHarewwudxod

~

AHadmnakcus
Bocnanenue
Tpom603

KnnpeHc MMMYHHbIX KOMNEKCOB,
oncouusauma (C3b, Clq, C4b)

Cnabebili aHagun0MOKCUH

C3a

Knaccuueckuit nytb

ANbTepHaTUBHbINA NYTb

LencTtBue

MyTauuu ycuneHusa

Q dyHKUUNK:
C3, CFB

Coogmed

C5a
MoLHbIii aHapUNATOKCUH
XemoTtaKcuc
AKTMBaLUA NeMKOLUTOB
AKTMBaUuA Tpomb6oLUTOB
AKTMBaLMA 3HAOTENUA
MpoTpomboTuueckunii

-

| C5-KOoHBEeDTaz2a I
s o

C5b-9
(mem6paHo-aTaKyoLwui
KOMMJIEKC)

JInsmuc K neTok
AKTUBALMA BOCNaneHUA

AKTMBaALMA NEeNKOLUTOB
AKTMBaLMA TPpOMb6OLUTOB
AKTUBALMA 3HAOTENUA
MpoTpomboTnyeckuii

LencTtBue

Femonus
BocnaneHue
Tpomb603
MoBpexpeHue
TKaHU
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