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METOO0JOI'UsA

MeTomma OIICHKH CHJIbI peKOMeHIlaHI/Iﬁ " YPOBHHA MX NIPEACKA3ATCIbHOCTH,
HCIOJb30BaHHAA IIPHA COCTABJICHUHN NAHHBIX KIMHUY€CKHUX peKOMeHIlaHI/Iﬁ *

[To cune pexoMeHauu NoApa3AeIsIOTCS Ha TPU KaTEropuu B yObIBAIOLIEM

MOpsiAKE: YPOBEHb 1 (3KCTIEPTHl PEKOMEHIYIOT); YPOBEHb 2 (IKCHEPTHI

npeiaraior); «HeaudepeHmpoBaHHbil ypoBeHb» (Tabm. 1). Cuna

MpeIcKa3aTeIbHOCTH PEKOMEHIAINH TToIpa3aeieHa Ha 4 ypoBHs (Taon. 2).

Ta6aumna 1. Onenka cuiibl peKoMeH1arui

YpoBeHb Ouenka peKkOMeHaaui
Co cTopoHbI Co cTopoHbI JlanbHeitmee
MaleHTOB Bpaua HaIpaBJICHHUE

MCIIOJIb30BaHUS

YpoBens 1 «DOkcneptol | [lomasmisromiee ITogaBngroniem | Pexomennarus

PEKOMEHIYIOT» OOJILIIMHCTBO y OOJIBIIUHCTBY | MOXKET OBIThH
MalUEeHTOB, CBOUX MIPUHSATA B
OKa3aBIIUXCA B | MAI[UEHTOB KauecTBe
nog00HOM Bpay OyJzier CTaHJapTa
CUTyalluu, PEKOMEHJ0BaTh | ACHCTBUS
npeanowind Obl | ClIeIOBaTh MEJIUIIHCKOTO
CJIeI0BaTh MMEHHO 3TUM nepcoHania B
PEKOMEHAYEMBIM | IyTEM OOJIBIIMHCTBE
MyTEM U JUIIb KIIMHUYECKUX
HeOoIbIIas CUTyalui
4acTh U3 HUX
OTBEPIJIU OBl
ATOT NYTh

YpoBeHb 2 bonbmias wacte | Jjis pasHbIX Pexomenmanun,

«IKCHEepTHI MOJAraloT» | MalUEeHTOB, MaleHTOB BEPOSITHO,
OKa3aBIIUXCA B | CIEyeT MOTPEOYIOT
nog00HOU noaoOupaTh 00CyXIeHUs C
CUTyalluu, pa3uyHbIe y4acTHUEM BCeEX
BBICKA3aJIUCh Obl | BAPUAHTHI 3aMHTEPECOBAHHBI
3a TO, YTOObI pEeKOMeHAaIul, | X CTOPOH A0
CJIeI0BaTh MOAXOISIINE MPUHATHS UX B
PEKOMEHAYEMBIM | UMEHHO HM. KauecTBe
nyTeM, onHako | Kaxaomy KIIMHUYECKOTO
3HAUYUTENbHAs MalUEHTY CTaHJapTa
4acTh OTBEpIVia | HeoOXoauMa
OBl 3TOT Iy Th MOMOIIb B

BBIOOpE U




IPUHATUHU
peleHus,
KoTopoe OyaeT
COOTBETCTBOBAT
b IICHHOCTSIM U
IPEAITOYTCHUS
M JJaHHOTO
TanueHTa

«Hemuddepennupoan | JlaHHbIN ypOoBEHb NPUMEHSETCA B TEX CIydasix, KOT/a B
HBIN YPOBEHbBY OCHOBY PEKOMEHJIAIIUU YKJIAIbIBACTCS 3/IPABBIA CMBICI
“Not Graded”- NG HCCIIeIoBaTeNA-3KCIIepTa WK TOT/Aa, Koraa
oOcyxKaaeMasi TeMa He JJOIyCKAaeT aJIeKBaTHOTO
MIPUMEHEHUS CUCTEMBI JI0Ka3aTEIbCTB, UCTIOJIb3yEMBbIX
B KJIMHUYECKOU MPAKTHUKE.

Ta6numna 2 [IpenukTopHbIe YPOBHU PEKOMEHAAIIUN

YpoBeHb | XapaKTepUCTUKA 3HaueHHe/ONUCcCaHue
YPOBHS
MPEJICKA3aTEeIbHOCTH
A Bricokwnii DKcrepThl aOCOMOTHO YBEPEHBI B TOM, YTO MPH

BBITIOJTHEHUU JJAHHOW PEKOMEHAIUH,
Ha0I0/1aeMblid 3PGEKT TOUTH MOTHOCTHIO
COBIAJIET C 0KUJAAEMBIM.

B YMepeHHbIN DKCNEPTHI OKUAAIOT, YTO MTPU BBIIOJIHEHUH
JAHHOM pEeKOMEHAInu, HaOmogaeMblid 3P PekT
CKOpee BCero OyAeT OJM30K K OKHIAEMOMY,
OJIHAKO HE UCKIII0YAETCS BO3MOXKHOCTh TOTO, YTO
OH OyJIET CYIIECTBEHHO OTJIMYAThCS OT HETO.

C Huzknii [Ipencka3biBaemblil 3P HeKT MOKET
CYIIECTBEHHO OTJIMYAThCS OT PEaIbHOTO.
| OueHb HU3KUI [Ipenckazanue 3¢ dexra KpaitHe HEHATEKHO U

O4YC€HBb 4acCTO 6yz[eT OTJIIMYATBCA OT PCAJIBLHOIO.

MeToabl, ucnoJib3yemble 1js1 (GOpMyTHMPOBKH pekoMenaaumnii: Koncencyc
AKCIIEPTOB.

ITockonbky al'YC mpencraBiser coOod opdaHHOE 3a00J€eBaHUE, BO3MOKHOCTU
MPOBEJICHUSI TTPOCTIEKTUBHBIX KOHTPOJIUPYEMBIX KIMHUYECKUX HCCIEAOBAHUU IO
orleHKe A(PPEKTUBHOCTU METOJOB €ro JEYEHUsI OTPAaHUYCHbl. IJTO 3aTPyAHSET
OLICHKY YPOBHSI M CHJIbl MPEJICKA3aTEIbHOCTH, B CBSI3M C YE€M B HACTOAIIUX
PexomMeHanusix OTCYTCTBYIOT UX 0003HAUCHUSI.

1. ONPEJAEJIEHHUE, QJIINAEMHNOJIOI' US




1.1. Omnpenesenue

ATUNUYHBIN TeMONUTUKO-ypemudeckuii cunapom (al'VYC) — xpoHuueckoe
CUCTEMHOE 3a00JIeBaHWE TE€HETHMYECKON MPHUPOJIbI, B OCHOBE KOTOPOTO JIEKHUT
HEKOHTPOJUpYyeMasi aKTUBAIIUS aJbTEPHATUBHOTO MyTH KOMILIEMEHTA, Beayllas K
reHEepPaIN30BaHHOMY TPOMOOOOPA30BaHUIO B COCYJIaX MUKPOLHUPKYISTOPHOTO
pycia (KOMIUIEMEHT-0IOCPeI0BaHHAs TPOMOOTHYECKAsi MUKPOAHTUOTIATHA).

KommenTapuii

Hapsany ¢ Tunnyuasiv I'YC u tpomboTtudeckoit Tpomborutonennyeckot mypmypoit (TTII) al'YC
ABIISICTCS KJIACCUYECKUM 3a00JIeBaHMEM U3 TPYIIBI TpoMOoTHYecKuX MUKpoaHruonatuii (TMA).
B mHacrosmee Bpems TMA paccMaTpuBalOT Kak KIMHHUKO-MOP(OJIOTHUECKUI CHHIPOM,
XapaKTEPU3YIOLUI ITOPAKEHUE COCYI0B MUKPOLIUPKYJIATOPHOIO PyClIa.

T'ucmonozuuecku TMA — 310 0COOBIN THUIT TOBPEXKACHUS COCYIOB, NPEICTABICHHBI OTEKOM
SHIOTENHUATBHBIX KIETOK C UX OTCIOWKOW OT 0a3anbHOW MeMOpaHbl, pacUIUpEeHUEM
CyO2HJIOTEIMANBHOTO MPOCTPAHCTBA C HAKOIJICHMEM B HEM aMOp(pHOro MeMOpaHONoJ00HOTro
MaTepuaga u o0pa3oBaHHEM TPOMOOB, COAEPKAIIUX TPOMOOIMTH U GUOPHH, YTO NPUBOAUT K
OKKJIFO3UH [IPOCBETA COCY/A, BbI3bIBAs pa3BUTHE ULIEMHHN OPraHOB U TKAHEH.

Knunuuecku TMA  mposiBnsieTcs  TPOMOOLMTONECHHEH, Pa3BUBAIOILECHCS  BCIEACTBUE
norpelieHuss TPOMOOLIMTOB B  MPOLECCaX  PacCHpOCTPAHEHHOTO  TPoMOOOOpazoBaHMS,
MUKPOAHTUONATHIECKON remonutudeckoii KymOc-HeraTuBHON aHemuel (MeXaHUYECKHMA
reMOJIN3), TUXOPAJAKON U MOPAKEHUEM pa3IMYHBIX OPraHOB, INIABHBIM 00pa3oM, nouek u [THC.
B Hacrosiee BpeMs TOCTUTHYTHI 3HAYUTEIbHBIE YCIIEXH B MOHUMAHUH 3THOJIOTUU U OCOOEHHO
naroreie3a TMA, 4TO MO3BOJWIO OTKa3aThCA OT CTAPOM HOMEHKJIATYphbl €€ KIIaCCUYECKHX
¢dopm. Tak, tunmunslii I'YC, panee HaspiBaBIMiics mnoctauapeiinsiM uian I+I'YC, crenyer
Ha3piBaTh STEC-I'YC (Shiga-Toxin nponyuupytomias Esherihia Coli), atunuunsiii ['YC, panee
MMEHOBABIIMNCA «HEACCOUMUpPOBaHHBIM ¢ juapeei» wmm J-I'YC, nonyumn Ha3zBaHue
«KOMILJIEMEHT-0nI0CcpeoBaHHON TMAY.

1.2. Onuaemuogaorusa al'YC

* al'VC — ynbTpapenkoe (opdanHoe) 3a00J€BaHUE C PACIPOCTPAHEHHOCTHIO
okosio 10% ot pacnpocrpanenHoctn STEC-I'YC, urto cocraBisier 2-7
ciydaes Ha 1000000.

* 3aboyieBaHME MOXET pa3BUBAThCA B JIOOOM BO3pacTe, OJHAKO YaIle
mopakaeT JeTell M MOJOoAbIX B3pochbiX. Cpeau 3aboneBmmx  60%
coctaBistoT aetu, 40% - B3pociibie

* al'VC oaMHakoBO 4YacTO pa3BUBACTCA y MYXYUMH W KeHIHH. [Ipu
Manudectanuu B Oojee cTapiieM Bo3pacTe OOJie3Hb HECKOJbKO Yalle
MOpaXKaeT KEHIIHH.

2. KTACCUOUKALIUA, OTUOJOI'UA

2.1. Kuaaccudpuxkanus tpomooTHyeckux Mukpoanruonatuii (TMA)
TpomOoTHYecKrEe MHUKPOAHTMONATUM KJIACCU(UIMPYIOT Ha MEPBUYHBIE M  BTOPUYHBIC.
[lepBuunbie TMA BritoyatroT B ceOs TpOMOOTHYECKYIO TPOMOOLMTONEHHUYECKYIO IMypIypy
(TTII), Tunuuneiii I'YC u atunuuneiii I'YC, 3THON0THS M TATOT€HE3 KOTOPHIX yCTaHOBJICHBI.

* TTII, o6ycaoBaennas anomaausimu ADAMTS-13 (aKTUBHOCTH MeHee 5%)

- FTCHCTHYCCKHUMH



- MPUOOPETEHHBIMU (ayTOAHTUTENA, TPUEM TUKIIOMUIUHA WA
KJIOMUIOTPEJIst)

* I'VC, uHayuupoBaHHbIil HH(peKIneH:
- tunuunbiii [YC = STEC-T'YC: mura (STEC)- u Bepotokcun (VTEC)-
MPOAYIUPYIOMKUMHU OaKTEPUIMU - dIHmMepocemopazureckou E.coli, mramm
O 157:H7 u npyrue mrammsl, a Takxe Shigella dysenteriae I muna
- Streptococcus pneumoniae, TPOAYLUPYIOIIAM HEUPAMUHUIA3Y

* Atrunnuseli I'YC, 00yci10B/1eHHBIH reHeTHYeCKHMH HApYIIeHUSIMHA WJIH

HU3MECHCHUAMMU I/IMMyHH()ﬁ CHCTEMbI, IPUBOJAAIIIMMHU K MATOJIOIHA CUCTEMBI
KOMILJIECMCHTA:

- MyTanuusiMu reHoB peryJaTOPHbIX OEJKOB M KOMIIOHEHTOB KOMILJIEMEHTA
CFH (daktop H), MCP(MemOpannsiit kodakTopuslii mpotenH), CFI
(¢paktop I), THBD (tpom6omonynun), CFB (pakrop B), u C3

- Aututenamu k CFH

Hapsiny ¢ nepBu4HbIMY, CyIIECTBYIOT MHOTOUNCIIEHHbIE BTOpUUHble TMA, pa3BuUTHE KOTOPBIX
CBSI3aHO C Pa3IMYHBIMU 3a00JIEBAaHUSAMH WIH COCTOSHUSAMH. K HUM OTHOCSTCS:

" BepeMeHHOCTDb U poabl: ITpedknamicus-3knamicusi, HELLP-cunagpom

* AyrouMMyHHbIe 3a00JieBanusi: CICTeMHast KpacHas Bosiuanka (CKB),
cucTeMHas ckiepoaepmusi, antugochonunuaubiii cuaapom (ADC)
3/10KaYecTBEHHbIE OIMyXO0J/I1

* Undexuun: BIY, rpunm HIN1

* JIpyrue 3a6osieBanus: 3JJ0KaY€CTBEHHAS apTepUallbHasi TUIEPTEH3US,
rJIOMepyJIonaTuu

" MeTHIMAJIOHOBAsI AUAYPHUsi C TOMOIIUCTEUHYPUEH

" JlekapcTBeHHAs Tepanusi: XUHUH, THTEP(HEPOH, MHTUOUTOPHI KaJIbIIMHEHPUHA
(uMKIIOCTIOPHH, TaKpoIuMyc), UHTuOuTOpel mTOR (cuponumyc,
HBEPOJIMMYC), MPOTUBOOITYXOJIEBbIC Mpenapathl (IIUCIIATUH, TEMIIUTAONH,
MuToMulH, tHruouTopsl VEGFU Tupo3uHkuHassl — 6eBann3ymao,
CyHUTUHHUO, copadeHnd), opalibHble KOHTPALICNTUBDI, BaJlaAlIUKIaBUP

" Honusupyomee u3iy4eHue

" TpancruianTanus COJTUIHBIX OPraHOB H KOCTHOI'0 MO3ra

KommenTapmii:

B psaze ciydaeB BO3MOYXHO COUETAaHUE y MALIMEHTA HECKOJIBKUX NMPUYMH, BEAYIIUX K Pa3BUTHUIO
TMA. B uactHOCcTH, ycTaHOBiIEeHO, uTo 22% O6ombHbix STEC-HUS umeror myranuud TeHOB
CHCTEMBbl KOMIUIEMEHTa, M03TOMy B moaoOHbix ciydasx STEC-undexkuuio ckopee ciemyer
paccMaTpuBaTh Kak TPUITEPHBII MEXaHU3M aKTHBALMU KOMIUIEMEHTA, MPUBEALINA K Pa3BUTHIO
al'YC, uem kak camocTosTenbHOe 3aboneBanue. HemaBHo Oblio mokazano, 4yto mpu [YC,
aCCOILIMMPOBAHHOM C OEpPEeMEHHOCTBIO, OoJiee YeM y TpeX UeTBEpTeil MAalMEHTOK BBISBIISIOT
MYTaIUH PETYJIATOPHBIX OEIKOB CHCTEMbl KOMIUIEMEHTA. AKTHUBALlUS KOMIIJIEMEHTA XapaKTepHa
JUIL HEKOTOPBIX CHCTEMHBIX 3aboneBaHuii, B nepyto odyepenb, CKB u ADC, yro mo3Boiser
paccMaTpuBaTh UX Kak 3a0osneBaHusi, komopOuanbsie al'YC. Takum obpa3om, cieayeT CUuTaTh
TCHETUYECKUE aHOMAJIUM KOMIUIEMEHTa He NMPUYMHOU, a (pakTopoMm, mpeapacnojararoliuM K
passururo TMA.

2.2. Knaccupurkanus atunuunoro I'YC

Atunmunbiii 'Y C ogpa3aenstor Ha:



e (CeMeUHbIHI

* Cnopaguueckui

KommenTapuii

B crpykrype al'VC Ha nomnto ceMeiHOoro (IMarHocTUpyeMoro o KpaiiHel Mepe y JIByX 4JIEHOB
CEeMbHU) MPUXOJUTCS, 10 pa3HbIM AaHHBIM, Bcero 10 - 20%, torma xak cnopaguueckuit al'YC,
IIPY KOTOPOM OTCYTCTBYET CEMEHHBIM aHaMHe3, Bcrpedaercss y 80-90% mnauueHToB ¢ 3TOU
natosnorueit. Cienyer HOMHUTb, YTO OTCYTCTBUE 3a00JI€BaHUSL Y POJICTBEHHUKOB HE UCKIIIOYAET
€r0 HacJIeZICTBEHHBIN XapaKTep.

4. TATODPU3HNOJIOT'UA AT'YC

4.1. Peryasiumusi cucTeMbl KOMILIEMEHTA B HOpMe

AKTUBAIUsl CUCTEMbI KOMIUIEMEHTA OCYIIECTBISETCS TPEMSI OCHOBHBIMH ITyTSIMU:
KJIACCUYECKUM, JICKTUHOBBIM U ajlbTepHATUBHBIM. OOIIEHl TOUKOM, Ha KOTOpPOU
CXOJIATCSl BCE TPH IMyTH, sIBIsSETCS paciuerieHne C3 KOMIIOHEHTa KOMIUIEMEHTA.
Hapymienus, nexamune B ocHoBe paszButus al'YC, kacarTCs albTEPHATHUBHOIO
MyTH aKTUBALIUH.

B ornuuue oT mepBBIX JBYX MyTeH, aKTUBALMS KOTOPHIX HAYMHAETCS MOCIE
CBSI3bIBAHMSI C  HMMYHHBIMM  KOMIUIEKCAMU  WJIM  MHUKPOOpPraHU3MaMu,
albTEPHATUBHBIM IMYyThb HAXOJUTCA B COCTOSHHM TOCTOSIHHOM aKTHUBAIUU,
UCXOJHBIM YPOBEHb KOTOPOW HU30K (T.H. MEXAHU3M «XOJOCTOTO XO/a»), YTO
oOecrieunBaeTcsl CHOHTAHHBIM rujponn3oM C3 KOMIOHEHTa KOMIUIEMEHTA.
O6pa3yromuiics pu 3ToM PparmeHT C3b MOXKET CBSA3BIBATHCA KaK C MaTOr€HAMU,
TaKk U C COOCTBEHHBIMM KJETKamMu opranu3zma. Ha udyxepoaHoil (Hampumep,
OaktepuanbHoii) moBepxHocTH C3b cBsa3biBaeTcs ¢ ¢aktopom B (CFB), B
pesynbprare dero obpasyercs C3-konBeprtaza (komruiekc C3bBb). Ilocnenuss
MHOT'OKpaTHO ycuiuBaeT paciierienne C3 3a cuer GopMUPOBaHUS T.H. IETIU
ammumnurkanun». Ilpu npucoenunennun k C3-KoHBepTase JOMOJTHUTEIBHBIX
¢parmentoB C3b obOpazyercs CS5-xonBepraza (C3bBb(C3b) — sH3umaTtuueckuit
KOMIUIEKC, pacuiemsiiomuii CS5-koMnoHeHT komiuiemeHnTa. [lpu pacmemienun C5
oOpazyercs C5b ¢parment, 3amyckaromuii cOOpKy MeMOpaHOATaKYIOIIEro
komruiekca C5b9 (MAK), koTopbIil BBI3BIBAET JIM3UC OAKTEPUATBHBIX KIETOK.
[ToBepXHOCTH KJIETOK XO35IMHA B HOPME 3allIUIIEHA OT JOKaJbHOM aMIUIMpUKaAIUU
u neno3unuu C3b. D1y 3ammTy o00ecneyruBaeT KECTKUl KOHTPOIb CO CTOPOHBI
psala  pEeryiasTOpHBIX  (AaKTOpOB  KOMILUIEMEHTa, MPEJICTABICHHBIX  Kak
IJIa3MEHHBIMU, TaK U MEMOpAHOCBSI3aHHBIMM OelKkamMH, (PUKCUPOBAHHBIMH Ha
MOBEPXHOCTHU IHAOTEIHUAIBHBIX KJIETOK. OCHOBHBIMU IJIa3MEHHBIMU MPOTEUHAMH,
pPEryJIUpYIOIUMHU  allbT€PHATUBHBIA MYyTh aKTUBAIIMM KOMIUJIEMEHTA, CIIy>KatT
¢daktoper H (CFH) u I (CFI), mMemOpaHOCBSI3aHHBIMU — MeEMOpaHHBIN
kodakropusiit mporend (MCP) u tpombomoaynun (THBD).

®aktop komiuieMenTa H (CFH) - oOCHOBHOW peryisiTOpHbIM  (akTop
aJIbTEPHATUBHOTO MyTH aKTHUBalMK KoMiuieMeHTa. OH OnokupyeT oOpa3oBaHue
C3-koHBepTa3bl M HaNpsMYyIO yckopseTr ee pacmaa. Kpome toro, daxtop H
apisiercs  kodaktopom CFI B wunaktuBanum C3b, KoTOpas MNOpPHUBOAUT K
o0pa3oBaHWI0 HeakTUBHOTO (parmenta 1C3b, HECOCOOHOTO CBS3BIBATHCS C



dakTopom B mns obGpazoBanusi C3-konBeptasbl. Moinekyna CFH umeer nse
obnactu cBsizbiBanus  C3b. IlepBas nokanusyercs B N-KOHIIEBOM YacTu, Tlie
ces3biBanre  C3b  perynupyer amMmiuUKalUiO — aIbTEPHATUBHOIO  IMYTHU
KOMIUIEMEHTa B miia3Me. Bropasi o0nacTh cBsi3bIBaHMS HaxoauTcs B C-KOHIEBOU
yacTu MOJeKynbel, B 19 m 20 »sK30Hax, CBS3BIBAHHWE C KOTOPHIMH HapyIIaeT
criocobHocTh C3b (UKCHpPOBATHCS HA MOBEPXHOCTH AHIOTENHS, YTO MPUBOJUT K
JIOKaJIbHOM WHAKTUBAallMW albTepHATUBHOro myTu. Takum obpaszom, CFH
MPUHAJICKUT KIIOUEBAsl POJIb B 3ALIUATE SHIOTEIUAIBHBIX KIETOK OT aKTUBALUH
komIieMeHTa. Kpome Toro, ycrtaHoBieHo BaxkHoe 3HaueHne CFH B perymsauun
(GyHKIIUU TPOMOOLIMTOB 3a CUET OJIOKMPOBAHUS AKTHUBAIMM KOMIUIEMEHTa Ha UX
MMOBEPXHOCTH, YTO, B CBOIO OU€pe/b, MPUBOAUT K YMEHBIICHUIO (DYHKIIMOHATBHOU
aKTUBHOCTH U CIIOCOOCTBYET CHIIKEHUIO PHCKA TPOMOOOOpa3OBaHMUs.

®akTop komiuiementa I (CFI) — cepunoBas mpoTeasa, KoTopas paculerisieT

C3b, mnpuBoas Kk (QOpPMUPOBAHUIO HEAKTHUBHOIO 1C3b B mpuUCYTCTBUH
PACTBOPUMBIX U/ MEMOPAHOCBSI3aHHBIX KOPAKTOPOB.
MemOpannbiii  kodaxkropubiii  nporeuH (MCP) —  uHTerpanbHbIi

TpaHCMEMOpPAHHBIN OENOK, KOTOPBIM AKCIPECCUPYETCS Ha MOBEPXHOCTH KIIETOK,
rjae cBszpiBaeT C3b u siBnsieTcst JonoaHuTenbHbIM KodakTopoM st CFI.
Tpomoomoayaun (thrombomodulin, THBD) — sH0TennanbHblii rIMKONPOTEUH C
AHTUKOATYJISIHTHBIMH,  MPOTUBOBOCHAIUTEIBHBIMU W LUTONPOTEKTHUBHBIMU
CBOMCTBaMHU, KOTOPBIM CIIYXKUT TakXe PpEryIsiTOpHbIM OEJIKOM CHUCTEMBbI
KOMIUIEMEHTa, BBINOJHSAS (QyHKIuu MemOpaHocBsizanHoro kodakrtopa CFI.
CaazbiBaer C3b, yckopsis ero nnaktuBauuto CFI B mpucyrcrsun CFH.

Takum  oOpa3om,  peryiasiuus  ajdbTEPHATUBHOTO  MYyTH  KOMIUIEMEHTa
ocyllecTBisieTcss 4eThipbMsi Oenkamu — (dakropamu H, I, MCP u THBD,
B3aMMOJICHCTBUE KOTOPBIX MPUBOAUT K MpeoOpa3zoBanuio C3b B HEAKTUBHYIO
Monekyny 1C3b, Onokupyss TeM camMblM KIIOYEBOM MEXAaHU3M AaKTUBALUU —
oOpa3zoBaHue Bce Oonpmux KonuuecTB (C3-KOHBepTazbl C  IOCIERYIOLIEH
oe3ynepxxHoit npoaykuueit MAK.

4.2.Cucrema komiiementa npu al'yYC

Atunnuneii ['YC — 3aboneBaHue, OCHOBY KOTOPOI'O COCTaBJSIET T€HETHYECKU
0o0yCNOBJIEHHBIH Je(EeKT peryjdiuud ajlbTePHATUBHOTO IMYyTH KOMIUIEMEHTA,
pPEe3yJAbTaTOM YEro SIBISETCS €ro XPOHUYECKass HEKOHTPOJUpyeMas aKTUBaIIMs.
[Ipeanonaraercsa, 4rto umermuecs y mnamueHToB ¢ al' YC Myranuu B Te€Hax,
konupytomux perynaropueie 6enku (CFH, CFI, MCP, THBD), npuBonmar x
HapylUICHUIO 3alUThl AHJOTEIHAIBHBIX KJIETOK OT aKTUBAIlMM CHUCTEMBbI
KOMIUIEMEHTa BCJIEICTBUE AedUIIMTa WU, Yalle, (yHKIHNOHAIbHBIX HAPYIICHUN
ATUX TPOTEUMHOB. B pe3ynpTrare 3TOro Ha MOBEPXHOCTU KIIETOK SHIOTEIUS
ycunuBaetcsi oopazoBanrie MAK, BbI3bIBalolllee UX MOBPEXKICHUE ¢ OOHAXKEHUEM
CyOdHIOTEINAIBHOTO MaTpUKCca, TpaHchopManueld aTpoMOOTHYECKOTO (DEeHOTHITA
B IPOTPOMOOTHYECKHII U  TOCIEAYIOIIMM  oOpa3oBaHUEM  TpPOMOOB.
JlonmoJHUTENbHBIM BKJAJ B Mpolecc TpomMOOOOpa3oBaHUSI y MAIMEHTOB C
myTauusiMu  pakropa H MoXeT BHOCUTH Takke akTHBAllUs KOMILIEMEHTa Ha
MOBEPXHOCTU TPOMOOIMTOB, MPUBOJAIIAS K YCUICHHUIO MX (PYHKIHOHAIBbHOU
aKTUBHOCTH.
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Hapsany ¢ Hanbonee 4acTo BCTPEUAIONIMMUCS MYyTalUIMHU OEIKOB-PETyIsITOPOB,
MPUBOJAIIMX K HApPYWIEHUIO UX (QYHKIUMU 1O KOHTPOJIO 3a AaKTUBHOCTHIO
anbTepHATUBHOrO MyTH KomruiemeHTa (loss-of-function), omucansl Takxe MyTanuu
¢dakTtopa B u C3 KOMIIOHEHTa KOMILJIEMEHTa, OOECIEUUBAIONINE 3HAYUTEIHbHOE
HapacTaHue axkTuBHOCTH (gain-of-function) 3a cueT crabuiIM3anuu C3-
KOHBEpPTa3bl U €& PE3UCTEHTHOCTH K WHAKTUBAIIMM, COOTBETCTBEHHO, YTO
BBI3BIBAET M30BITOYHYIO AKTHUBAIMIO CUCTEMbI KOMIUIEMEHTa. [IpenmyiiecTBeHHOE
nopaxxenue mnodyek npu al'YC, mno-BuauMomy, oOOyCIOBIECHO OCOOCHHOMU
YyBCTBUTEJIBHOCTHIO  (DEHECTPUPOBAHHOTO  TIJIOMEPYJISPHOIO  JHAOTENUS K
MOBPEXKCHUIO, O0YCIOBICHHOMY HapyIIEHHOU PEryJisaieil KOMILIEMEHTA.

4.3. I'enernveckue anomajauu npu al'yYC

VYV nauuentoB ¢ al'YC naubonee vacto (okono 30% ciydyaeB) oOHapy>KUBAIOT
myTtaiuu rena CFH. K Hacrosimemy BpeMmeHu uiaeHTu(duuupoBanbl Oonee 100
mytatui CFH y nmereir m B3pocnbsix nauueHToB ¢ al'YC, mpuyem HE TOIBKO
HACJIEJICTBEHHBIM, HO U CIIOPAJIMYECKUM. BOJNBIIMHCTBO MyTallMil TOKaJIU30BaHbI B
C-xonneBbix 3k30Hax (19-20) monexynst CFH. T'omosurotneie myrtaunn CFH
pPEIKH, Yallle BCEro BCTPEYAETCS HOCUTEIBCTBO OJHOW reTepO3UTOTHON MYyTalllH,
OJIHAKO BO3MOKHO HOCUTEIBCTBO JIBYX U 00Jie€ T€TEPO3UTOTHBIX MOTUMOP(HU3MOB
¢daktopa H. Menbiiee yucino myrtarnui (T.H. MyTanuu lTuma) acCOMUPOBAHO C
konuuecTBeHHBIM Jeduiurom CFH (nu3kuii yposens CFH B mima3me), ogHako B
OOJNBIIMHCTBE clydaeB MyTanuu (ocoOeHHO B C-TepMHHAIBHBIX 3K30HAX)
CONpsiKEHbl C  (QYHKIMOHAIBHBIM jAehuuuToM (Qakropa (MyTauuu 2 TUIIA).
Hocutenn stux Mmyrtanuid MMEOT HOpMalibHYIO0 KoHUeHTpanuto CFH B mmasme.
YpoBenr C3 B mnazme cHwkeH y 30-50% mnamueHTOB € TE€TEPO3UTOTHBIMU
myTtaiussMu CFH u Oonee vacto — mpu Myrtamusx 1 Tuma. [TanuenTer ¢
TOMO3UTOTHBIMU MYyTallIMU UMEIOT HauOosiee Hu3kue ypoBHu kak CFH, tak u
C3 B mna3me. Ilpsimas cBsi3b koHueHTpanuit CFH u C3 mexay co0oi 0TCyTCTBYET:
ypoBeHb C3 MOkeT ObITh HU3KUM Mpu HopMalibHOM ypoBHe CFH 1 Hao00poT.
Oxkomno 10% 6onbubix al'YC (B OOJIBIIMHCTBE CBOEM — JE€TH) UMEIOT MyTallud B
rene, koaupytomem MCP.

[Tpumepno y 10% manuentoB BeisiBisAr0T myTauuu CFI. Onucansl MyTtamnuu resa
daxrTopa 1, ananornunsie TakoBbiIM CFH, T.e. mpuBogsiue 11060 K HapyIICHUIO
CUHTE3a, JIM00 K HapylIeHUuI0 (PYHKIUU 3TOTO (hepMeHTa.

MyTanuu reia TpoMOoMo1yIuHa oTMevaroTcs y 3-5% O0JIbHBIX.

Kpome toro, y HeOONBIIOTO YKca MAalMeHTOB onucanbl MyTauuu ¢akrtopa B (1-
4% o6onbHbIX) U C3 KoMnoHeHTa koMmIuieMeHTa (2-10% OOnbHBIX), TPUBOSALINE K
ux n30b6ITOYHOM akTUBauu. Okono 12% GonbHbIX al'YC UMEIOT MyTalluu JIBYX U
00J1e€ T€HOB CUCTEMBI KOMIUIEMEHTA.

4.4.Autu- CFH-ayroanturesna

[TpubnusurensHo y 6-10% mnamuentoB ¢ al'YC, mpeumyiiecTBEHHO Yy JeTel,
BBUIBISIIOT ayToaHTuTena K Qakropy H. Ux nelictBue HampaBieHo npotuB C-
TepMUHAIBHOTO peruoHa (dk3oHbl 19-20) monekynst CFH, B cBs3u ¢ uem
INPUBOJAUT K TEM JK€ IMOCIHEACTBUSAM, 4yTO W MyTauuu (axropa H. Hanuuwme
MOAOOHBIX aHTUTEN CBsizaHO ¢ AeduuutoMm ¢aktop H-cBsizanubix OenkoB 1 u 3
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(CFHR1 u CFHR3), BO3HMKarOIIMM BCIEACTBUE MYyTalMii COOTBETCTBYIOIIMX
reHoB. YcraHoBieHo, uto Yy 90% OonbHbiXx ¢ anTu-CFH-ayToanTuTenamu
nosiHocThI0 0TCYTCTBYIOT CFHR1 11 CFHR3, yTo 00ycnoBi1eHO rOMO3UTOTHOM

Jenenre B TEeHax OJTUX MNpoTeuHoB. IlpumepHo y TpeTu OOJBHBIX C
ayToaHTuTenamMu K (aktopy H BBISIBIEHBI TakXke MyTaluu Pa3iudHbIX (HPAKTOPOB
komruiemeHTa. [lna3mennas konmentpamus C3 cHmwxkena y 40-60% Oo0nbHBIX
al'VC ¢ antu-CFH-ayroantutenamu, nmpudeM B OOJbIIEH CTENEHH Yy TEX, KTO
uMmeetr Ooisiee BbicOKMI  ux TUTp. OcobenHocTthio al'YC, 00ycrnoBiIeHHOTO
aHTUTeNaMHu K ¢pakropy H, siBisiercsd yactoe peuuauBUupoBaHue 3a00JI€BaHUS.

KommenTapuii

[leHeTpaHTHOCTh BCEX MYTAHTHBIX T'€HOB IMEPEYHCICHHBIX (PAKTOPOB cOCTaBiIsieT OKoiIo 50%.
Crnenyer mNOTYEPKHYTh, YTO B CEMbAX C HACHTH(PHUUIUPOBAHHBIMH MYTAallMSIMU T€HOB
KOMIUIEMEHTA TOJIBKO Yy HEKOTOpbIX HocuTened wmyrauuil pasBuBaercsa al'VC. Jlaxe mnpu
BO3HMKHOBEHUH 3200JI€BaHUS Y HECKOJIbKUX UYJICHOB CEMbH C OJHUMH M TEMHU K€ MYTaIUSMH
€ro KJIMHUYECKUE TPOSIBICHUS MOTYT pa3InyaThCsl. SHAYUTEIbHBIN MOMUMOP(HU3M KIMHUYECKUX
NPOSIBJIICHUN HAOJII0JaeTCsl TakKe HE y POACTBEHHBIX HOCHUTENEH TeX ke MyTaluil. DTo Jnaer
OCHOBAHUS MPeIoJaraTh HalM4Kue JOMOJHUTEIbHBIX (PaKTOPOB — FEHETHUECKUX MU CPEIOBBIX
— KOTOpPbIE MOTYT OKa3aTh BIMSHHUE HA pa3BUTUE WU nporpeccupoBanue al VC.
Taxum o6pa3om, ciieayeT MOMHUTh, YTO:
* orcyrctBUe cemeiiHOM uctopun al'YC He HCKIIOYaeT BO3MOXKHOCTU TE€HETHYECKOU
IpUPOBI 3200JI€BaHUS;
* [PaKTUYECKHM HEBO3MOXKHO IPEJCKa3aTh pUCK BO3HMKHOBEeHMs al' VYC y uieHOB cembH
00JIBHOT0, UMEIOIUX TY K€ MYTaIUIO, YTO U MPOOAH]I.

4.5. I'eHeTn4ecKHu-(peHOTHIINYECKHE KOoppeasiuuu U nporao3 al'yYC
VY manuentoB ¢ al'YC 15 MOCTAaHOBKYM JUArHoO3a U MPUHATHSL PEIIEHUS] O TAKTUKE
nedyeHus wuAeHTU(UKAIUS MyTanuid (QakTopoB KOMIUIEMEHTa He TpeOyercs.
OnHako TeHEeTHYECKOE HCCIEJOBAaHUE HEOOXOAMMO ISl ONpEeTeHUs] MPOrHo3a,
O0COOEHHO y OOJIbHBIX, KOTOPHIM ILTAHUPYETCS TPAHCIUIAHTAIUS TIOYKH.

KommenTapuii

VY B3pocneix nanueHToB ¢ al'YC Bo3pacT aebrora 3a0osieBaHUS HE 3aBHCHUT OT Xapakrepa
myTtaiuii. OgHako y JeTed NOCIeTHHM ompejaesseT BO3pacT Hauyana 3abosieBaHus. Tak, y
OonpuIMHCTBA JeTeit ¢ myTtanusaMu ¢aktopoB H u I, a Taxke C3 u TpomOomoaynuna 0oe3Hb
neOrTUpyeT B Bo3pacTe A0 S5 yieT. JleTH, y KOTOpBIX BBIABIEHBI aHTHUTENa K ¢aktopy H nim
myTtaiuu rena MCP, game 3a0oseBaroT B Bo3pacte 8 JieT u crapiie. Hanuume myTanmii B reHax
TOTO WJIM MHOTO (haKTOpa KOMIUIEMEHTa HEIIOCPEJICTBEHHO BIUSAET Ha XxapakTtep Tedenus al YC,
OOIMHA W TOYEYHBIH TMPOTHO3, a TaKXKe OIpeaeseT IIPOTHO3 y IIALIMEHTOB C
TpaHcIaHTupoBaHHOW noukoil (Tabnuma 1). Takum obGpa3om, y manuentoB ¢ al'YC nporaos
BapbUpyeT B 3aBUCUMOCTU OT reHoTuna. Tak, mauueHTsl ¢ myrauusMu CFH umeror xyammit
porHO3, a 60nbHbIe ¢ MyTarssMu MCP — nyummii. CMepTHOCTH BO BpeMsl IIEPBOTO 3IH30/1a
Oone3Hn cocrtaBisier y nere ¢ Mmyrtauusmu ¢axtopa H 20-30%, a y B3pocabix — 4%.
TepmunansHoit mnoueuyHoit Henoctatounoctd (TIIH) B umcxome octporo smu3ona cpenu
BbDKMBIINX JeTeil gocturatror 20-40%, cpeau B3pocibix — 48%. 1lo cpaBHeHHIO ¢ HUMH, HE
3a(hUKCHPOBAHO CIyyaeB CMEPTH B MOMEHT OCTPOTO 31130712 00JIE3HU HU Yy OJHOTO OOJIBHOIO €
mytauusmu MCP nezaBucumo ot Bo3pacta. TIIH pasBunace y 25% B3pocibIX NAUMEHTOB C
9TUMHU MYTalMsAMH, TOrJa Kak cpeau nered nporpeccupoBanus no TIIH He oTrmedeHo HuM B
onunom ciy4dae. [Ipu ectectBerrnoMm tedennu al Y C 3aboneBaHue OTIHYASTCS HEOIArONPUATHBIM
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IMPOrHO30M HE3aBUCHUMO OT TOI'O, B KaKHUX PCryJIITOPHBIX OejKax M KOMIOHEHTaX KOMIUIEMEHTA
I/II[CHTI/I(l)I/II_[I/IpOBaHLI MyTallun, a TAKXKC B ClIydasaX, KOrla BbIABUTH UX HC yAaJIOCh.

Tab6uamna 1. IIporno3 npu al'YC B 3aBHCHMOCTH OT BUAA MYTalliil B FeHAX KOMIIEMEHTA

Tenu Puck cmeptu wnm Puck cmeptu wunm | Puck peuunusa
TIIH B  MOMEHT TIIH uepe3 3-5 mer | mocne  TpaHCIIAH-
OCTpOro 3MHU304a Puck penunusa OT Hayaa 00Je3Hu TaIyH TTOYKHU
WIM 4Yepe3 roa oT
nedrora
CFH 50-70% 50% 75% 75-90%
CFI 50% 10-30% 50-60% 45-80%
MCP 0-6% 70-90% 6-38% <20%
C3 60% 50% 75% 40-70%
CFB 50% 3/3 6e3 TITH 75% 100%
THBD 50% 30% 54% 1 6onpHON
Antu- CFH-AT 30-40% 40-60% 35-60% Berme y 6-x ¢
BBICOKHM YPOBHEM

5. KIMHUYECKAS KAPTHUHA
5.1. llyckoBbie ¢pakTopsbl al'YC

s paszButus al'YC HE0O0X0AMMO B3aMMOJICMCTBHE TCHETHUYECKHWX aHOMAJIMM B
CHCTEME KOMIUIEMEHTa ¢ (pakTopamMy BHEIIHEH Cpelbl, KOTOPBIE HUTPAIOT POJIb
TPUTTEPOB, MPOBOLUPYIOMINX JOMOJHUTEIBHYIO AKTUBALMIO KOMIUJIEMEHTA ¥
MpeapacoiOKEHHBIX JIUII.

KommenTapuii

Tpurrepusie GaxTopbl WACHTU(GUIMPOBAHBI B LIEJIOM MOYTH y MOJOBUHBI narueHToB ¢ al YC,
IpU 3TOM B MEAMATPUYECKOM KOropTe OOJBHBIX YacTOTa HX BbIABIEeHUs nocturaer 80%.
Haubonee yacTeM TpUrrepoM ciayxaT MH(EKLUUU: B MEPBYIO O4Yepelb, IbIXaTeIbHBIX IyTeH U
eIy IOYHO-KUIIEYHOTO TpakTa. [luapes mpeaiiecTByeT Havady 3a0ojieBaHHsS MPUMEpPHO B 23-
30% cnyuaeB, npuueM B yacTu u3 HuX BbisgBisgeTcs STEC-undexkums. Cpenu mamueHTOB cO
STEC-undexuueii, o0cie0BaHHbIX B CBsI3U ¢ nogo3peHueM Ha al'YC u3-3a ¢yJIbMHHAHTHOTO
TeueHus: 00JIe3HHU, HATTMYUS CEMEHHOro aHaMHe3a i peruauBoB TMA, renetuueckue 1e(heKThl
uAeHTUGUIMPOBaHbl B 22% ciydaeB. MH(peKMM BEpXHUX IbIXaTENIbHBIX MyTEH Kak TpUITEp
al'VC 3apeructpupoBanbl y 18% OonbHbIX. Hepenko 3abosneBaHUsAMH, NPEALIECTBYIOIIMMU
pazutnio al'YC, sBmstorcs rpunn HIN1 wu  Berpsnas ocma. BaxubiM  daxTopowm,
CIOCOOCTBYIOUIMM pa3Butuio win peuuauBy al'YC, cayxur OepeMeHHOCTh, KOTOpas
IpeIIecTBYeT 3a00J€BaHUIO PUMEPHO Y 7% OONBHBIX, U TPAHCIUIAHTALUS OpraHoB — y 5%
MAIUEHTOB.

5.2. KIMHUKO0-/1200paTOPHbIE MPOSIBJIEHUS U 0COOCHHOCTH TeYEeHUSA

Knuanueckas kaptuna al'YC xapakTtepu3yeTcs 3HAUYUTENbHBIM NOJIUMOP(PU3IMOM
cuMntoMoB. OJHAKO  OCHOBHBIMU  MPOSIBICHUSIMU  OOJE3HH  SIBISIOTCS
TPOMOOILIMTONEHUSI, MUKpOaHTHoNaTu4YecKas remonutudeckas anemusi (MAT'A) u
octpoe moueuHoe nospexaeHue (OIIII), cocTaBnsmonme KIaCCUYECKYIO0 TpUAIy
TMA.

* Atunuunbiii ['YC B OOJIBIIMHCTBE CIydyaeB HAUMHAETCS BHE3anmHo. bone3Hn
MOXET MaHu(pEeCTUPOBaTh HeCHEU(PUIECKUMU CUMITOMaMU — CJ1abOCThIO,
YTOMJISIEMOCTBIO, OOIIIMM HEJIOMOTaHUEM, TPUIIIONOJO0HBIM CUHIPOMOM. Y
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B3pOCIbIX MalMeHTOB Hepeako (B 20% ciaydaeB) MUMEET MECTO CTEpPTOe
HAayaJl0 C MEIJICHHBIM HporpeccupoBanveM. I[Ipu 3TOM Ha NpPOTSHKEHUU
HECKOJIbKUX HEJeNIb WU AK€ MECSIEB OTMEYAIOTCs Cla00 BbIpaXKEHHAs
aHeMHMsi, TPaAH3UTOPHAs TPOMOOIUTONEHUS, U COXpaHHas (YHKIUS MOYEK.
Bo3sMoxHO Takxke pasBurHe «HenmoaHom» TMA ¢ oTcyTcTBHEM
TpomOouTOnIeHuU uiu, pexxe, MAI'A. B psige caydaeB onucaHo pa3BUTHE
TOJBKO TMOYEYHbIX Npu3HakoB TMA B OTCYTCTBHE TI'€MAaTOJOTMYECKUX
HapyILICHUMN.

* V OoNplIMHCTBA MALUMEHTOB KIWHHUYECKAas KapTHHA MpPEJCTaBIeHA
TpoMmOonuTonenueii, HenmmyHHoi MAI'A u OIIIT

* Tpombormuronenus (Meree 150000/mm?, game mexay 30000 u 60000/ mm?,
WU CHIDKEHHME 4Hclia TpOoMOOIMTOB Oosiee ueM Ha 25% OT HCXOIHOTO)
SBJISETCS  CIIEACTBUEM  MOTPeOJICHUsS  TPOMOOIIMTOB B  MpoIlleccax
MUKPOLIMPKYJISITOPHOTO TpOMOOOOpa3oBaHus

* MukpoaHruonaTuyeckasi reMoJIMTH4ecKasi anemus (remorsnooun medee 100
I/1) Kak pe3yjabTaT MEXaHWYECKOr0 TeMoJih3a IPUTPOLUTOB BCIIEICTBUE
MOBPEXJEHUS MX MeMOpaH TMpuU KOHTakTe ¢ TpomOamu. Hamuuue
IIM30LIUTOB, HU3KUM YPOBEHb ranTorioonHa, Beicokuid ypoBenb JIJII' kpoBu
u oTpUllaTeNbHAas peakius Kymb6ca MIOATBEPKIAIOT
MUKPOAHTHOMATUYECKYIO MPUPOAY FeMOIu3a

* B OOJBIIMHCTBE CIIy4yaeB MOpPaKEHHE TMOYEK MaHU(DECTUPYET OCTPOil
MOYEYHOM HEJOCTATOUYHOCTHIO C HAIMYKMEM OJIUTO/aHypuu win 6e3 Hee. [1pu
COXPAaHEHHOM JUype3€ OTMEYaeTcsl MPOTEHHYpPHs, WHOTJAa MAacCCHUBHAas,
BIUIOTh JI0 Pa3BUTUS HEPPOTUYECKOTO CHUHIPOMA, OCOOEHHO TIpHU
MOCTENIEHHOM pa3BUTUU 3a00jeBaHus. BO3MOXXHO MOSIBIEHUE TeMaTypHH.
Cnenyer ormetutbh, uto mpu al'YC OIIIl wmoxer He OBITH NEPBBIM
nposiienueM Ooisie3nu. [IpumepHo 17% OONBHBIX AEMOHCTPUPYIOT JUIIHL
YMEpPEHHbIH MOYEBOW CHHAPOM 0e3 HapyuieHuss QYyHKIUU TOYEK.
3aboJsieBaHUE MOXKET TaKXke J1Ie0I0TUPOBATh H30JUPOBAHHON MPOTEUHYpPUEH
¢ mnpuszHakamu HadanbHOM XIIH. IlomoBwmHa pgereldi W OOJBIIMHCTBO
B3poCibIX nanueHToB ¢ al YC HyXIalTCid B MPOBEACHUHM T'e€MOAMAIN3a B
MOMEHT TOCHUTAIN3AIMU. TepMUHANIbHAs IOYE€YHAs HEIOCTATOYHOCTh Yy
MHOTHUX TMAallMEeHTOB Pa3BUBAECTCS HE3aBUCHUMO OT XapakTepa MaHudecTauu
00JIe3HU.

* AprepualibHash THIIEPTCH3US pa3BUBacTCS y OOJBIIMHCTBA IAIIMCHTOB
HE3aBHCHMO OT BO3pacTa BCIEJCTBHE IEPETPY3KH OOBEMOM IIPH HAJIUIUHU
OJINTO/aHyPUHU H/WIIM TUNEPPCHUHEMHHM BCIICJICTBUC HIEMHH TKaHU ITOYEK,
obycnosinennoir TMA

* T'enepanuzoBanHbii xapakTep TMA npu al'YC 00ycioBnuBaeT pa3BUTHE
AKCTPAPEHANIbHBIX MPU3HAKOB OOJIE3HU, CBSI3aHHBIX C MOPAXKEHHEM
MHKPOLUPKYJISTOPHOTO Pyclia Pa3IMYHBIX OPTaHOB U CUCTEM, B TOM YHCIIE
TOJIOBHOTO MO3ra, Cepaua, JETKUX, KEIyJOYHO-KHUIIEYHOTO TpakTa.
Buenoueunsie nposiBieHus: 3ab0oneBanust HaOmonaoTes y 20% maiueHTos,
U3 KOTOPBIX MOYTH JBE TPETU UMEIOT OOJbIIE OAHOTO AKCTPAPEHAIBHOTO
MPU3HAKA.

* V OONbIIMHCTBA MAllMEHTOB HMEETCS BBIPAXKEHHBIA OTEUYHBIA CHUHIIPOM,
OCHOBHBIMU MPOSBICHUSIMH KOTOPOTO CIy>KaT MaCCUBHBIE MepUPpepuIECKUe
OTeKM BIUIOTh JO AaHAacapku U BBIIOT B TMOJOCTAX (TUAPOTOPAKC,
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ruApornepukapa, acuurt). [IpuunHoil 0TEeKOB SIBISIETCS PE3KO TMOBBIIICHHAS
COCyAuCTasi MPOHULAEMOCTh, MHAynupoBaHHas C3a u C5a KOMIIOHEHTaMH
KOMILIEMEHTA Yepe3 OCBOOOXKICHUE OOBIINX KOJUYECTB TMCTaMHUHA.

* Jloutu y mnosoBUHBI OOJBHBIX pa3BuBaerca nopaxenue [IHC pasznoit
CTEMEHU BBIPAXKEHHOCTU (COHJIMBOCTb, Pa3APAKUTEIBHOCTh, CYAOPOTH,
HapylIeHUsl 3peHusl, FTeMUINApe3 WU TeMUILIETUs, CTymnop, koma). B psae
CIy4yaeB BO3MOXHO pPa3BUTHUE OTEKAa TOJOBHOIO MO3ra, OOYCJIOBJIECHHOE
ITOBBIIIEHHOM COCYIMCTON MPOHUIIAEMOCTBIO.

* V 40% OonbHbIX pa3BuBaeTcsi TMA MuOKap/ia, OCHOBHBIM MPOSIBICHHEM
KOTOpPOM MOXET ObITh IWUJIaTallHOHHAs KapJIUOMHOIATHS C MpU3HAKAMHU
MOCTENIEHHO HApacCTAOIIE WIM OCTPOM CEpPACYHOW HEIOCTATOYHOCTH.
HeGonbmmoe yucno (okono 3%) maiueHToB ¢ UHTpaMuokapauaibHoii TMA
JEMOHCTPUPYET PA3BUTHE OCTPOro MH(GAPKT MHUOKAPJ]A, KOTOPBI MOXKET
CTaTh IPUYMHON BHE3AITHOW CMEPTH.

* Jlerounas TMA MOXeET CTaTb NPUYMHOW PA3BUTHUA TE€MOPPATHUYECKOTO
aJbBEOJIUTA WM OCTPOTO PECHUPATOPHOTO AUCTPECC-CHHAPOMA B3POCIbBIX.
Hapacraromnast BciaeACTBUE 3TUX MPUYUH JbIXaTelbHAasi HEAOCTATOUYHOCTh B
psne ciydaeB TpeOyeT MPUMEHEHUsS] MCKYCCTBEHHOW BEHTWJIALIMHU JIETKHUX.
JocrarouHo 4acto y nanueHToB ¢ al'YC pa3BuBarOTCA ABYCTOPOHHHUE
UHQUIBTpPAThl B JIETKUX, YTO 3aTpyAHSET BepUPUKALMIO JUarHo3a u
Tpebyer  auddepeHManbHOM  TUArHOCTUKUM € BAcCKyJUTaMH U
MH(EKIIMOHHON MaTOJIOTUEM.

* Tlopaxenune KKT BcTpeuaercss nmpubnuzutenabHo y 30% Oonbnbix al'YC.
Hanbonee yacTto HabmogaeTcs MOpaXKEHUE KUIIEYHUKA, MPOSBIISIONIECECS
auapeei, TOIHOTOW U PBOTOM, XOTS BO3MOXHO pa3BUTHE abJOMHHAIBLHOTO
0oseBoro cuHapoma. Hepenako ormedaeTcsi pa3BUTUE OCTPOTO MaHKpeaTuTa
C XapaKTEePHbIMU KJIMHUYECKUMU MPU3HAKAMU BIUIOTH J0 MaHKPEOHEKPO3a.
OnucaHo ocTpoe pa3BUTHE caxapHoro auabera. Pexe HabmonarTCs
UIIEMHUYECKUE HEKPO3bI MEUCHHU.

* Penkum mposiBneHuem al'YC sgBisgeTcCd NOpaXEHHE KOXHU C Pa3BUTHEM
OOILIUPHBIX HEKPOTHYECKUX oOvaroB. BcTpeuaercss TakKe IUTUTaIbHAS
UIIEMHUYECKas TaHrpeHa, IPUBOAAIIAs K aMITyTalliy MaJiblieB PYK U HOT.

* [IpumepHo y 5% ManmeHTOB OTMEYAETCA MOJIUOPTraHHAs HEIOCTATOYHOCT,
ces3anHas ¢ nuddysnoin TMA ¢ nopaxennem [HHC, umemueit Muokapaa,
JETOYHBIM  KPOBOTEYEHHWEM UM  JbIXaTeIbHOM  HEJOCTATOYHOCTHIO,
MaHKPEaTUTOM, MEUYEHOUYHBIM I[UTOJMTUYECKUM CHUHIPOMOM, >KEIYIJOUYHO-
KHUIIIEYHBIM KPOBOTCUECHUEM.

6. IPUHIUIIBI JUAT'HOCTHUKH

6.1./lnarnocTuka TpoMOOTHYECKOI MUKPOAHTHOIATHH
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Pexomenpanuss 1. [Amarno3 arunuynoro I'YC - 310 aumarHo3 muckjawo4denusi. OH
YCTAHABJIUBACTCS HA OCHOBAHMH XAPAKTEPHOH KJIMHMYECKOH KAPTHHBI U J0JIKEH ObITh
MOATBeEPK/AeH J1a00paTOPHbIMH JAHHBIMH, HCKJIOYAOIUMH apyrue TMA.

KommenTapuii

B cBasu ¢ tem, uto Bce TMA He3aBUCHMMO OT MX IATOI€HE3a MMEIT CXOAHbIE KIMHHUKO-
nabopaTopHble TPOSIBICHUS W OOILIYI0 TUCTOJOTMYECKYI0 KapTUHY, YpPE3BBIYaiHO Ba)KHOM
npencrasiserca aupdepeHnuanbpias JUarHoCTHKAa MEXy OCHOBHBIMH (pOpMaMM TEPBUYHOM
TMA — TTII, STEC-I'YC u aI'VC. ¥V B3pocinsix nanueHToB ¢ TMA HE0OX0IUMO Takxke
UCKJIIOUUTH 3HAUYUTEIIEHOE YMCIIO 3a00JI€BaHHI U COCTOSIHUMN, TIPU KOTOPBIX BO3MOKHO pa3BUTHE
BTOpUUHBIX TMA, B mepByI0 O4epe/ib, CBA3aHHBIX C OEPEMEHHOCTBIO U POJIaMH, CUCTEMHBIMH
3aboneanusMu (CKB, ADC, ckiepoaepmusi), 3M0Kaue€CTBEHHBIMA HOBOOOpa3oBanusimu, BIY-
MHQEKIUeH, CerncucoM, 3J0KaYeCTBEHHOW apTepHuaibHON TUIEpTEH3HEH, JIeKapCTBEHHOM
tepanueit, IBC-cungpomom. Y gereit B Kpyr audQepeHnaibHO-IMarHOCTUYECKOro MOUCKa,
kpome TTII, STEC-I'YC u al'YC, cnenyet BKIIOYaTh METHIMAIOHOBYIO alluIypHIO (1e(eKTHBIHI
MeTtabonm3m kobamamuua) u ['YC, accoluupoBaHHBIA C THEBMOKOKKOM, MPOAYLHPYIOIIUM
Heilpamuanasy. Takum oOpasoMm, auarHoctuka al'YC ocymiectBisiercs B jaBa 3tama. Ha
IEpBOM JTale HEoO0XOAWMO YCTaHOBUTH Hamuuue TMA, Ha BTOPOM — IIPOBECTHU

muddepeHIHaNbHY0 AMATHOCTUKY MEXJy NMEePBHYHBIMA M BTOPHMYHBIMH TMA M NEepBUYHBIX
TMA (TTIIL, STEC-T'YC u al'VC) mexay coboii.

Pexomengaumsa 2. /IlmarHoctuka TMA ocHOBaHa Ha HAJIUYUM TPOMOOUUTONEHUM U
MHKpOaHruonatuyeckoro remosausa (MAI'A) B couyeTaHMu ¢ NPU3HAKAMH MOPAKEHUS
NMOYeK W/MJIH IKCTPAPEHAJTbHOI0 MOPaKeHHUS.

KommenTapuii

TpOMOOIUTONEHNIO KOHCTATUPYIOT HPH KoIndecTBe Tpombormros <150.000/mm’. Ecim uncito
TPOMOOIIMTOB MPEBBIIIAET 3TO 3HAYEHUE, TO 00 UX MOTPEOJICHUU MOXKHO CYIUTh MO CHHXKEHHIO
KOJINYeCcTBa TPOMOOIIMTOB >25% 0T Ga3anbHOr0 YpOoBHS (€CiIM OH M3BECTEH). B penkux ciryuasx
BO3MOKHO pa3sutue MAI'A 6e3 TpOMOOIIUTONICHHH.

Hannune MAI'A  ycraHaBIMBarOT Ha OCHOBAaHUM BBIABICHUS Yy NALUEHTOB C aHEMHUEH
[IM30IUTO3a (YUCIIO IIM30LMTOB B Maske mnepudepuueckoir kpou Bbime 0,1 %) wu/mnm
noBbimieHHOro ypoBHs JIJII' w/wnu cHwkenus rantornoOuHa. Ilpu momospennn Ha TMA
HEOOXO/MMO OIpe/eJCHUe BCEX TpPEX YKa3aHHBIX MAapKepoB, IIOCKOJIBKY B OTCYTCTBHE
W3MEHEHUH OJIHOTO M3 HUX M HE BBIIOJHEHHBIX MCCIIEJOBAHMSX JBYX ApPYrux auarHos TMA
YCTAaHOBUTh HEBO3MOXKHO (JIOKHOOTpHIATENbHBIH pe3ynbTar!). Bcecem OombHbiM ¢ TMA
HEOOXO/MMO TakXe BBINOJHATH peaknuio KymOca i MCKIIOUEHHS MMMYHHOH NPHPOJIBI
reMOoJIn3a.

VY mnauuentoB ¢ MAI'A u tpombomnuronenueit nHamumume OIIl wmnm apyrux npu3HAKOB
MOpaXEHUsI MOYEK, M30JUMPOBAHHOTO WJIM B COY€TaHMM C cumnromamu nopaxkenus L[HC,
cepaua, JKKT, nerkux cimyxut ocHoOBaHUEM 1715 fuarHoctukn TMA.

6.2. Jlnarnoctuxka atunudHoro I'YC

Pexomennanusn 3. B ciryqae koncrarannu TMA nuarso3 al'YC moxkxHO BepuguIIHpPOBaTh,
T0JbKO HCKIIOYUB STEC-I'YC u TTIIL Inarno3 STEC-I'YC moxkeT ObITH OTBEpPrHYT HA
OCHOBAHMH HCKJIIOYECHHUS] HAJMYHUS INTa-TOKCHHA B KPOBH U CTYJIe.

Kommenrtapuii

Ckpunuar Ha STEC-I'YC nHeoOxomum BceM OonbHBIM ¢ mnpusHakamu mnopaxenus JKKT,
ocobeHHo ¢ nuapeeit. JlaGopaTtopHble MCCIEIOBaHMS CIEAYeT BBIIOJHATH B IEPBbIE CYTKU
rOCOHUTaIM3aluKd OOJBHOIO B CTAllMOHAp 1O Hayajga aHTUOaKTepuanbHOW Tepanuu. Jlns
uckmoueHuss STEC-I'YC noka3zaHsl:

* poceB Kkaya ais BoisiBieHuss KyabTypbl STEC (Ha cpeny Mac Conkey st E.coli O157:H7)

" QIpEACNICHHUE IUTra-TOKCHHA B KaJle WIK PEeKTalIbHOM Maske meronoM IIIP

16



"  OmpeeNeHNe NTa-TOKCHHA B CBIBOPOTKE KPOBH
" onpeneneHHEe B CHIBOPOTKE KPOBH  aHTHTEN K JIMIONOJNMCAaxapuay  Haubosee
pacrpocTpaHeHHOTo B JaHHOM peruone ceporumna E. Coli - O157:H7 )

Pexomenpanus 4. [as uckiawdyenus TTII Bcem O6oabnbiMm ¢ TMA  HeoOXoaumo
onpenejseHue aktTuBHoctu ADAMTS-13.

KommenTapuii

HccnenoBanne axktuBHoctd ADAMTS-13 crnenyer BBINOAHATH [0 Hadajla IUIa3MOTEPAIHH.
AxtuBHOocTe ADAMTS-13 B HOpme cocrtaBisieT 80-110%. CHuxenue €€ no 5% u meHee
CBHJIETENILCTBYET B monb3y nauarHo3a TTIL. YV OonpHBIX ¢ TakMM YPOBHEM AaKTHBHOCTHU
ADAMTS-13 noxkazano omnpenenenue B KpoBu aHTU-ADAMTS-13-anturen s BepuduKaiu
reHeTuueckol uiam ayroummyHHo (opmbl TTII, uro ompenenseT TaKTUKY JIEYEHHS 3TOTO
3a0oneBanus. Y manuentos ¢ al' YC axktuBHOoCcTE ADAMTS-13 MokeT OBITh CHIDKEHA, OJHAKO
e€ mokasatesb Beeraa npesbimaeT 5%. CHmkenue aktuBHocth ADAMTS-13, nomumo al'VC,
MOXET HaOMIoJaTbcs MPU CUCTEeMHBbIX 3aboneBanusix (katactpopuueckuini ADC, CKB),
cencuce, JBC-cunmpome. B ciyyasx HEBO3MOXHOCTH HEMEMJIEHHOTO HCCIEHOBaHUS
aktuBHoctTh ADAMTSI13 y namuenta ¢ TMA wu  KpallHEll TSKECTbIO COCTOSIHUS,
00yCJIOBIMBAOIECH YIpO3y KU3HU WIIM BBICOKUI PUCK TSKEIBIX MOYESYHBIX U/UIH BHETIOUEUYHBIX
OCJIO)KHEHUM, CIeAyeT HCIIOJIb30BaTh IPAaBUJIO, B COOTBETCTBUUM C KOTOpPBIM  3HAUEHUS
KpeaTUHHHA CBIBOPOTKU >150-200mkxmons/n (1,7-2,3Mr/asm) B COYETaHMHM C  YUCIIOM
Tpombo1ToB >30 000/1 MK mpakTHUecku HckIovaoT aquarHos TTIL

Uckmouenne STEC-I'VC u TTII y nanuenTa ¢ He BbI3bIBaroliell comHeHnid TMA no3BosisieT
JUarHOCTUPOBAaTh ATHINMYHBINA IeMOJIUTHKO-YPeMHUYEeCKH CHHAPOM

Pexomennanusa 5. BceM manmueHTaM ¢ BHOBb BEISIBJIeHHOH TIMA Heo0X0auMO HCCIEA0BATD
KpoBb Ha conep:xxkanne C3 u C4 KOMIIOHEHTOB KOMILJIEMEHTA.

KommenTapuii

Cumwxkenue conepxanus C3 mnpu HOPMaIbHOM YpPOBHE B KpPOBH OOJIBHBIX C KIMHHKO-
nabopatopubivu npusHakamu TMA C4 ormeuaercs He 6oiee yeMm y 50% manuentoB ¢ al'YC.
HopMmansnbiii nokaszarens C3 He uckimoudaeT nuartosa al'VC, a BBIBIEHHOE CHUXKEHHE ITOIO
KOMIIOHEHTa KOMIUIEMEHTA MOJKET CIIY’KUTb JOIOJHUTEJIBHBIM apryMEHTOM B IOJIb3Y 3TOIO
JMarHo3a.

Pexomennanusa 6. BoabHbiM ¢ npu3dHakamu TMA, o0co0eHHO aeTsiM M IOAPOCTKAM,
HEe00X0JUMO BBINOJHATH HccIe0BaHue ayToaHTHTe K pakTopy H (anTu-FH-anTurena).
Komenrapmnii

Aytoantutena kK ¢aktopy H obOnapyxwuBaror npubmmsurensHo y 10-15% Oompabix al'VC,
MPEUMYIIECTBEHHO y JAeTeil W mojapocTkoB. CBoeBpeMeHHOE BbIsiBlieHHE aHTU-FH-anTuTena
UMeeT BaXKHOE 3HAYCHHE JJIS1 BBIOOPA TaKTHKH JICUCHUS

Pexomennanusa 7. buoncus mouyxku He ABJIAETCHA 00s13aTeJbLHOMH Mjaa auarHoctuku al'yYC.
Oanako oHa MOXkeT MOATBepAUTH 1HarHo3 TMA B COMHHMTEJBHBIX H HESICHBIX CUTYallUsIX.
KommenTapuii
buorncus noyku MOXeT IOMOYb B BepUPHUKAIMH JUATHO32 B CICAYIOUINX CIyYasX:

= ComHenuil B ntuarnose al'YC

* MaccuBHOU NPOTEUHYPHUH y OOJIBHBIX C aHEMUEH U TPOMOOLIUTOTIEHUEH

=  OrcytcrBus 3QdexTa oT a3MoTepanuu

* [ocrnuTanu3anyy B CTAIIMOHAP B MO3HUE CPOKH OT nedrota TMA

=  OrtcyTcTBHE MOJHOTO Ja00paTOPHOTO cUMITOMOKOMIUIEKca TMA (uarie Bcero

TPOMOOIIMTOTICHUH )
= [logo3penus Ha BTopuuHbie popmbl TMA
= [lono3penus Ha xpoHudeckyro TMA
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Pexomennanusa 8. I'eHermyeckoe uHcciegoBaHHe He SBJISETC HeEOOXOAUMBIM JIJIsl
ycraHoBjJaeHus AuarHosa al'YC u He urpaer poiu AJsi pelleHHs] BOIIPOCAa 0 TAKTHKe
JieyeHUus1 00JbHOr0. OJHAKO reHeTHYecKoe HCCJIeJOBaHNe Heo0X0AMMO JIsl onpeesIeHus!
NPOrHO3a TPAHCIVIAHTALMH NOYKH, €CJIM OHA IVIAHUPYeTCsl, pH ceMeHHbIX (popmax al'YC
U penuaIuBax 3a00/1eBaHuA.

KommenTapuii

OTtcyTcTBHE HEOOXOIUMOCTH T€HETUYECKOTO HcciaeoBanus As auarnoctuku al'YC ocHOBaHO
Ha TOM, 4YTO MYTallMd TEHOB PETrYJSATOPHBIX OEJIKOB aJIbTEPHATUBHOIO ITyTH AKTHUBAIMH
KOMILIEMEHTa BBISBIISIIOTCS y O0nbHBIX ¢ HacieactBeHHbIM al'YC B 60-70% cmyuaeB, a mpu
cniopaguueckoit popme 6ome3nu — Becero B 30%. Takum oOpa3zoM, OTpULATETbHBINA pPe3yJIbTaT
IFE€HETUYECKOT0 CKpUHUHIA y nanueHTta ¢ HecomHeHHOH TMA He uckimrouaer Hanuuus al'VC.
BbInosHEHNE TEHETUYECKOr0 HCCIIEJOBAaHMsI 3aHUMAET HE MeEHee 2X MECALEeB, a IPOTrHO3
OJMHAKOB Yy OONBHBIX KaK C HACHTH(QHUIMPOBAHHBIMH, TaK W C HEUACHTU(HUIMPOBAHHBIMU
mytauusamu. Ilostomy g nuarHoctuku al'VC u  HasHaueHus JI€YEHHUS TIEHETHYECKOe
UCCleIoOBaHUE 3HaueHus He uMeeT. OIHAKO IOC€ TPAHCIUIAHTALMM IOYKH PUCK PELMIMBa
al'YC, ompenensoniero npor{o3, 3aBUCUT OT Bujaa myranuil (tabmuna 1). MMeHHO mosTOMY
IOpU TOATOTOBKE K TpAHCIUIAHTAMM TOYKM B IUIaH oOcienoBanus mnamuenta ¢ al'yYC
HE00XO0IMMO BKJIIOYAaTh T€HETHUECKOE UCCIIEI0BAHHE.

Pexomengaumsa 9. VY B3pocabix mnanueHtoB ¢ TMA Heo0XoamMo mnpoBOAMTH
aupdepenunanbuyo  auarHoctuky al'YC ¢ cucremubiMu  3a0oseBanusavmu  (CKB,
kartactpopunuecknii APC) u BUU-nundexnueii. Pazeurue cumnromoxkommiexkca TMA Bo
BpeMsi OepeMEHHOCTM W B IOCJICPOJOBOM IepuoJe TpedyeT TaKiKe MCKJIOYCHUS
crnenr(pruUecKNX aKyIIePpCKUX NPUYMH JAHHOH NAaTOJIOIMH.

KommenTapuii (Tadiauua 2)

B3pocnbie 60bHBIE U TOAPOCTKH ¢ CUMTOMOKOMIUIEKCOM TMA HyXITaroTcsl B UCKIIOYEHUH
CHCTEMHBIX 3a00eBaHmi, B iepByto ouepens, CKB u ADC. [Tocnennuii MOKeT pa3BUTHCS Kak B
pamkax CKB (Bropuunsiii ADC), Tak 1 kak camocTosTenbHoe 3a0oaeBanue (nepBudHbiii ADC).
Coueranue KIMHUKO-TabopaTopHbIX mposiBieHuit TMA c¢ HammuueM aHTH(OCHOIUITUAHBIX
aHTUTEeNl  0E3yCJIOBHO CBUJAETENBCTBYET B IIOJIb3Y JHarHo3a «karactpoduueckuii ADCy,
HE3aBHCHUMO OT TOr0, HMMEIOTCS JM Yy T[alKMeHTa WIM OTCYTCTBYIOT KIMHMYECKHE U
ummyHonoruueckue npusHaku CKB. B cBsi3u ¢ 3TUM y OOJNBHBIX ¢ HECOMHEHHBIM HaIMYHEM
TMA cnenyet 00s13aTenbHO onpeAesaTh ceponornueckue Mmapkepsl 1 CKB, 1 ADC, nockoiabKy
BBISIBJICHHBIM Yy IAlIMEHTA CIIEKTP MapKEpOB ONPENEISIET TEpaleBTUYECKYH0 TakTUKYy. Kpome
CUCTEMHBIX 3a00JeBaHui, HeoOXoauMo uckimouath BUU-undeknuo, Tak Kak cpen MaiueHToB
¢ BUY-undexmmeit wacrora TMA Bbime, yeM B OOIIel NOMyNIAlNWHA, U BO3PACTaeT C
MIPOrpecCUpPOBaHUEM 3a00JIEBaHUS.

Pazeutue TMA Bo BpeMsi OEpeMEHHOCTH M cpa3y IOCIe POAOB TpeOyeT He3aMeIUTEIbHOM
BepU(UKALIMK AUArHO3a, YTO OIpeeNsieT MPOrHO3 Ui MaTepu M miofa. «Akymepckas TMA»
MokeT ObITh mpenctaBieHa He Tonbko al YC u TTII (pasrpannueHne KOTOPBIX HMPOBOIUTCS
TEMH JX€ METOJaMH, YTO M BHE OEpEeMEHHOCTH), HO M CHEeUU(UYECKUMHU TeCTAllMOHHBIMH
BUZaMHU naTojoruu — npeskiamicueii 1 HELLP-cunapoMom, TpeOyromumMu He3aMe U TENbHOM
BepHu(UKaLKK, TaK KaK OT 3TOr0 3aBUCHUT BbIOOP TAKTUKH JICUCHHS U TPOTHO3.

Pexomengaumsa 10. Y jereil ¢ KIMHHUKO-1a0opaTopHbiMM npu3Hakamu TMA caenyer
npoBoauTh IH(depeHInANbHYI0 AHarHOcTUKY Mexay al'YC, tunuunbivm I'YC, a Takxke
ryc, HHAYUHPOBAHHBIM Streptococcus phneumoniae, NMPOAYUHPYIOLIMM
HelipaMMHHUAA3y, H METHIIMAJIOHOBOM anuaypue

KommenTapuii (Tabauna 2):

I'VC, accouuupoBanHblii C Streptococcus pneumoniae, BCTPEUYAETCS B OCHOBHOM Y JeTeil
miaame 2 JeT U cocraBisieT okoino 5% Bcex cayuaeB ['YC y ngereil. Helipamunungaza
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Streptococcus pneumoniae aTakyeT N-alleTUI-HEHPAMHHOBYIO KHCJIOTY IOBEPXHOCTH KIIETOK,
nenasi JAOCTYHHBIM JJIsi B3aUMOJEHCTBHS C COOCTBEHHBIMH IgM aHTUTENaMH KPUIITAaHTUI'CH
(xomonoBoit) Tomcena-®punenpeiixa (T aHTUreH) - KOMIIOHEHT KJIETOYHBIX MeMOpaH
SPUTPOLMTOB, TPOMOOLIUTOB, SHAOTEIHATIBHBIX KJIETOK KiIyOoukoB. [TonoxxutenbHblil TecT Ha T-
aKTUBALMIO CBUJIETEIILCTBYET O MOBBIIEHHOM pucke pa3sutus ['YC u omnpegenser
TepaneBTUUECKyI0 TakTUKY (BBeleHue C3II u HEOTMBITBIX 3pUTPOLUTOB IPOTUBOIOKA3aHO IIPU
stoii popme ['YC).

YacroTa METMIIMAJIOHOBOM allUlypuH CpeAN HOBOPOXAECHHBIX B cTpaHax EBpormsl 1:48000
- 1:61000. B Poccuiickoit ®enepanuu TouHas 4acTtoTra 3a0ojeBaHMs He ompeneineHa. Ilpu
MOJIO3PEHUH HAa METWJIMAJIOHOBYIO allUAypHH y manueHtoB ¢ TMA HeoOXoauMo MpoBeleHHE
aHaJIu3a YPOBHEM aMHMHOKMCIOT - WM30JIEHIMHA, BaJMHA, METUOHMHA M TPEOHMHA B KpOBHU,
OIIpE/ICJICHUE COAEPkKAaHUS B KPOBU AllMJIKADHUTUHOB U TOMOLIMCTEHHA, IMOYEUHOM 3KCKpeluuu
TOMOLIUCTMHA W OPraHMYECKUX KHUCJIOT - METUIMAJIOHOBOM, 3-TMIPOKCUIPONMOHOBOM, 3-
THJIPOKCU-N-BAJIEPUAHOBOM, METWIJIMMOHHOM, NPONUOHWITIMIMHA. JlIsg mnoxaTBep:KIeHus
JMarHo3a U MEIUKO-T€HETUYECKOIO0 KOHCYJIBTUPOBAHMSI BO3MOKHO IIPOBEJEHUE MOJIEKYJISIPHO-
F€HETUYECKOTO HCCIENOBaHusl sl  BbIsABIeHUss Mmyrtauuid B renax MUT, MMAA, MMAB
MMACHC, MMADHC, MCEE. Vcmex tepanmuu ['YC mpu 310ii dopMme ompeaensercs
UCTOJIb30BAHUEM CHEIMAIU3UPOBAHHBIX MPOJYKTOB Ha OCHOBE aMHHOKHUCIIOT 0€3 METHOHHUHA,
TPEOHUHA, BaJMHA, HW30JIEHLIMHA, HA3HAYEHUU JIEBOKApPHUTMHA M [JIMIMHA JUIsl YCWJICHHUS
CBS3bIBAHUS TOKCUYHOI'O TPONMOHWI-paJMKalla, KOPPEKIMH BTOPUYHOM KApHUTHMHOBOM
HEI0CTaTOYHOCTH U KOPaKTOPHOH Tepanuu BUTaMuHOM B12.

Taoauua 2. luppepenuuanbuas guarnoctuka al'YC y nereit 1 B3pocJibIxX

3a0oeBaHue JuddepeHnnanbHO-TMArHOCTHYECKHE
NPU3HAKH
Tumunaeiii 'YC II0JIOKUTEIIBHBIN PE3YyJIbTaT IPU

0aKTEepHOJIOTUYECKOM HCCIIEIOBAHNY KaJla:
noces Ha cpeny s BoisaBieHuss STEC (Mac
Conkey st O157:H7), onpenenenue B
obpasuax pekanuit JTHK
sHTeporeMopparuyeckux E.coli meTomom
I11{P; BbIsIBIIEHUE B CBIBOPOTKE AHTUTEI K
JUIoNnoarcaxapuaaM Hanbosee
pacrpoCTpaHEHHbIX B IAaHHOM PErHOHE
cepotumnos E.coli.

HacnenctBennas wim nmpuoOpeTeHHas nepuunt ADAMTS-13, antutena x

TTII ADAMTS-13

Hapymenne Mmetabonn3Ma KobaqaMuHa | TSDKCINbLi METabOIMYECKUHN alui03, KeTo3,
(MeTI/IHMaﬂOHOBaH aHHHypI/Iﬂ) _ FI/IHepFJII/II_II/IHCMI/ISI, FI/IHepaMMOHI/ICMI/IH,
UCKIIIOYHUTH y z[eTeﬁ B B03paCTe I[O 6 FI/IHepypI/IKeMI/Iﬂ, FI/IHepFOMOLII/ICTCI/IHCMI/IH,

TUMOTJIMKEMHUSI/ TUTIEPTIINKEMUSI, TTOBBIIICHUE
B KPOBU YPOBHSI NMPONUOHUIIKAPHUTHHA, B
HEKOTOPBIX CIIyYasx
METWIMAJIOHWIKAPHUTHHA U CHUKEHHUE
coJiep>kaHusi CBOOOTHOTO KapHUTHHA, B MOYE
3HAYUTEIIBbHOE MTOBBIIIECHUE KOHLEHTPALIUU
METHJIMAJIOHOBOM KHCIIOTEIL,

MCCALICB
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3-ruApOKCUNPONIMOHOBOM, 3-TUIPOKCU-N-
BAJIEPUAHOBOM, METUJJIMMOHHOW KHUCJIOTHI,
romouuctuna, mytanus reioB MUT, MMAA,
MMAB, MMACHC, MMADHC, MCEE

Streptococcus pneumoniae - JIOJKHOIIOJIOKUTEIbHBIN TECT KyMGCa,

HHHyquOBaHHBIﬁ ryc — UCKIIIOYHUTD y HOHO)KI/ITCHBH;[H\;I;)OCT KYyJIbTYPBbI (KpOBB,
N JIUKBOP) HIIH MTOJIOXKUTEbHAS PEAKIIUS
7ieTeil B BO3pacTe 70 5 JeT P) 1P, peaxil
akTuBanuu T-1uM)OIMTOB (FKCIIO3HIIUS

antureHos ToMmceH-Opunenperixa Ha

SPUTPOLIUTAX)
Bepemennocts. Uckmounts HELLP- TeCT Ha OEPEMEHHOCTb, (DEPMEHTHI IIEUEHH,
cuHapoM npeskaammcuio, TTII CpOK recTaliu
AyTonMMyHHBIE 3a001€BaHUS Awntu-JIHK-anTHTeNna, anTHHYKIICapHbIE
(CHCTEMHasl KpacHast BOJIYaHKa aHTUTEJa, aHTUKAPAUOIUIIMHOBBIC aHTUTEJA,

2
o antu-P2-I'Tl1-anTrrena, BOJYaHOUYHbBIN

anTU(POCHONUIUTHEINA CHHIPOM) p ©J14, BOTIAHOTHbM

AHTUKOATYJISIHT
B1Y [IOJIOKUTENIbHBIE PE3YIbTaThl UMMYHHOI'O

o6nortunra Ha BUY-undexmmo

TMA Ha (oHe 3710KaueCTBEHHbIX HOBOOOPa30BaHUH, XUMUOTEpATUU (MUTOMUIIMH,
OsieoMUIIUH, IUcIaTuH, uHruoutopsl VEGF), Tpancnnantauuu, npuema
JIEKapCTBEHHBIX MpenapaToB (OpajibHble KOHTPALIETITUBLI, THTUOUTOPHI
KaJIbIIUHHEWPUHA, TUKIONUANH, KJIONUAOTPENh, MHTEPhEPOH, XMHUH)

7. JEYEHUE

Henamu tepanuu al'YC, nomMmuMo obecrieueHust Tydlieid BBKUBAEMOCTH OOJIbHBIX,
ABJISIIOTCSL ~ MHTHOMIIMS ~ HEKOHTPOJIMPYEMOM  aKTUBAIlMM  KOMILJIEMEHTA,
KYNIHUPOBAHUE KIWHUKO-Ia0opaTopHbIX mposBieHudt TMA, coxpaHeHnwe U
yiaydlieHue (PyHKIUM MOpa)KE€HHBIX OPraHoOB (B TOM 4YHUCIE, MNPEIOTBpAILCHHE
pa3BUTUS TEPMUHAJIBHOW TMOYEYHOM  HEJOCTATOYHOCTH, HW30aBJIEHUE  OT
MOTPEOHOCTH B JUATU3HBIX METOJIaX JCUYCHUs, HEIOMYIICHUE MOPAXKEHUS APYTUX
BHYTPEHHHMX OPTaHOB, KPOME MOYEK), YIyUIIICHUE KaueCTBa )KU3HU MAI[UEHTOB.

7.1 Jleyenue B3poc/bix nauueHToB ¢ al'yYC

Pexomenpanma 11. Bce OGoabnble ¢ npusHakamu TMA HOJIKHbI  OBITH
rOCHUTAJIM3UPOBAHBI B MHOrONpo(ubHbIE CTAMOHAPHI € XOPOIIO OCHAIEHHBIM
OT/IeJIeHHEeM PeaHUMAIH U MHTEHCUBHOI Tepanum.

Kommenrtapmii: ['ocnuranuzanus B moJ00HBIE CTallOHaphl 0OyCIOBIEHa HEOOXOAUMOCTBIO
NPUMEHEHUS JHUAJU3HBIX METOJOB JIeUeHHUsS (TeMOJManu3, NPOIJICHHAs BEHOBEHO3HAs
reMoauaUIbTpaIys ), UCKycCTBeHHON BeHTwsmu Jerkux (MBJI) u mnasmorepanuu (I1T).

Pexomenganmua 12. Bcecem B3pocibiM GOJbHBIM ¢ BIEepBbie BbisBieHHolH TMA wim
penuauBom al'YC, pamarHo3 KoToporo OblI YCTAHOBJEH paHee, Ha3HA4YaeTCs
miaszmorepanus  (IIT). Ilaazmorepanmusi Mo:KeT NPOBOAMTHCH B Ppe:xkuMax HHAQY3Hil
cBexke3amopoxkenHoi miasmbl (MC3II, UIl) wim nminasmoodmena (I10), mpuyeM pexum
m1azMoo0mMena 0oJiee NpeanoOYTHUTEIeH.

KommenTapuii: X0oTs NpOCHEKTUBHBIE KIMHUYECKHE HccienoBaHus no jeudenuto al'yYC C3II
OTCYTCTBYIOT, IIT B Te€ueHHE HECKOJBKUX AECATHICTHN 3IMIIMPUYECKU HCIOJIb3YETCA Kak

20




NPEANOYTUTEIIbHBIA METOJ] JICYSHHUS ITOT0 3a00JI€BaHNUs, TIOCKOJIbKY HAKOILJICHHBIN 3a 3TOT CPOK
OIBIT CBUETENbCTBYET 00 yMEHbLICHMH JeTanbHOCTH manueHtoB ¢ al'YC mox neiictBuem
wia3mMoTepanuu. Ilpu STOM wYacToTa BOCCTAHOBIIGHHS TE€MATOJIOIMYECKHX IOKa3aTeled Hu
¢yukuun mnouexk He mnpesbimaer 50%. Ilpm WII maumenty BBoautTcs poHopckas C3II,
cozepxkamias (yHKIMOHAIBHO AKTHBHBIE PETyJSATOPHbIC OCNKH CHUCTEeMbl KOMILJIEMEHTa, YTO
yCcTpaHseT NeQHUUUT COOCTBEHHBIX €CTECTBEHHBIX peryisTopoB — ¢dakropoB H u I, a Takxe
npekpaiaer Tpom000Opa3oBaHUE B COCYJaX MHUKPOLUPYJIATOPHOIO pycia 3a CUET BBEICHHSA
€CTECTBEHHBIX KOMIIOHEHTOB IUIa3Mbl, OOJaJalOMMUX MPOTEOJTUTHUYECKOW aKTUBHOCTHIO B
OTHOILICHUU CBEPXKPYIHBIX MYJIbTUMEpPOB (.B, aHTHKOAryissHTOB MU KOMIIOHEHTOB CHCTEMBI
¢ubpunonuza. Ilpu I1O, xkpome 3TOro, MPOUCXOAUT YAAJICHHE H3MEHEHHBIX 3HIOTCHHBIX
IUPKYJIUPYIOUIMX HMHTHOUTOPOB KOMIUIEMEHTa M, BO3MOXKHO IMPKYJIUPYIOIIMX AHTHUTEN K
¢dakropy H. Pexum I1O mnpeamourutensHee WII, MOCKONBbKY IMO3BOJSET BBOAUTH OOJIBIINE
oobembl C3I1 6Ge3 pa3BUTHS THIEPBOJIEMHMHM M THIEPTrUApPATALNHU, YTO OCOOCHHO BaXXHO Y
MAUEHTOB ¢ onurypuei, nopaxennem [IHC u cepaua.

Pexomengaums 12.1. Un¢y3un C3II HeoOxoaumo npoBoauthb B o0beme 30-40 mur/kr B 1-i
AeHb, 10-20 mJu1/Kr B mocJjieayomme JHH.

Pexomenpanus 12.2. B Hayase Tepanuu cienyer nmposectu 5 ceancos I1O e:xxegHeBHO ¢
o0bemMoM 3kchy3un 40mi/kr/c, nmpu HeodxoaumocTu 60-75 MJ/Kr/c ¢ 3aMeleHHEM
agexkBaTHbIM 00beMoM C3II (1-1,5 pacueTHoro o0bema miia3mel). 3ateM B nocjaeaywuue 2
HeJeJM Heo0XoauMo npoBoAuTh mo 5 ceancoB IIO B Tom xe pexume. Jlajiee ceaHChI
NPOBOAAT Yepe3 JeHb (3 ceaHca B HeleII0) ellle B TedeHne 2X Heeb. [IpogoKkuTe/ IbHOCTh
Jeyenusi C3II He ompenenena. Pemenne o mpogomxenun IIT ciaexyer mpunumats B
3aBHCHMOCTH OT ero 3)()eKTUBHOCTH.

KommenTapunii: IIpu neuenun al'VC Bo3amoxxHO couetanue pesxxumos UII u I10.

Pexomenpanusa 12.3. Ceancbl I1O caenyer npoao/LKMTL [0 HOPMAJM3ALMH YHCJIA
TPOMOOLMTOB, NPEKPalleHUs TeMoJIn3a U yJy4YlleHus: PyHKIHMH nodek. B cBsi3m ¢ 3Tum
Tepanuio C3II Heo0X0AMMO KOHTPOJIMPOBATH €/KeJHEBHBIM OIpele/IeHHEeM KOJIMYecTBa
TpoMOouMTOB M ypoBHs JI/IT'.

Kommenrtapuii: Kpurepusmu s3¢pdexrunoctu IIT ciyxar:

*  HCYE3HOBEHHE TPOMOOIUTONICHUH

* [pEeKpalleHHUe reMOJIN3a, O YEM CBUAETENbCTBYET HopManu3auus JIAT

Crolikasg HOpMaIU3aI¥sl YPOBHS TPOMOOIIUTOB U MPEKpaIleHne reMojIn3a B TCUEHUE HE MeHee 2-
3x nHe# sBigercs nokaszaHuem K npekpamenuto [IT. Cnenyer mOMHUTB, UTO B psAlE ClIydyacB
HOpMaJIM3alysl IFeMaTOJOTMYECKUX IIOKa3aTelled MOXKET HE CONPOBOXKIATHCS YIyYIIEHUEM
(GyHKIMU TOYeK. DTO JaeT OCHOBAHUSA JJISl H3MEHEHUS TAKTUKH JICUCHHUS.

Pexomengaums 12.4. Ilanuentam ¢ al'YC 0e3 BbIpakeHHOH TPOMOOUMTONEHHH (YHCJIO
TpoMOouuToB MeHee 20000/MKi1), He MMEIUIUM TSHKEJIbIX OCJI0KHEHUH (KPOBOTEYEHHUH),
TpaHcy3uu TPOMOOKOHIIEHTPATA NPOTUBONOKA3AHBI.

Kommentapun: Tpancys3un TpoOMOOIIMTOB MOTYT YCWIMTh IposiBieHuss TMA y maiueHToB ¢
al'YC, MOCKOJIbKY MPOBOIMPYIOT HOBBIE SIMU30AbI MUKPOTPOMOOOOpA30BaHMS C NaTbHEUIIUM
notpeOiIeHueM TPOMOOIUTOB.

Pexomenpanmsa  12.5. IIpu  oTCyTCTBMHM  BBIPA’)KEHHOH  TPOMOOLMTONECHMH U
kpoBoTouuBocTH Yy OoabHbix al'YC IIT caexyer coueratb ¢ Ha3HAYEHHEM
renapuHorepanuu. Bo Bpems octporo 3nu3zona TMA o0b14Hbli (HeppaKIIMOHUPOBAHHBbIH)
renapud (H®I') cienyer Ha3HA4YaTh BHYTPHBEHHO KalleJIbHO € 103MPOBAHHOI CKOPOCTBHIO
BBeJeHus (4epe3 uHpy3omar). IIpu Takom pesxkume BBenenusi n103a HOI' cocrasasier 250-
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1000E/l/uac. Bo3mo:xkHO Tak:ke BBeleHue Maabix 03 H®I' (2500-5000E/)
HenocpeacTBeHHO B eMKOCTh ¢ C3II nepen undysueii.

KomenTapuu: Coyeranue HOI ¢ IIT mo3Bonser ycunuth antutpomOoruyeckuii apdexr C3I1
U CIIOCOOCTBYET Oosiee OBICTPOMY KYITUPOBAHHUIO TPOMOOIIMTOIICHUH.

Pexomenpanus 12.5. IlTanmentam ¢ al'YC, umeromum BbipaxkeHHylo MAI'A (HB menee
75r/a1), HeoOxoauMa koppekuusi aneMuu. C 3Toil HeJbI0 cieayeT NPUMEHATH TPaHchy3un
3PUTPOLUTHON Macchl H/WJIN NpenapaTbl JPpUTPONOITHHA.

Pexomennanus 12.6. Haamuue y 0oabHbIX al'YC aprepuanbHOl runepreH3uu Tpedyer
HA3HAYEHHs] AHTHIHIEpTeH3uBHbIX npenaparo (CM. peKoMeHauu 1o JedeHuo Al
y He(ponoruueckux OOJIbHBIX).

Pexomennanus 12.7. Y nanuentoB ¢ al'YC Heo0X0AMMO BBISIBUTH BO3MOKHbIE¢ TPHITEPbI
3a00JIeBaHMA M HA3HAYMTD JIeUeHH e, HAIIPABJICHHOE HA MX IOJaBJICHHUE.

Kommenrtapmii: Ocoboe 3HaueHHEe HMMEET CBOEBPEMEHHAs IMAarHOCTUKa WHQEKIui, Hanbosee
yacto npeamectByonmx al'YC, u cnenyromas 3a Hell aqeKkBaTHas aHTHOAKTEpUaIbHas Teparus.

Pexomenpanust 13.  Bspocabim nmammentam ¢ al'YC B cayuasx Hed(ppeKTHBHOCTH
MJIa3MOTEepPanuM, MJIa3M03aBHCUMOCTH, Pa3BUTHSI HeKeaTeJIbHBIX SIBJEHMIl B mpomecce
IIT, peumauBupylOLIEero TedeHHs 3a00JieBaHMs WM CeMEHOM ero xapakrtepe cJjeayer
Ha3HAYaTh JKYJIM3ymMad — npenapart rpynnbl KOMIJIeMeHT-HHTHOUPYIOLIHX AHTHTEJI.
KommenTapmii: Oxynmuzymadl — peKOMOMHAHTHOE TyMaHH3MPOBAHHOE MOHOKJIOHAJIBHOE
anTureno knacca Ig G k C5 KOMIIOHEHTY KOMITJIEMEHTa. DKynu3ymMal OJOKHpYyeT paclieruieHrue
C5 na C5a u C5b, uro npensrcTByeT 00pa3oBaHUI0 MeMOpaHo-aTaKyoero komiiekca C5b-9 u
MOJABJISAET TPOBOCHAIUTEIBHOE, IPOTPOMOOTHUECKOE U JIMTHUECKOE JIEHCTBUS KOMIUIEMEHTA,
IpeJOTBpalasl MOBPEXKACHUE SHAOTENUS M MpeKpalias IpoIecChl MUKPOLUUPKYIATOPHOTO
TpoMOooOpazoBanus. Ilpumenenne Okynu3ymadba NPUBOIUT K oOpaTHOMY pasButuio TMA
W/WIN  TPeAynpekIacT MPOrpecCUpOBaHUE MOPAKEHUS TIOYeK. bBIIOKupys TepMHUHAIbHBIN
KOMILJIEKC KOMIUIEMEHTa, DKyJIu3ymMald COXpaHSET MHTAKTHBIM MPOKCHMAJIbHOE 3BEHO KacKaja
KOMILJIEMEHTA, YTO KpaiHe Ba)KHO Il OTICOHU3AIIMM MUKPOOPTaHU3MOB U KIIUPEHCAa UMMYHHBIX
KOMILJICKCOB.

Pexomenganmsa 13.1. 3a 2 Hemenu A0 Hayaja JiedeHuss JKyjausymadom 6osbHOro al'yYC
Heo0X0auMO BaKIMHHpPOBaTHL npoTruB Neisseria meningitidis, mockoabky Ha d¢oHe
NpUMEHEeHUusl Ipenapara BoO3pacTaeT PHCK Pa3sBUTHSI MEHMHIMTa. BaknuHanuio
NPOM3BOAAT KOHBIOTMPOBAHHOW TeTpaBakUMHOM MeHHeBakc NPOTHB CEPOTHIIOB
Bo3oyaurteas A,C,Y u W135.

Kommenrtapuii: Ilpu Omokane C5 KOMIOHEHTa KOMIUIEMEHTa IpernaparoM — OJKylIu3ymad
HapyIIaeTcs MMMYHHBIH OTBET Ha HEKOTOpbIE HHKAICYJIMPOBaHHBbIE OakTepuu. Y B3pOCIBIX
MAIMEHTOB 3TO, TTIaBHBIM 00pa3oM, B Neisseria - MEHHHTOKOKK. B CBSI3U ¢ 3TUM Jie4eHUe
OKynn3ymMmaboM MOXET OCIOXXHHUTBCA pPa3BUTHEM MEHUHTOKOKKOBOM HMH(MEKLINHU, C IEIbI0
npodMIaKTUKU KOTOpoii maruenTos ¢ al ' YC crieayeT ”MMYHU3UPOBATh J10 Havaja TeparuH.

Pexomennanusa 13.2. Ilpu moka3aHusix K CPOYHOMY HAayajy JiedeHUs JKYJM3ymMadoMm,
HCKJIIOYAIIEMY  BO3MOXKHOCTH  INpeAlIecTBYOIIell  BAKIUHAIMH, C  LeJbIO
NpeJOTBPAllleHUs MEHMHIOKOKKOBOH HMH(EKIHMH NAalHeHTy cJjeayeT IPOBOIMTH
anTHOMOTHKONpOMIaKkTUKY. JledeHne aHTHOMOTMKAMHM  HeO00XOAMMO  HAYMHATH
OJJHOBPEMEHHO C BaKIWHALMell W NPOBOJAMTL He MeHee 2X HeleJlb B Ciaydasix, ecJIM
BAKIMHAIIMI0O TPOBOAAT B  JeHb  mepBoil  uHy3unm  IxKyaumsymada. s
AHTHOMOTHKONPOPUIAKTHKH CJIeJyeT MCIO0JIb30BaTh Hunpogaokcannn S00mMr aBaxkabl B
JAeHb, NEHMIMJIJTHH WJIH AMOKCHIMJIJIHH.
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KommenTapmii: J{TuTenbHOCTh MPUMEHEHHSI aHTHOMOTUKOB OMpEAEISeTCs JICHallUM BpPauoM,
UCXO0Jsd U3 KOHKPETHOM KIMHMYECKOM CUTyauuu. B cilydasx HEBO3MOKHOCTM BAaKLMHALMM B
MOMEHT Hayajia JeueHHs] DKyJIM3yMaOoM aHTHOMOTHKONPO(HIAKTUKA MOXKET ObITh IpOJJIeHa
Ha CPOK JI0 HECKOJBKUX MECALEB B 3aBUCHMOCTH OT BPEMEHM BakIMHAaLUU. B psne ciaydaes
AHTUOMOTHKM MOTYT Ha3HAuaThCsl Jak€ CBOEBPEMEHHO BaKIMHUPOBAHHBIM IallMEHTAM.
[lokazanus K WX [PUMEHEHHIO  ompenenser  Jjedamuid  Bpady.  HeoOxoammocTtsb
npopHIAKTUYECKOTO HA3HAUYEHUSI aHTHOMOTHKOB OonbHBIM al YC 00ycioBieHa OTCYTCTBHEM
BaKIMHBI TPOTHB ceporunia B N. meningitides, B CBsI3u C 4YeM MPOBEACHHUE BaKIIMHALIUU

MOJIHOCTBIO HC UCKIIFOYACT pa3BUTHA MCHUHI'HUTA.

Pexomengaumsa 13.3. B3pocabim nammentam ¢ al'YC DJxkyam3ymad Ha3Havaercs:i B
CTAHJAAPTHBIX /I03MPOBKAaX, He 3aBHCAIINX OT Macchl Tesaa. B ¢aze unayknuu (HagaJabHbII
IMKJ) JKyJIu3ymad Beoaurcs B 03¢ 900 Mr B Bujae BHyTPUBEHHOH MH(Y3MH OAWH pa3 B
HeJeJI0 B TedeHHe MepBbIX 4-x Hexeab Tepanuu (Bcero 4 mudysuu). Ha Soii Hemene
Tepanuu BHYTpuBeHHO BBoauTcst 1200 Mr npenapara (S nngysusi).

Pexomennauusa 13.4. B Tedenue Bcell mnoagepxkuBawmei ¢aspl Tepanuu, KoTopasi
HAYMHaeTCd 4epe3 2 Held. mocjge Si uHQY3MH npenapara, JKYJu3ymMad BBOIHUTCS
BHYTPHMBEeHHO B 03¢ 1200 Mr oanH pa3 Kaxable ocJjaeayome 1Be Hele/u.

Pexomennanusa 13.5. Kpurepusimu 3¢ ¢ekTnBHOCTH Tepanuu IKYJIHM3yMaOdOM SIBJSIIOTCS
NpeKpaleHue MHKPOAHTHONATHYECKOro remo/u3a (cHukenue ypoHs JIAI' 1o
HOPMAJILHBIX 3HAYEHHeH) M HOPMAJIM3AIUS 4YHMC/Ia TPOMOOLMTOB, a TaKKe YJy4llIeHHe
(pyHKIUM NTOYEK.

Kommenrtapuii: B ocHoBe TepameBTuueckoro 3¢ddexra Dxynausymada JEKUT HpeKpamieHHe
MUKPOILUPKYJIATOPHOTO TPOMOOOOpa30BaHUs BCIEACTBUE ONOKaabl Oe3ynep>KHOW aKTHUBAIMH
aIbTEPHATUBHOIO IIyTH KOMIUIEMEHTa. llpemapar mopaBisieT KOMIUIEMEHT cpasy K€ Iociie
nepBoil HHPY3UH, U €ro CHIKEHHAsi aKTUBHOCTh COXPAHSETCSI B TEUCHHE BCETO CPOKA JICUCHHUS.
[ToaTomy moka3zaTenb OOIIel TeMOoNIUTUYecKo akTuBHOCTH kKomriuiemeHnTa (CHS50) B mpouecce
JIeYEHUS CTOMKO PaBEH HYIIIO.

Pexomengaumsa 13.6. auTeabHOCTH JiedeHHsl JKyJau3ymMadoM He omnpeneieHa. B
HaCToOsI1Iee BpeMs CYUTAETCH, YTO Tepanus J0/5KHA POA0IKAThLCH IMOKHU3HEHHO.
KommenTapuii: [lo Mepe HakoIUleHMsI OmbITa NPUMEHEHMs IIperapaTta, IO-BUIUMOMY, B
psze ciydaeB BO3MOXHO OyAeT NpPeKpaTuTh JICYEHHWE Ha OCHOBE OLEHKH CTENEHH pHCKa
peuuauBa al'YC. ¥V G0NbHBIX IPyMIbl HU3KOTO PUCKA JICYUEHUE MOXKET OBITh MPEKPAIIeHO MOCie
JIOCTIDKEHHUsT peMuccuu. [lanmeHTaMm Trpynmbl CpeJHEro pucka JieYeHHE MOXKHO OyJer
IIPEKPAaTUTh uepe3 12 MecsAleB CTOMKOM PEMHUCCUM, NOLACPKUBAEMONW IPOAOIIKAIOIIUMCS
neyeHrueM DKyiau3ymaOboMm. [Ipy BO3HMKHOBEHHMM IMPHU3HAKOB pelUMBa 3a00JIeBaHUS JICUCHUE
JOJDKHO HEMEUIEHHO BO30OHOBIATHCA. [laneHThl rpynmbl BBICOKOTO PUCKA JOJDKHBI MOTyYaTh
JeuyeHre SKyJIn3ymMaOoM Moku3HeHHO. Puck pasButus penuauBa al'YC 3aBUCHT OT TUIa
MYTallUH.
= K KaTeropuu HU3KOrO PUCKA OTHOCSTCS MALMEHTHI C: U30JIMPOBAHHON MyTalUeil B reHe
MCP, a Takxe mauueHTHl ¢ aHTHTeNaMu K ¢akropy H, B Xone HaOmoaeHUs MMEBIINE
OTPULIATEIIbHBIE PE3yJIbTaThl AHAJIU30B HAa JaHHBIC AHTUTENIA B TCUYCHHUE UIMTEIBHOIO
BPEMEHH.
= K kaTeropuu CperHEBBICOKOIO PUCKA OTHOCSITCS MAlUEHThl, UMEIOIINE U30IMPOBAHHYIO
MyTanuio B reHe (akropa I, GoibHBIE C TMOCTOSHHO HU3KHMM YPOBHEM AaHTHUTEN K
dakTopy H, a taxxe OosbHbIe 0€3 HACHTU(UIIMPOBAHHBIX MYTAalUH B F€HAX CHUCTEMBI
KOMILJIEMEHTA.
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» K kareropum BBICOKOTO pUCKa OTHOCATCS OoibHble ¢ peuuauBamu al' YC B aHamuese,
NalMeHThl, UIMEIOIINE POJACTBEHHUKOB ¢ peuuauBupyonmm teuenuem al'YC, 6onbHbIe
¢ MyTauusaMu B reHax ¢axrtopa H, B u C3.

7.2 Jleuenne gereii ¢ al'YC

Pexomennanus 14. Bece netu ¢ npuzHakamu TMA 10/KHBI ObITh TOCIIMTAJIM3HPOBAHBI B
AUATH3HBbIC HEHTPBbI WM MHOTONPOGUIbHbIE CTAMOHAPLI C OTACJCHHEM pPeaHUMaluH U
HHTCHCHMBHON TepamuM, OCHAIIEHHBIM, B IePBYI0 O4YepeAb, aNmaparypoi ais
IKCTPAKOPIOPAJIBLHOI0 OYHMICHHS KPOBH.

Kommenrapmii: [ocnutanuzanuss B TOJOOHBIE JeyeOHbIE YUpexXJIeHHs 0OyCIOBJICHA
HEOO0XOIMMOCTBIO MPUMEHEHHsI AUATU3HBIX MeToJ0B JieueHus (remonuanus (I'/l), mpoaseHHas
BeHOBeHO3Has  remoguaduibrpaius  ([IBBI'I®), mneputoneansubii  muamm3  (I11),
uckyccrBeHHOM BeHTHIsiMK Jierkux (MBJI) u mnazmotepanuu (I1T).

Pexomennanumn 15. Becem nersim ¢ Bnepsbie BbisiBJaeHHOH TMA niam BepositHbiM al'yYC
Ha3Hayaercd IasMorepanus. IlinasMorepanusa MoxkeT NPOBOAUTLCHA B pexxuMax HHGY3Hil
cBexke3amopoxkenHoi miaasmsl (MC3I, UIT) wim naazmoodmena (I10). Ilpu BeposiTHOM
auarnose al'YC mia3moo0MeH npeanoyYTuTebHee HAYMHATDL B NepBble 24 4 0T MOMEHTA
rOCHUTAJM3ANMHA B CHIENHAJIM3MPOBAHHOE YUpeKACHUE.

KommenTtapun: AOCOMIOTHBIMH TNpoTHBOMNOKazaHusiMu K [1O sBistoTCS: HecTabuiIbHAS
reMo/IMHaMHKa, CepJieuHasl HeOCTaTOYHOCTh, HH(Y3UsI CHMIATOMHUMETUKOB B MACCHBHOI 7103€
(momamun Gonee 20 MKI/KI/MUH.), T0pody3HOE KpPOBOTEUEHHE JIFOOOW JIOKATU3aIHH,
nepeOpanbHblii  MHCYJIBT B OCTPOM  CTaauM, OTeK  Jerkux. OTHOCHTEIbHBIMH
nporuBonokasanusamMu K 10 sBisroTCS: nepuos HOBOPOKICHHOCTH, aHEMUS IIPU COJEP)KaHUU
sputporuroB Menee 3,0 x1012/mi1, remornobuna 75-90 r/n, runopudbpuHorenemus: (ypoBeHb
¢ubpunorena menee 2,0 r/i), runonporenHeMus (coaeprkanue oodiero 6eiaka B KpoBU MeHee 55
1/11), HEKOPPUTHPOBAHHAS TUIIOBOJIEMHUSI.

Pexomennanusn 15.1. Undysun C3II Heo6xoaumo nposoauts B o0beme 10-40 mur/kr/cyT.
Kommenrtapuii: O6sem MC3II onpenensercss COCTOSHUEM CEpeUHO-IETOYHOM 1eATeIbHOCTH

Pexomengaums 15.2. Il.1asmoo6meH y aereii npoBoasT ¢ 00beMoM 3Kcdy3un 60-75 mu/kr/c
¢ 3aMemieHueM aaexkBaTHbiM o0bemom C3II (1,5 OLI). IIpomomxurenbnocts IIT He
onpesesieHa M pelleHHe O ee NMPOAO/LKeHHH cJelyeT NPHHMMATH B 3aBHCHMOCTH OT ero
3¢ PeKTUBHOCTH.

Kommenrtapuii: [Ipu neuenuu al'VC Bo3moxHO couetanue pexumoB UIT u I10. IInazmaobmen
IIPOBOJUTCA 1O/ HenpepblBHBIM BBeeHreM HOI: 6omroc 100 Ex /kr, nogaepkuBatomias 103a —
20 En/kr B uwac. 3amemenue — 5% anpOymun + Qusunonornyeckuit pacrsop + C3IL
Tepanestuueckuii [10 MoxxeT OBITH aCCOIMUPOBAH C OCIOXKHEHUSMH, KaK y B3pPOCIbIX, TaK U Yy
JeTel, MpruYeM pUCK (aTaiabHBIX OCIOXKHEHUH y AeTeil Bbie (Tabauia 3).

Tabauua 3. OcnoxHeHUus J1a3M000MeHa y aeTei

OcnoxxHeHus y nerei o
"0 TALMEHTOB € 0CJI0KHEHUSIMH

l'unmoten3uss  (TpeOyromas  WH(Y3UOHHOH

Tepanuu) 48
JIOKyMEHTUPOBaHHAS TUIIOKAJIBLIUEMHUS 64
Anepruueckue peakun 24
Tsokenas anemust 48
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Tskesble COCyAUCTbIE OCI0KHEHUS Y 1eTei % MAIMEHTOB C O0CTI0KHECHUSIMH

Hectabunbuocts AJ] 23
BayTpucocyuctsiii TpoM003 18
OOCTpyKIHS IICHTPAIBHBIX BEH 20
Tpom0o03 kaTerepa 12
Karerepnsie nnpexunu 16

Pexomenpanusa 15.3. Ceancsl IIO caeayer mnpojo/LKHUThL A0 HOPMAJM3ALMH YHCJIA
TPOMOOLMTOB, NPEKPAlleHUs T'eMoJInN3a U yJy4YlleHus: PyHKIHMH nmodek. B cBsi3m ¢ 3Tum
Tepanuio C3II Heo0X0AMMO KOHTPOJIMPOBATH €/KeJHEBHBIM OIpele/IeHHeM KOJIMYecTBa
TpoMOouMTOB M ypoBHs JI/IT'.

Kommenrtapuii: Kpurtepusmu spdexruBnoctu IIT cirysxar:

*  HCYE3HOBEHHE TPOMOOIUTOTICHUH

* [pEeKpalleHHUe reMOJIN3a, O YEM CBUIETENbCTBYET HOpManu3auus JIAI

Crolikasg HOpManHM3alMs YPOBHS TPOMOOLMTOB M IpEKpalleHHe T'eMOojn3a B TeUeHHe 3X IAHEH

ABJISIETCS TIOKa3aHUEM K npekpaenuto I1T.

Pexomennanusa 15.4. Ilanuentam ¢ al'YC 0e3 BbIpaskeHHOHl TPOMOOUMTONECHHH (YHCIIO
TpoMOouuToB MeHee 20000/MKJ1), He MMEIUIUM TSKEJbIX OCJ0KHEHUH (KPOBOTEeYeHHUH),
TpaHcPy3uu TPOMOOKOHLIEHTPATA MPOTHBONOKA3aHbI.

Kommentapum: Tpancdys3uu TpoMOOIIUTOB MOTYT ycHiuTh nposiBiieHust TMA y nereit ¢ al'YC,
MIOCKOJIBKY ~TPOBOLMPYIOT HOBBIE 3IH30[bl MHKPOTPOMOOOOpa30BaHUs C AAJbHEUIINM
notpeOIeHneM TPOMOOIUTOB.

Pexomenpanusa  15.5. Ilpm  orcyrcTBHM  BbIPpaKeHHOH  TPOMOOLMTONECHMH U
kpoBoTouuBocT 'y Jgereii ¢ al'YC IIT caexyer coderarb ¢ Ha3HAYEHHEM
HHM3KOMOJIeKYJSIpHbIX renapuios (HMI') (pparmun, ¢ppakcunapun) u3 pacuera 100-200
ME antu-XA/Kr.

KommenTapmii: I[lpumenenne HMI c Oonplneil TOYHOCTHIO TIO3BOJISIET MPEACKa3aTh
J0303aBUCUMBIA  AHTHUKOATyJISHTHBIA  3(PQPEeKT, OHM  XapaKTePU3YIOTCS  MOBBIIICHHON
OMONOCTYIHOCThIO TPU TOAKOKHOM BBEJICHHMH, 0o0Jiee NPOJOKUTEIbHBIM IEPHOJIOM
nonypacnaga. Coueranme HMIT ¢ IIT  mno3Bosser OIIOCPEIOBAHHO  YCHJIUTH
antutpombornyeckuii 3pdexr C3II. Kpome Toro, HMI' BbI3bIBaIOT BBIJCIEHHE TKAaHEBOT'O
UHTHOUTOpA TPOMOOIIIIACTHHA, TTOIABIISIOT 0OCBOOOXKACHHE (akTopa Bumiedpanara, ycTpaHsIoT
MPOKOATYJITHTHYIO aKTUBHOCTb JICUKOIIUTOB, YIyYILIAtOT SHAOTEIHAIBHYIO (YHKIIHIO.

Pexomenpanus 15.6. Ilanuenrtam c¢ al'YC, numeromum Boipaxennyio MAT'A (HB menee
75r/a1), HeoOxoauMa koppexuusi aneMuu. C 3Toil HmeJbI0 cieayeT NPUMEHATH TpPaHchy3un
IPUTPOLUTHON MacChl H/WJIN 3PUTPONOI3CTUMYJIHPYIOLINE CPEICTBA.

Kommenrtapuii: B octpom nepuone al'YC crienyer npuMeHSATh TpaHC(Y3UH SPUTPOLMTHOM
macchl u3 pacueta 10-15 mu/kr. B nepuone paspemenus al'yYC npu coxpassroneiics aneMuu, He
CBSI3aHHOM C I€MOJIN30M, UCII0JIb30BATh MPENapaThl, CTUMYJIUPYIOLIUE IPUTPOII033, B 103e 100-
150 ME/Kr, KpaTHOCTB HCIIOJIb30BAaHHSI KOTOPBIX OMPEAETSeTCS YPOBHEM reMoryioOnHa.

Pexomennanus 15.7. Hanuume y 0osbHbIX al'YC aprepuHajibHON rUnepreH3suu Tpedyer
HA3HAYeHUs] AaHTHUTHIEePTeH3UBHBIX npenapatoB (CM. pekoMeHaanuu no JedeHuro Al y
He(PpoJIOrnYecKUuX 00JbHBIX).

KommenTapuii: AprepuaibHas TMIEPTEH3UsI — Yy JETeW CTOMKOE MOBBIIIEHUE apTEPUaIbHOIO
JaBJICHUs BbIIIE 95 mepueHTHIs A7 JaHHOTO 110J1a, BO3pacTa U pocta (Tabnuia 4).
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Tabumnna 4. YpoBeHb apTeprabHOIO AaBJICHHUS Y /ieTell B 3aBUCHMOCTH OT 110J1a, BO3pacTa
U NePUEeHTHIA PocTa

Bo3zpacr HepuenTninb Majb4yuku JeBouxu
pocra CAL AAJL CAL AAL

1 ron 50 99 52 100 54
95 106 58 102 55

2 roxa 50 102 57 101 59
95 106 59 104 61

3 roga 50 105 61 103 63
95 108 63 106 64

4 rona 50 107 65 104 66
95 110 66 107 67

5 ner 50 108 68 106 68
95 111 69 109 69

6 ner 50 110 70 108 70
95 113 72 110 71

7 ner 50 111 72 109 71
95 114 74 112 72

8 ner 50 112 73 111 72
95 115 75 114 74

9 ner 50 114 75 113 73
95 117 76 116 75

10 ner 50 115 75 115 74
95 119 77 118 76

11 ner 50 117 76 117 75
95 120 78 119 77

12 ner 50 120 76 119 76
95 123 78 121 78

13 ner 50 122 77 121 77
95 125 79 123 79

14 ner 50 125 78 122 78
95 128 79 125 80

15 ner 50 127 79 123 79
95 130 80 126 81

16 ner 50 130 80 124 80
95 133 82 127 81

17 ner 50 132 82 125 80
95 135 84 127 81

B tabnuue 5 npuBeneHbI IEKapCTBEHHBIE CPEICTBA, IPUMEHIEMbIE IIPU JICUEHUH apTepUaIbHOM
TUIIEPTEH3UN Y IETEH.
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Tabumna S. JlekapcTBeHHbIe CpeACTBa, NPHUMeEHsieMble

TUIEPTEH3UH y AeTel

NpU JICYEHHH apTEepHATbLHOH

dapm.rpynmna IIpenapar Ho3a KpaTtHocTtn
npuema
THrn6uTOpHI KanTonpni Ot 0,3-0,5 mr/kr/24 vaca o 6 mr/xr/24 |3 pa3a B 1eHb
QHTUOTEH3UH- qaca
KOHBCPTUPYIOUIETO  (JHAJANPUIT Ot 0,08 Mr/xr/24 gaca no 0,6 Mr/xr/24 1-2 pa3a B
bepmenTa yaca (max 40 Mr B JIcHb) JICHb
benaszenpua |0t 0,2 mr/kr/24 vaca o 0,6 mr/kr/24 yaca| 1 pa3 B 1eHb
(max 40 Mr B JieHb)
DOo3MHOPUIT Hetu > 50 kr. Hau. no3a 5-10 mr, max - | 1 pa3 B 1eHb
40 mr/24 gaca
UInznaonpua Ot 0,07 mr/kr/24 gaca no 0,6 mr/kr/24 | 1 pa3 B 1eHb
yaca (max 40 Mr B JICHb)
biiokaTopsl UlozapTan Ot 0,7 mr/kr/24 yaca no 1,4 mr/kr/24 gaca| 1 pa3 B 1eHb
[pELENTOPOB (max 100 mr B 11eHB)
aHruoteHsuHa Il Mpéecapran 6-12 net: 75-150 mr/24 uaca; 1 pa3 B 1eHb
> 13 net: 150-300 mr/24 yaca
BaJicapran 40-80 mr B 1eHB 1 pa3 B neHb
biiokaTopsl Hudennnun 0,25-2mr/kr/24 vaca 3-4 paza B
KaJIbIIMEBbIX KaHAJIOB! JICHb
T U PO PUINHOBEI |AMJIOAMITHH 6-17 net: 2,5-5 mr/24 gaca 1 pa3 B neHb
© deoagunuH 2,5-10 mr/24 gaca 1 pa3 B neHb
Ucpaaunun Ot 0,15-0,2 mr/kr/24 gaca no 0,8 mr/kr/24| 1 pa3 B 1cHb
yaca (max 20 MT B JICHb)
He UMM APONUpHAMHO [BePanaMul Ho 80 mr/24 yaca 3-4 paza B
BbIC ACHb
/Tniruasem [Monpoctku: no 180 mr/24 yaca 2-3 pa3a B
JICHb
B-00KaTOpHI ATeH0.10J1 Ot 0,5-1 mr/kr/24 yaca no 2 mr/kr/24 yacal 1-2 pa3za B
(max 100 mr B 1eHB) JICHb
BuconpoJioJ Ot 2,5 mo 10 Mr/24 gaca 1 pa3 B neHb
Metonpoaoa | Ot 1-2 mr/kr/24 yaca 1o 6 mr/kr/24 gaca |2 pasa B JieHb
(max 200 mr B JIeHB)
IIponpanonoa | Ot 1-2 mr/kr/24 yaca no 4 mr/kr/24 yaca | 2-3 pa3a B
(max 640 mr B JIeHB) JICHb
Jl1ypeTuku Dypocemua 0,5-2 mr/kr/24 gyaca 1-2 paza B
JICHb
ruapoxygoptua | Ot 1 no 3 mr/kr/24 yaca (max 50 mr B | 1 pa3 B 1eHb
3U/ JICHB)
Bo -610KaTOPHI UlabeTamnoun Ot 1 o 3 mr/kr/24 yaca 2 pa3a B JIcHb
L{enTpasibHBIE Kiaonuaun Hetn > 12 nert: 0,2 -2,4 mr/24 vaca 2 pa3a B JieHb
(OL-aTOHUCTHI
[lepudepuyeckue /Tokca3zo3uH 1-4 mr/24 gaca 1 pa3 B neHb
OL.-aHTarOHUCTHI
[Ipa3o3un 0,05-0,1 mr/kr/24 gaca 3 pa3a B JieHb
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Bazoaunararopsl Tuapanasun  |Ot 0,75 mo 7,5 mr/kr/24 gaca (max 200 mr|4 pasa B 1eHb
B JICHb)
MUHOKCHAMI  |[Tetu < 12 ner: 0,2 mr/kr/24 yaca (max 20| 1-3 pasa B
mr);etu > 12 net: ot 5 1o 100 mr 24 JIeHb
qaca

Hasuauenue nATID nporusonokaszano npu camkerns pCK® ot 30 u Huke Min/mun/ 1,72,

Pexomennanus 15.8. Becem neqmarpuyecknm nanuentam ¢ al'yYC, nposiasrommumces OITH,
He0OXO0JUMO PpelIeHHe BONpoca O 1eJeco00pa3HOCTH IPOBEeJeHUs] 3aMeCTHTeJbHOM
nouyeqyHoi tepanuu (3I1T).

Pexomennanus 15.9. Ilpu passutun ananusszasucumoii OITH y aereii ¢ al'YC onpeneants
noka3zanus K Bb10opy Buga 3IIT (I, 'L, IBBI 1®).

Kommenrtapuii: [Ipu BeIOOpe MOJANBbHOCTH JAMANM3a YUYUTBIBACTCS TSXKECTb KIMHHYECKOTO
COCTOSIHUSI, CTENeHb MeTa0ONMYeCKUX HapylIeHWH, HaJIW4yhe MPOTUBONOKA3aHUM K
OIpEJICJICHHOMY METO/y AMajin3a, a TakKe BO3PACT, POCT, BeC peOeHKa M JOCTYHHOCTh BUIOB
3IIT B KOHKpeTHOM JiedyeOHOM yupexaeHuu. [lokazaHUSIMH K TNEPUTOHEATBHOMY IHATIU3Y
ABIAIOTCS: «u3osaupoBanHas OITH», BblpakeHHbIE HEBPOJIIOTMUECKNE HAPYIIECHUS, HATMYUE WIH
BBICOKMA  PUCK  IEMOpPparM4eKux  OCJIOKHEHHMM,  BBIPA)KECHHAs  HEJNOCTAaTOYHOCTH
KPOBOOOPAIICHHUSI, HEBO3MOXHOCTh BBIIOJHEHHUS COCYIUCTOTO AOCTyHa. Y MalleHbKUX JeTei
MOBEPXHOCTh OpPIOIIMHBI OTHOCHTEIBHO MOBEPXHOCTH Tejia OOJbIle, YeM Y B3POCIBIX, UTO
obecrieunBaeT BBICOKYIO 3((eKTUBHOCTh Mpoueaypsl u aenaet I1/] nepBooyepesHBIM METOIOM
BeiOOpa 3IIT y nereit pannero Bo3pacta. B kauectBe craproBoro mertona 3IIT I[IBBBI'I®
UCIIOJIB3YETCS B CIy4assX BBIPAXEHHOM TUIIEPTHApATalMyd C OTEKOM JIETKUX, OT€Ka MO3ra,
TUIIEPA30TEMUM, JICKOMITIEHCHPOBAHHOTO METAa0OJIMYECKOro alua03, KpaiHe TsSKeIoro
COCTOSIHUSI OOJIBHOTO, HECTaOWJIBHOM reMOIAMHAMUKH, IPOTUBONOKa3aHuil K mposeaenuto I1/1.
'/l meromom BbIOOpa SBISETCS NPU JIEYEHUH OOJBHOIO C COXPAaHHOM TI'eMOIMHAMUKOM,
BBIPKEHHOW a30TEMHEN U rUnepruapaTaluen, IpoTUBONOKa3aHui K 1pyrum meroaam 311T.

Pexomennanus 15.10. Y nanuentos ¢ al'YC Heo0X0auMO BBISIBUTH BO3MOKHbIE TPHITEPbI
3a00JIeBaHMA M HA3HAYMTD JIeUEeHH e, HAIIPABJICHHOE HA MX IOJaBJICHUE.

Kommenrtapmii: Oco6oe 3HaueHHEe HMEET CBOEBPEMEHHAs IMAarHOCTUKa WHGEKIui, Hanbosee
yacrto npeamectByonmx al'YC, u cnenyromas 3a Hell aneKkBaTHas aHTHOAKTEpUaIbHas Teparus.

Pexomenaanus 15.11. DapMaKOKHHETHKAa  BCeX  JIGKAPCTBEHHBIX  CPEACTB,
3JIMMHHHPYEMBIX C MOYOH, CyIIeCTBEHHO MeHseTcs:i B aHypudeckoii cragun OIIH npn
al'YC, urto ompenensieT Heo0XOAMMOCTbL H3MEHEHHsI N03bl M KPATHOCTH BBeICHHS
npenaparoB. /Jlnajau3Hasi Tepamusi TaKxe TpedyeT KOpPpeKHMH A03bI TeX JIeKapcCTB,

KOTOpbIE CIIOCOOHBI IPOHUKATH Yepe3 MeMOpaHy 1HaJIn3aTopa.

Pexomenganua 16. IleamarpuyecKHMM NAIMEHTAaM C YCTAHOBJEHHBLIM JHATHO30M
al'YC, cemeitHoM ero xapakrtepe, mnpu TedeHun al'YC ¢ 3kcrpapeHaIbHBIMH
NPOSIBJICHUSAIMH  NEPBOM JIMHHE TepamuM sIBJISIETCS Ha3HaveHue OJKyjausymaba —
npenapar rpymnmnbl KOMILIEMEHT-HHIHOMPYIOIHUX AHTHTEL.

Pexomennanus 16.1. HazHauenue 3Kyan3ymada noka3aHo AeTsiM ¢ BEPOSATHBIM AUATrHO30M
al'VC npu HedpPeKTHBHOCTH IJIA3MOTEpPaANuH, IUIa3MO3aBHCHMOCTH, MalHEHTaM ¢
nono3penueM Ha al'YC B Tstzkes10M coctosinnu, 00ycioBiaenHom OIIH, Tpedyromeii 3IIT, n
nopa:xkenuem IHHC (cympoporu, koma) 10 moJiydeHusi pe3yJibTaTOB J1a00pPaTOPHBIX TECTOB
(ADAMTS 13 u lIIura-ToKcuH), a TaK:Ke NAIHEHTaM C YCTAHOBJIEHHBbIM AuarHo3som al'yC
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NpY HAJIMYMH OPraHHON AMcPYHKIMH (JIMTEJBHOCTHIO He OoJiee 1 roma) m OTCYTCTBHHM
JabopaTtopHbIX kputepues TMA.

Pexomengaums 16.1. 3a 2 Hemesu 10 Hayasa JedeHUs JKYJIM3yMadoM pedeHKa, 00JIBHOI0
al'YC, Heo0X0nMMO BAaKIMHHMPOBATH NPOTHB MHH(peKnHi, SBISIOMUXCH NPHYHHON
MEHHHIHTA Yy JeTell, MOCKOJBbKY Ha (pOHe NMPHMEHEeHHs NpenapaTra BO3PAcTaeT PUCK ero
pa3BuTus. BakuMHanuio NpPoU3BOAAT KOHBIOTMPOBAHHOM TETPABAJICHTHONW BAaKIHHOMI
MenueBakc npoTuB ceporunos Bo30yaureass A,C,Y nu W135, a Takike KOHBIOTHPOBAHHOM
BakuuHoii nporuB Haemophilus influenzae type b u eaxkyunoi 1jasi NPOPUIAKTUKHA
3a0oJieBaHMii, BBI3BAHHBIX Streptococcus pneumoniae.

Pexomengaums 16.2. Ilpu BakumHanuu MeHee 4eM 3a 14 aHeil 10 BBeJeHUs NMEePBOi 103bI
npenapara JKyJu3yMad Heo0X0AUM NPOPHIAKTHYECCKHH KypC AHTHOMOTHKOB, HAYMHAA €
1-ro nHs BBedeHHsl mpenapatra u a0 14 nHell mocjie BAaKIUHAIMM NPOTHB HHpeKIuid,
BbI3bIBAKIIHUX PA3BUTHE MEHUHIUTA.

Pexomennanus 16.3. Ilpopunakrnyecknii Kypc aHTHOMOTHKOB HAYMHATH HEe MeHee YeM ¢
1-ro nHs BBedeHMA npemnaparta JKyJau3ymMad M Ha BceM INPOTSZKEHHH NEepHoJa BBeJAeHHS
npenapara (IpH NPOTHBONOKA3AHMAX K BaKNMHAUMH) WM A0 14-oro aHs mocie
BakuMHanuM namueHTa. C neJpl0 aHTHOMOTHKONPOGMIAKTHKH Yy JAeTedl  cjeayer
HCII0JIBL30BATh AMOKCHIIUJIJIMH.

Kommenrtapuii: [letsm muaamie 2 1eT aMOKCHLIMJUIMH Ha3HA4YalOT B CyTOYHOM 7103€ 20 MI/Kr B 3
IpremMa, B Bo3pacte oT 2 10 5 et — no 125 mr 3 pasa B cyTku, B Bo3pacte 5-10 net — o 250 mr
x 3 pa3za B cyTku. [larmentam crapmie 10 net (¢ maccoit Tena 6onee 40 kr) mpenapar Ha3HAYAIOT
1o 500 mr 3 pasza B CyTKH

Pexomengaums 16.4. [lauuentam < 18 set 103a IKyau3zymada paccCHuTHIBAECTCS € y4€TOM
Macchl TeJla Mo cxeMe, NpeACTaABJIeHHO B Ta0uie 6. Bblae 0T HHIYKIMOHHYIO 1
NOAJIePKUBAIOIIYI0 (a3bl JIeHeHH .

Tab6umna 6. Pe:xxum BBeenus Jkyausymada npu al'YC y nanuenrtos < 18 jer

Macca Tena manueHTa Nuayknus ITonnepxuBaromas
40 kr u 0oJtee 900 mr B Hexemro X 4 1200 Mr Ha 5 Hexene;
JI03BI 3ateM 1200 Mr Kaxxapie 2
HEJeu
30 - 40 xr 600 Mr B HEzEIrO X 2 900 Mr Ha 3 Hexene;
JI03BI 3ateM 900 Mr kaxapie 2
13 (1 (S
20 -30kr 600 Mr B HEzEIIO X 2 600 Mr Ha 3 Hexene;
JI03BI 3ateM 600 Mr xaxapie 2
HEJeu
10 - 20 xr 600 mr B Hexmemro X 1 mo3a | 300 Mr Ha 2 Hexene;
3ateM 300 mr xaxaeie 2
HEJeu
5 - 10 kr 300 mr B Hexmemro X 1 mo3a | 300 Mr Ha 2 Hexene;
3ateM 300 mr xaxuaeie 3
13 (1 (S
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Pexomennanusa 16.5. Kpurepusimu 3¢ QeKTHBHOCTH Tepanuu JKYyJIN3yMaOOM SIBJISIIOTCS
NpeKpalieHue MHKPOAHTHONATHYECKOro remo/m3a (cHukenue ypoBHs JIAI' 1o
HOPMAJILHBIX 3HAYEHHI), HOpPMAJIH3aLUsl 4YHCJIa TPOMOOLMTOB, a TaKKe YJy4lleHHe
(GyHKOMHM mOYeK W JPYrHX OpPraHoB, BOBJICYEHHBIX B IpPOLecC OKKJIK3HOHHOIO
MHMKPOTPOM0O000pa3oBaHusl.

Pexomennanus 16.6. Ot tepanuu IKyJan3ymadoMm ciaenyer 0KUAATh:
* [IpenorBpalieHus JETAIBHOIO UCXO/Ia TP CBOCBPEMEHHOM Hadajle TePANUU
* JlocTKeHUS Y MOAACPKAHUSA F€MaTOJIOTHYECKON PEMUCCUH
*  OtcyTcTBUS MOTPEOHOCTH B IJIa3MOTEpATUHU
*  VYaydieHus, NOAEPKAHUS WA MPOJOJDKEHUS YIIyUIIeHUsT QYHKIUU TOYEK
* (CHATHS BOIIPOCA O MPOBEICHUH TPAHCIJIAHTALIMU B PSJIC CIIy4acB
*  Viy4dnieHus KauecTBa )KU3HU

Pexomengaumsa 16.7. lumtenbHocTh JedyeHusi IJKyJAu3ymaOoM He omnpeaeieHa. B
HACTOsIIIlee BpeMsl CUHUTAETCH, YTO Tepamusi J0JKHA NMPOAOKATHCH IMOKHU3HEHHO WJIH
MOKeT OBbITh B psifie CiIy4aeB (JOCTHKEHHEe CTOMKOI peMHCCHH) OTMEHeHa Yepe3 2 roga or
HA4aJ1a JIeYeHHUsl ¢ MocJaeyIouell OeHKOH AKTHBHOCTH 3200/1eBaHHUs.

KommenTapuii: Puck pasButus penuaua al'YC  onpenensiercs TUIOM — MYTallMH.
IIponemMoHCTpUpOBaHO, YTO NP OTMEHE Ipenapara 4depe3 2 roaa peungusbl al'YC yame
BO3HUKaOT y mauueHtoB ¢ Myrtauusmu CFH, C3, THBD, He peunauBupyroT MNalUEHTHI,
nmeronme Mytanuio MCP u antu CFH-at. Ilosromy oTmMeHa mpemnapata B psiie ClydaeB
BO3MOJKHA IOCJI€ OLIEHKU cTereHH pucka peuuausa al' YC (cM. KOMMEHTapHi K peKOMEHIAIH
13.6). Ilpy BO3HMKHOBEHMHM IPU3HAKOB peUUAMBA 3a00JCBaHMS JieUeHHE OKYyIU3ymMaOoM
JOJKHO HEMEJITICHHO BO30OHOBIISATHCS.

Pexomennanus 16.8. Dkyau3ymad kak nepBasi JMHHUSI TePAllMM MOKET PacCMaTPUBATBLCS
npu al'YC, acconunpoBannom ¢ antutenamu K CFH. /liiMTe/bHOCTh Tepanuy coCTaBJIseT
6-12 mec. ¢ mocieaymwomeil 0OTMEHOH M NepeBOJOM HAa HMMYHOCYNPECCHBHYK Tepaluio
(cesqicenT) VINTEJBHO NOJA KOHTPOJIEM YPOBHSA aHTHUTe]d. OTMeHa MMMYHOCYIPEeCCHBHOM
Tepanuy BO3MOKHA NPH OTPHIATEILHOM pe3yJbTaTe aHAJIN3a.

Pexomenpanusa 16.9. JDxyamsymad Kkak eJHHCTBeHHOe cpeiacTBo JiedeHusi npu al'yYC,
accouunpoBaHHoM ¢ antuteaamu K CFH, paccmaTrpuBaercs npu:

* IPOTHBONOKA3AHMAX K HMMYHOCYIIPECCUBHON Tepanuu U OTCYTCTBUM d(Pdexra oT
Hee

* HEeBO3MOXHOCTH NpPOBedeHHMS H HeI(PPEKTHUBHOCTH IJIAa3M000MEHOB

* anTuTteqbHOM al'YC, accouuMpoBaHHBII ¢ MyTalusiMH OeJIKOB-PeryJsiropoB
KOMILJIEMEHTA

8. ATUIIMYHBIA I'YC U TPAHCIUIAHTAIIUA MIOYKHU

8.1. O0mue nmos10keHHus U oleHKa pucka peuauausa al'yYC nocJie
TPAHCILVIAHTAIUN MOYKH
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Pexomengauus 17. TpancmianTanusi NOYKM MOKeT BBINOJHATHCA mamueHTtam ¢ al'YC,
pocturmmm  TIIH (XBII 5 cragum), He HMEIIMM KJIHMHUYECKHX MPOSIBJICHUMH
skcTpapeHanbHoii TMA, He panee yem 4Yepe3 12 Mec. mocie Hayajga 3aMeCTHTEIbHOM
MOYEeYHOM Tepanuu.

KommenTapuii: al'VC sBisieTca NpoTHBONIOKa3aHUEM K POJICTBEHHOM TPAHCIUIAHTALMHU IIOUYKH.
OnHako B HEKOTOPBIX CIIydasX OHA MOXKET BBIOJHATHCS, €CJIM Y OOJBHOTO IMPH TIIATEIHLHOM
HCCIIEA0BAHUU I'€HOB CHCTEMbI KOMIUIEMEHTA BBIABIIAIOTCS MYTallMM, HECOMHEHHO HMEIOIIHE
naToreHeTuueckoe 3HaueHue B pazputuu al' YC, a y J0HOpa TakOBBIX HE OOHApYKUBAETCS.
Heo6xonumMo MakcuManbHO MH()OPMHUPOBATH JTOHOPA M PELUIHMEHTa O PAa3BUTUU BO3MOXKHBIX
OCJIO)KHEHUH TPAaHCIUIAHTaLMKU. B TO ke Bpems, €CiiM MyTalMid, OTBETCTBEHHBIX 3a pa3BUTHUE
al'VC, He oOHapyXeHO HHM Yy JOHOpPA, HU y MOTEHIHAJIBHOI'O PELMIIUEHTa, OT POACTBEHHOU
TPaHCIIAaHTALUU CJIEAYyET OTKA3aThCsl.

Pexomennanusa 17.1. Pexomenayercsi m30eraTb HMCHOJIB30BAHMS UIS TPaHCIUIAHTALMHA
OPraHoB OT /JI0OHOPOB «C PACIIMPEHHBIMH KPHUTEPHAMID> W OTJIOKHMTH TPAHCINIAHTAILUIO
NPH BBICOKOM IpoLeHTe npeacymecrsyromux antu-HLA anTuTes («11aHenb-peakTHBHBIX
AHTHUTEJI») Y NOTEHIHATbHOIO PelUIINEeHTA.

Pexomengaums 17.2. Ilepen Bk/I0OUeHHeM B «JIMCT OKMAAHUSD) TPAHCIUIAHTAIUM MOYKHU
napueHTa ¢ al'YC Heo0X0QuMO BBINOJHUTH OLCHKY PHCKA penuauBa 3a00/1eBaHus NOcC/Ie
TPAaHCIUIAHTALIMH, BKJIIOYAOIIYI0, IOMHMO CTAHIAPTHOIO 00C/Ie10BAHUs, TeHeTHYECKOe
HCCJIeI0OBAHKE U OIIpeJesieHHe B JMHAMUKE TUTPa aHTUTe] K pakTopy H.

KommenTapuii: Huskuii puck penuausa al'VC mocrie TpaHCIUIAaHTalMM IIOYKHM HMEETCS B
CIIENYIOLIUX CIIyYasix:

- Y NALMEHTOB C U30JIUpOBaHHOU MyTanuend MCP;

- y nanuentoB ¢ al'YC, omocpenoBaHHbIM aHTU-FH-aHTUTENnamu, Npu HyJIEBBIX TUTpax
JAHHBIX AQHTUTEJ B T€YEHUE JJIUTEIBLHOIO BPEMEHU M OTCYTCTBUU JOIOJHUTEIIBHBIX MYTaLlUH
TEHOB-PETYJIATOPOB KOMIUIEMEHTA.

Cpenuuii puck peruuBa 00yCIIOBIIEH:

- U30JIUpOBaHHbIMU MyTausamu CFI;

- MyTalUsIMH ¢ HEM3y4YeHHBIMH P PeKTamu;

- IEpCUCTUPYIOLIMMHU  HU3KMMU  TuTpamu  aHTU-FH-antMTen wu  orcyrcrBHEM
JOIOJIHUTENBHBIX MYTAallMil TE€HOB-PETYJIATOPOB KOMIUIEMEHTAa. IlalMeHTh, y KOTOpPBIX HE
yIalnoch HWACHTH(PHUUIUPOBATH MYTAIMM, TAKXe OTHOCATCS K KaTerOpHM CPEIHEro pHCKa
peuuauBa.

BrIcokuii puck penuauBa OnpeneisaeTcs y IaueHTOB:

- C HajguMuuMeM B aHaMHe3e paHHuUX peuuauBoB al'VC y caMoro mamuMeHTa WU €ro
POICTBECHHUKOB;

- ¢ mytatmsmu CFH vy nipu Hannuuu rubpuanoro rena CFH/CFHRI,

- ¢ myTtanusimu ¢ ycwienuem ¢pynkmuu C3 u CFB
B nenom puck omnpenensercs nIpeuMYIIECTBEHHO TUIIOM MYTAalWil, HO YaCTUYHO 3aBUCUT U OT
APYTUX TMEPUTPAHCIUIAHTAIIMOHHBIX (PakTopoB. CrocoOCTBOBATh Pa3BUTHIO PELUAMBA MOTYT
TSOKEII0e UIIEMUYECKU-penepdy3nOHHOE OBPEKICHUE TPAHCIIAHTATa, BHICOKHE KOHLIEHTPAIH
B KPOBH PELUIMEHTAa HHTHOUTOPOB KalblLMHEHpUHA (LIMKIOCIIOpUHA A M TaKpOJIMMYCa), OCTPOE
OTTOPKECHUE TpaHCIUIaHTAaTa, 0Cc00EHHO TyMOpaJbHOE, BUPYCHBIE UHpEKIIH
(unToMeranoBupycHasi MHQEKIHMs H JApyrue reprec-BUpycHble uHpekuuu, rpumm, BKV-
uHeKys, HHPEKIM, BbI3BaHHAs apBoBUpycoM B19, nH(pekunoHHbIe TacTpO3HTEPUTHI U JIp.)

8.2. lIpopunakruka peuuausa al'yYC nmocJjie TpaHCIVIAHTALUY IOYKH

Pexomennanus 18.1. Ilociie TpaHCIUIAHTALIMM NMOYKHM NMALMEHTaM € JOKa3aHHbIM HU3KHM
puckom peunanBa al'YC M0KHO He IPOBOAUTH CHENHMAIBHYIO NPOPHIAKTHKY.
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Pexomenpanusa 18.2. IlammeHTam CcO CcpeAHMM PHCKOM penHIMBa Heo0XoamMma
NpopuIaKTHKa, KOTOPas MOKeT OCYLIeCTBJISTHCH KaK INpOBeJeHHMeM IPEeBEeHTHBHOIO
JIa3M000MeHa, Tak H NPOPHIAKTHYECKHMM  BBeJAeHHEeM IJKyJu3ymada, npum  3TOM
IKYJIU3yMal siBJIsieTcs1 0oJiee MPeNOYTHTEIbHBIM CPeACTBOM NPOQHIAKTHKH.
Kommenrtapmii: Bpibop Mexay 11a3sMooOMEHOM W BBEICHHEM OKyln3ymaba 3aBHCUT OT
HaJIM4us y MalMeHTa aJleKBaTHOIO COCYANUCTOrO J0CTYIIA, IEPEHOCUMOCTH BBEJIEHUS JOHOPCKON
IUIa3MbI U JOCTYITHOCTH 3KyJIHu3ymaoa.

Pexomennanusa 18.3. IlpodmiaakTnyecknii miasMooOMeH Ies1ecoo0pa3HO NPOBOAWTH B
ciaeaywomeM pexnMe: 1 ceaHc miIa3Mo00MeHa HeNOCPeICTBEHHO Iepen omepamuei, 1
uHpy3usa C3II Bo Bpemsi TPaHCILUIAHTALIMM, €XKeJIHEBHbIC CEeaHChl IUIa3MOOOMeHa mocje
omepauuu, IO KpaiiHed Mepe, B TedyeHHe S5 [JHel, ¢ NOCIACAYHIUMM MOCTENeHHbIM
YMeHbIIIeHHeM KOJIHYeCcTBA ceaHCcoB (5 IHell B HeJeII0 B TeUueHue 2 Hejlellb, 3aTeM 3 ceaHca
B He/leJII0 B TeYeHue 2 HeJeb U T.1.).

Pexomennanus 18.4. IlanuenTaM rpynnsl BbICOKOI0 PHCKA Pa3BUTHS PelHIMBA NOKa3aHO
NpoBeieHNe NPOPUIAKTHYECKOH Tepanuy IKyJIn3yMadom.

IIpodpunakTuka 3KyJIM3ymMadboM A0/LKHA ObITH HadaTa /0 TPAHCIUVIAHTALIMH — IepBoe
BBeJleHHe npenapara B 03¢ 900 Mr y B3pocabIx He no3gHee 4yeM 3a 1 4yac 10 penepdysun
AOHOPCKOH NMOYKH (Y MAIMEHTOB, 0KMAAMIUX YpPreHTHYI0 TII wiuM TpaHCIUIaHTAIMIO OT
JKMBOI'0 /IOHOpPA, NMPO(PHIAKTHKA MOKeT ObITh HadaTa 3a HECKOJIbKO Heaeab). Bropoe
BBelleHHe DJKyausymada B goze 900 mMr oOssaresbHo B mepBble cyrkum mnociae TII.
ITocaenyomme BBegeHHMs mpenapara ocymecTBiasiioress 1 pa3 B Hegenwo (900 mr y
B3pOCJIbIX) ¢ mepexoaoM Ha pe:xxuM 1 pa3 B 2 Hemean (1200mMr) mo MHIAMBHAYAJTBHOMY
NPOTOKOJIY.

Kommenrtapuii: OgHokpaTHOe BBeJeHHME SKynusymaba Uit npoduiaktuku peruaua al'yYC
1ocje TPAaHCIUIAHTAllMM HE TMOAJepXHBaeTcsi. B Hacrosimiee Bpems onTHMajibHas oOIIas
IIPOIOJDKUTEIBHOCTD BBeIeHUs 3Kynu3yMaoa nocie TII ne onpenenena. [lanuenram ¢ BBICOKMM
PHCKOM pelHInMBa MOXXET IMOTpeOOBaThCS BBEJCHHUE SKylIM3yMaba B TEUEHHE BCEro CpoKa
(YHKIIMOHMPOBAHUS TPAHCILJIAHTATA.

Pexomennanus 18.5. Y nanueHToB €O cpeIHUM PHCKOM penuanBa 4epe3 12 MecsineB nocie
TPAHCIUIAHTALIMM NPH OTCYTCTBHHM Ja’ke CYOKJIMHHYECKHX PpeluJAuBOB MOXKeT ObITh
NpOU3BeleHa KOHTPOJHMpPYyeMasi MONBITKA OTMeHbI Ipenapara WM, N0 KpaiiHeidl Mmepe,
YBeJHMYEHUs] HHTEPBAJIOB MEXK/AY €ro BBeACHUAMU.

Kommenrapmii: [lns mnonydyeHuss OTBETa Ha BONOPOC 00 ONTUMAIBHOW JJIUTEIHHOCTH
OPUMEHEHMs »OSKyJau3ymMaba mocie TpaHCIlaHTauuu y mnanueHtoB ¢ al'YC HeoOxonumo
IIPOBEACHUE NAIBHEUINNX KIMHUYECKUX UCCIICIOBAHUMN.

Pexomennanusa 18.6. BuiarepanbHas HedpIKTOMHSI He YMEHbIIAaeT PHCK Pa3BUTHS
pennnBa B TPaHCILJIAHTAaTe.

Pexomennanus 18.7. C neasro npopuiaakTuku penuausa al'yYC pexomenayercs: usderarn
BBICOKMX KOHLIEHTPAUMH B KpPOBH pEUHMIHMEHTOB HMHIMOMTOPOB KajlbUMHEHpHHA —

IHMKJIOCIIOPHHA U TAKPOJINMYCA.
Pexomenpanus 18.8. IIpuMeHeHMe HEBBICOKMX 103 HHIMOMTOPOB KaJbIHHEHpHHA Yy

nanueHToB ¢ al'YC npeamouyrurtesbHee WCNHOJb30BaHuA uHruouropoe mTOR -
CHPOJIIMYCA UJIH 3BEPOJIUMYCA.
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Pexomengaumusa 18.9. B mocrrpancmiiaHTanMoHHOM mnepuoge mnanuentam ¢ al'yYC
peKoMeHayeTcsl MNPOBOAUTH NPOPWIAKTHKY LUTOMErajoOBUPYCHON uHQeknuun u
NMHEBMOIIMCTO32 MO CYHIECTBYKIIMM NPOTOKOJaM (BAJraHUMKJIOBHP B TedyeHue 6 mec.,
TPUMETONPUM-CYJIb(aMeTOKCAa30/1 B TeUeHHe 6 Mec.) U e:KeroJHyl BAKIIMHALMIO NPOTUB
Ce30HHOr0 IPUNNA TOJbKO HHAKTHBHPOBAHHBLIMU BaknuHamu. Mcnosb3oBaHMe KUBBIX
BAKIMH MOCJIe TPAHCIUIAHTAIIUM He JI0IyCKAeTCsl.

Pexomenpanus 18.10. Ecam nmanmeHT He ObLI BAKIMHHMPOBAH paHee, TO B NOpsAKe
NMOATOTOBKHM K TPAHCIUIAHTAIMHM U NPO(PHIAKTHYECKOMY NPHMEHEHHIO 3KyJu3ymada u y
AeTed, W Yy B3pPOCAbIX Heo0XoAMMa BaKIHUHAIUS NPOTHB MEHHHIOKOKKOBOM,
NMHEBMOKOKKOBOH HH(EKUHMU U HH(PEKUHH, BLI3BAHHOH reMO(pUILHON NAJT0YKOM.

8.3. InarnocTuka u JeyeHue peuuauBa al'YC mocie TpaHCIUIaHTALMU
MOYKH

Pexomennanus 19.1. Ilpu 11000 1ucyHKINM MOYEYHOT0 TPAHCIVIAHTATA Y NALUEHTOB €
al'VC pexkomenayercss npoBedeHHe O00C/IeI0BAaHUS ¢ Uedbld wuckiawdenns TMA:
KOJIM4eCTBO TPOMOOLMTOB, MAa30K KPOBM /Jisl BbISIBJICHHS IIH30LUTOB, ranToOrJo0MH,
JIAT.

Pexomenganms 19.2. IluchyHknusi TpaHCIJIAHTATA ABJISAETCH MOKA3aHMEM K €ro OMONCHU
JAaKe MPHU OTCYTCTBHMH J1a00paTOpHbIX Npu3HakoB MAT'A.

Pexomenpanusa 19.3. Tepanmeii mnepBoii aumnnu npu peuuause al'YC nocie
TPAHCIIAHTAIUM NOYKHU SABJISAETCH JKYJIU3ymMao.

Kommenrtapuii: OgHokpaTHOE BBeleHHE 3Kyinu3yMaba Juis jedenus: peuuausa al'YC mocie
TpaHCIUIAHTAllMK He moznepxkuBaerca. Jleuenne Dxynusymadbom npu peuuanse al' YC nomkHO
ObITh HAYaTO KaK MOXKHO PaHbIIIE, MOCKOJBbKY TOJBKO MPU paHHEM JieueHUH (10 4 Henenb OT
Hayajga penuadBa) HauOojee TOJHO BOCCTaHABIMBAaeTCS  (YHKIMS  TpaHCIIAHTATa.
OntuManbHash TPOJOJDKUTENBHOCTh JICUEHHsI pelMIuBa IMOKa HE YCTaHOBIEHa (TpelyroTcs
JNanbHEHIINe HCCIEOBaHus), HO Y NAIMEHTOB - HOCUTEJIEH MyTaluid C BBICOKMM PHUCKOM
pemuauBa (CFH, C3, CFB), Moxer moTpeOOBaThCs JIEYCHHE B TEUEHUE BCEro MEepHoaa
(YHKIMOHMPOBAHUS TpaHCIUIaHTaTa. Bce TMOMBITKM  YyBENIWYEHHUS HWHTEPBAIOB  MEXKIY
BBEJICHUAMHU OKyNnu3ymaba WIM ero OTMEHBI Iociie KynupoBaHus peuuanBa al'YC DOKHBI
IIPOXO/IUTH MO CTPOTUM KIMHUYECKUM U TaOOpaTOPHBIM KOHTPOJIEM.

Pexomennanusa 19.4. B nmepuoa oxxugaHusi MOCTABKH Ipenapara J0JKeH IPOBOANUTBLCS
IJIa3MO000MEH € aleKBaTHBIM 00beMOM JKc(y3nu u 3amemieHusi miaasmbl — 40-60 mur/kr
Macchl Tesla MalueHTa.
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