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1. OnpenenexHune

CucremHas KpacHasi BOJJYaHKA — CUCTEMHOE ayTOMMMYHHOE 3a00JIeBaHIE HEM3BECTHOM
9THOJIOTHHU, B OCHOBE KOTOPOTO JIEKUT F€HETUYECKH 00YCIOBICHHOE HAapyIlIeHUEe UMMYHHON
peryJsiuy, onpeessoee 00pa3oBaHnue OpraHoHecneln(PUIECKUX aHTUTEN K AHTUT€HaM sJiep
KJIETOK 1 IMMYHHBIX KOMILIEKCOB C Pa3BUTHEM UMMYHOBOCHAJIUTEIBHOTO ITOBPEKICHHS TKAaHEH
Y BHYTPECHHUX OPraHOB.

2. [InarHoCcT1Ka

*anobbl n aHamHes

B neGrore 3aboneBaHusi HamOoJiee YacTO TAIMEHTHl MOTYT JKAJIOBaThCS Ha IIOBBIIICHHUE
TeMIiepaTypbl 10 cyOdeOpuabHbIX/PeOpunbHbIX 1Udp, HETOMOTaHHE, CIa00CTh, aHOPEKCHIO,
MIOTEPIO MACCHI TEJIa, BBIMAICHUE BOJIOC, SI3BBI BO PTY, TOKPACHEHHUE KOYKH JIMIIA M 30HBI ICKOJIbTE,
MOBBIIICHHYI0 (OTOYYBCTBUTEILHOCTh, MSATHHUCTHIC W/WJIM TEMOPPAarHYECKUE BBICHIIAHUS Ha
KO’Ke, CHHIOIIIHBIC MATHA HAa KOXKE; OHEMEHHE WM/WUJIM TIOCUHCHUE, 1/WIT TTOOCIICHHE TANIbIEB PYK
Y HOT; SI3BOYKH Ha KOHEYHOCTSIX; OOJIH B MBIIIIIIAX, CyCTaBaX; YTPEHHIO CKOBAHHOCTh B CyCTaBax,
NPUITyXaHHE CYCTAaBOB; KPOBOTCUCHHS M3 HOCA, YYBCTBO HEXBATKU BO3/yXa, KPOBOXapKaHbE,
TOJIOBHBIC OOJIM, TOJOBOKPY)KEHHUE, BBIPOKEHHBIC OOJHM B JKUBOTE, NMPHUMECH KPOBH B CTYIIE,
TOILITHOTY, OTEKH Ha JIMIIEC ¥ HOTaX; HApyIlICHUE MOBECHHUS, TICHX03bl, CyJI0POTH.

Pexomennyercs npoBecTHM aHalU3 T'MHEKOJOTMYECKOIO0 M AaKyLIEpCKOro aHaMHe3a MaTepu
nanueHTa. Heo6xoaumo cobpath 1aHHbIE O TEUEHUU MPEAbIAyluX OepeMeHHocTel. BhIACHUTD,
MMEJH JIU MECTO BHYTPUYTpOOHAas THOENb 10/1a, XPOHUUECKOE HEBBIHAIIMBAHUE OEPEMEHHOCTH,
MPEKIEBPEMEHHBIE PObI, IEPBUYHOE WM BTOPUUHOE Oecutonne. JlaHHbIe 0 TEeUEHUU HAaCTOsIIEN
O6epeMeHHOCTH (BPEJHOCTH, C KOTOPHIMH MaTh MMela JeJI0 BO BpeMsl OEpEeMEHHOCTH, I'€CTO3bI
NIEPBOM M BTOPOW IOJIOBUHBI, YIpO3bl NPEPBIBAHUS HAa PAaHHUX U TO3JHUX CPOKaX, aHEMHS
OepeMeHHBIX, IepeHeceHHbIe 3a001eBaHus BO BpeMsi OepeMeHHOCTH). JlaHHbIE O TeYeHUHU POIOB
(CBOEBpPEMEHHOCTb POJIOB, JJIUTEIBHOCTh 0€3BOJHOTO MPOMEXYTKA, UIMTEIBHOCTh MEPBOTO U
BTOPOTO TIEPHUOJOB POJOB, XapaKTep OKOJOIUIOAHBIX BOJ, CBOEBPEMEHHOCTb OTIEIICHUS
IUTALIEHTHI U €€ Ka4eCTBO).

[Ipu ananu3e anamMHe3a KU3HM MaIlUEHTa 0CO00E BHUMAHHE CIIETyeT OOpaTUTh Ha KIIMHUYECKHE
MpOsIBICHUST MH(EKINN, HaTuIe KOHTaKTa C JIMIIAMH, OOJCIONIMMHU TYyOEpKyJe30M; HaJIUuue
AJUIEPTUYECKUX PEeaKIui, a TakKe peakiuii Ha Mpo(HUIaKTUYECKHUE MPUBUBKH, WHCOJISIIHIO.
Pexomenmyercs mpoBecTH aHaNIW3  HACIAEACTBEHHOTO aHAMHE3a: BBISIBUTH  HAJWYUE
POJICTBEHHUKOB C peBMaTUYECKUMH 00Je3HsIMH, B ToM yncie ¢ CKB.

Amnanu3 aHamHe3a 3a00JeBaHuUs C YCTAHOBJICHHUCM XapaKTCpa I[CGIOTB., a Tak)Ke 0COOCHHOCTEH U
JIIUTCIIBHOCTH TCUYCHUA 3a00JICBaHUS: BBIICHUTL, YTO HpCAINICCTBOBAJIO PA3BUTHUIO 0oJIe3HU
((I)I/ISI/I‘-ICCKB.SI, NICUXOJIOTHUYCCKAA TpaBMa, OCTpasA peCliupaTropHasd, GaKTCpI/IaJ'IBHa}I I/IH(I)GKI_[I/ISI;
BaKIKHaIusA, I/IHCOJ'IHI_II/I}I); noJrydall Jik MalfluCHT aHTI/IGaKTCpI/IaHLHLIC npenaparsl (KaKI/IC, KakKoBa
ObLIa KX A03a U NPOJOJLKUTCIBHOCTD aneMa).

dusnkanbHoe obcnenosaHme.

PexkomeHtyeTcss MpOBECTH OLIEHKY OOILEro COCTOSIHHS TAalMeHTa: OHO MOXKET OBITh CpeaHen
TSOKECTH, HWHOTZA TsDKeloe. TsKEeCTh COCTOSHHS OIpeNeNseTcsl BBIPaXKEHHOCTBIO OOIINX
CHUMIITOMOB, CTENEHBIO PACIPOCTPAHEHHOCTH MOpaXeHUs. B penkux cimydasx yxke B 1elrore
3a00NeBaHUsd M TpPU JajJbHEUIIEM TEYEHWH Yy TAlWEHTOB pa3BUBAIOTCS TMOJIMOPraHHas
HEJ0CTATOYHOCTb, [IOPAXKEHUE LICHTPAJIILHON HEPBHOU CHCTEMBI.



OrneHrBaeM HalMYKAE JIMXOPAIKHA Yy TMAIUEeHTa, HCKIIOYATh WHQPEKIMOHHBIC MPUYHHBI €¢
NosIBJICHUs. B TeueHue mepBoro roja 0ojie3HH JHXopagka ormedaercs y 35-90% oOonerommx
CKB, 3a Bech nepuoj 00JIe3HH €e MOKHO HAOII0IaTh Y BeeX ManueHToB. TeMmeparypa Tena —
0T cyOdeOpunbHOH 10 heOpriTbHOIM, TOCTOSHHAS (MHOT/IA TI0 TUITY peMUTUpytoei). ddekr ot
HNPUMEHEHHS aHTUOAKTEPUATIbHBIX TPEIapaToOB OTCYTCTBYET.

OCMOTp KOXXHBIX ITOKPOBOB U CIIM3UCTBIX 000JI0YEK HA HAJINYHE cdleayromumux CUMIITOMOB!

e BoJYaHO4YHas 6abouka (yacto, 6onee yem B 80% cirydaes);

e (Jorocencubunmzanus (4acto, 6osee uem B 50% ciyyaes);

e Hecneuu(puveckue KOKHbIE BbICHIaHUs (4acTo, 6osiee ueM B 50% cirydaeB mpu BBICOKOM
aktuBHOCTH CKB);

e anoneuus (4acto, B 30% cinyuaes);

® MOpa)KEeHUE CIM3UCTBIX 000soueK (4acto, 6osee yem y 30% nmereit B aKTUBHOM MEPHOJIE

0oJe3Hn);

e Kkcepoaepmus, nedopMmanms M JIOMKOCTh HOITEH (4YacTo, B aKTUBHOM IIEpHOJC
3a00eBaHus);

e cunapoM Peitno (penko; y neteit ¢ CKB 3nauntensHO pexe, ueM y B3pocibix — B 15-20%
CIIy4aeB);

® SPUTEMHbIC BBICHIIIAHUS HAa OTKPBITHIX Y4acTKaX KOXKH;
® JIMCKOUIHBIC O4aru (OUeHb peaKo, MeHee 5%);

®  KamWUIAPUT (OOBIYHO B OCTPOM IEPUO/IE 3a00JICBaHMS);
® TreMOpparuvyeckue BBHICHITAHUS,

e ceTyaToe JIMBEJIO;

e BOJYAHOYHAS YHAHTEMA,

e adTO3HBIN CTOMATHT;

®  XCHIIUT.

OcMoTp 1 nanpnanus BcexX rpyn cycTaBoB. Hy)KHO OLIEHUTH LIBET KOKHU HAJl CyCTaBOM, MECTHYIO
TEMIEpaTypy, Halu4yhe OTeKa W O0oJau. ApTpUT, NMOpa)xkarolMii 1Ba WiIM 0ojiee CyCTaBOB,
MPOSBIISIOLIUICS 00JIE3HEHHOCTHIO, OTEKOM U BBIIIOTOM, apTpairuei, ssisiercsa npusHakom CKB.
Heobxonumo o6cnenoBath cycTaBbl Ha HATMYKUE MPUITYXJIOCTH, OLIEHUTh TEMIIEPATypy KOKU Hajl
KOJIEHHBIMH M TOJIEHOCTOITHBIMU CycTaBaMu. [Ipyn 0THOCTOPOHHEM BOCIAJIEHUH CYCTaBOB BCETa
OTpEENAIOT pa3HUIly TeMmIeparypbl Koxu. HeoOXoaumo mNpoBepuUTh OO0BEM IMACCUBHBIX U
AaKTHBHBIX JBWKEHHUU B cycTaBax. OIIEHKa IOABMXHOCTH CYCTaBOB: B CIy4ae OTCYTCTBUS
00JIe3HEHHOCTH B CyCTaBaxX IpH OOBIYHOM aMIUTUTyJle ABUKEHMH HEOOXOIMMO OLIEHUTh
NosiBJIeHHE Oo0NM (3alUTHOTO HAMpSIKEHUs] MBI, CONPOTUBIIEHUS) NPU MaKCUMaJIbHON
aMITuTy e ABMKEHUH. OIIEHUBAIOT CHMMETPUYHOCTD ABIKEeHUMN. C 11eIThI0 BBISBIICHUS OOU HIIHA
CKOBaHHOCTHU JIBMKEHHI PEKOMEHIyeTCsl OLEHUTh MOXOJKY MalleHTa MpHu Xo/ap0e u mnpu oOere,
0co0oe BHUMaHHE MIPU ITOM CTOUT OOPATUTh HA HAJTMYUE/OTCYTCTBHE XPOMOTHI.

Pexomennyercss mpoBecTu oOcienoBaHHe KOCTHOW cucteMbl. IlopakeHue koctel — OIUH U3
knuHu4eckux npuszHakoB CKB. V' 10-15% nanueHToB pa3sBHMBaeTCs acENTUYECKUI HEKPO3
(KOCTHO-XpsIIlIeBast CEKBECTPALIMSI CO BTOPUYHBIM OCTEOCKIIEPO30M) MK (pU3a roJI0OBKU OeJpeHHOMN
KocTH. Jlpyrue KocTu mnopaxaroTcsi penko. KimHudecku mnposBisSeTcss CTOWKOW Oonbio U
HapyleHreM (QyHKIMH CyCTaBa.

OOcnenoBaHWe MBIIIEYHOM CHCTEMBI — MalblalUs, ONpPEJENCHHE MBIIIEYHOTO TOHyca U
MBIIIEYHON CHITBI. MUO3UT, OATBEPKICHHBIN MOBBIIICHHBIMUA YPOBHAMHU KpeaTHHPOCHOKUHAZHI



WU ¢ IIOMOIIBIO 3JI€KTpOMI/IOFpa(bI/II/I UKW THUCTOJIOTMYCCKHUM HCCICIOBAHUEM, OTpaAXXacT
CTCIICHb aKTHBHOCTH.

[Manpmanust MuM(paTHIECKUX y3JI0B JIJIS OLICHKH Hamuuus TuMmdaneHonatuu. Jlumbanenonatus
pazBuBaercs y 11-45% manmentoB; nuMdarudeckue y37bl, KaK TPAaBHIO, IOJBHIKHBIC,
0e300JIe3HEHHBIC, HE CHAsHHBIE MEXIy COO0OM W C MOICKANUMU TKAHSMH, MSTKO- WIH
MJIOTHOAIACTHYECKOM KOHCHCTEHIINH, pa3MepoM 10 1,5 cMm.

OO6cnenoBanue cepAeYHO-COCYUCTON CUCTEMBI: MEPKYCCHSl TPAHUIl U ayCKYyJbTalusl ceplua u
COCYJIOB, MaJIbMIALINS COCYAOB, ONpENEICHUE Myjbca U apTepualbHOro nasieHus. Ilynbc — B
npeenax HOPMAaIbHBIX 3HAYCHHWH, HO MOXET OBITh 3HAYUTEIBHO YYalleH; apTepUAIbHOE
JIaBJIeHHE — HOPMAaJIbHOE WJIM BBIABIISIETCS apTepuaibHas runeprensus. Cocybl Ipy najiblaluu
0e300J1e3HEHHBI, IITyMbI HAJl AQ0PTON M OTXOISAIIMMHU OT HEE apTEPUSIMHU HE BBICTYIIHBAIOTCS.

OOcnenoBaHue JbIXaTENbHONM CHUCTEMbl (OMpEAETUTh HAIWYME I[MaHO03a, KpPOBOXapKaHb,
3aTpyJHEHHUE BIXaHUS; OMpPENEIUTh YAaCTOTYy JbIXaHUS; MPOBECTH MEPKYCCUIO U ayCKYJIbTAIHIO
JIETKHMX) C LENbI0 OICHKU Haluyus nopaxkeHui snerkux (dacto mpu CKB, mo 80% ciydaeB) —
wieBputoB (dacto, 20-30% cimydaeB), OCTpOro BOJYAHOYHOTO IMHEBMOHUTA (peako, meHee 5%
MAIMEHTOB, 3a4acTyl0 TPU BBICOKOW AaKTHUBHOCTU 3a00JieBaHHs), JIETOYHBIX (aJbBEOJISIPHBIX)
remopparuii (penko, B 5%, HO MOTEHIMANIBHO (haTaTbHOE MPOSBICHUE), JIETOYHON TUIEPTEH3UU
(peaxo), TpoM0O030B cOoCcyZ0B U MH(pAPKTA JIETKUX (0OUEHBb PEIKO).

OcMOTp MOJOCTH PTa, MEPKYTOPHO OMPENETUTh pa3Mephbl MEUEHU W CEJIEe3E€HKH, MPOBECTH
najgbnanuio KuBoTa. [lopakeHne xenyouHO-KUIIeYHOro TpakTa pa3BuBaercs y 30—40% nereit
¢ CKB. KnuHnYecku OTMEUAIOTCS CHHJKEHHE amlleTUTa, TOIIHOTAa, OOJIM B JKHBOTE, WHOIJIA
nuapesi. [lopaxxeHne KHIIEYHUKA MPOSBIAECTCS TeMOpparusiMi, WH(PapKTaMd U HEKPO3aMH C
nocneayrwouel neppopanueii, ¥ pa3BUTHEM KHILIEYHOIO KPOBOTEUYEHUS MWIM (PUOPUHO3HO-
THOMHOIO TEPUTOHUTA; BCTPEYAETCS PENKO, CYIIECTBEHHO YXYIIIAET MPOTHO3, OMNPEAEIIIeT
pa3BUTHE BOJTYAaHOYHOTO a0 JOMUHAIBHOTO KPH3a.

[Topaxenrne medyeHH XapakTepu3yercs remaromeraiueit, rematutom. Ilpu couetanuun CKB c
aHTU(HOCYOTUMHUIHBIM CHHAPOMOM Pa3BUBAIOTCS WH(APKTHI IEUEHU, TPOMOO3 MEYCHOYHBIX BEH
(cunmpom banma—Kwuapm). [lopakeHue moKenyI04HON Kenes3bl (MaHKPeaTUT) MOXKET ObITh
CIeICTBUEM TaTojoruueckoro mpomecca B pamkax CKB wnm BozneilcTBus OONBIIKMX /103
TITFOKOKOPTUKOCTEPOHIOB. TakkKe MOSBIISIOTCS SI3BEHHBIN CTOMATHT, TIIOCCUT, XCUJTUT; B TAKEITBIX
CITyJasix — TapoJ0OHTO3 ¢ BhINaJcHHEM 3y00B. [IepKyTOPHO BO3MOXKHO BBISIBIICHUE YBEITHUCHUS
pa3MepoB TICYCHU U CEJIC3CHKH, MAILIIATOPHO — BBIpAKEHHAs OOJIC3HCHHOCTh B JITUTACTPHH,
TOYKAaX MPOCKIIMH JBEHAAMATUIICPCTHON KHIIKH, TOJDKEITYJIOYHON Kelle3bl, B 00JacTH Kpas
MIEYCHH, TI0 X0y KHIICTHHKA.

Pexkomenyercsi onpenenuTs HajlM4ue OTEKOB, apTepUAbHOW T'MIEPTEH3UH, OLEHHUTH THYpE3.
Boienstor 5 BapmaHTOB Te4YeHMs BOJIYAHOUHOTO HeppuTa: U30JUPOBAHHAS OECCUMITOMHAS
reMaTypusi Wik OpOTEUHYpHS; OCTPhIH HePPOTHUECKUH CHUHAPOM (MOXKET OBITh MPOSIBICHUEM
TPOMOOTHUYECKOW MHUKPOAHTHMONATHH, MporpeccupoBanus aup¢dy3Horo mnposnpepaTuBHOIO
BOJIYAHOYHOTO HepuTa, pexe MHPaApKTa MOYKH, aCCOLMMPOBAHHOTO C aHTU(OCHOIUITUIAHBIM
CHUHJIPOMOM); He(POTHUECKUI CHHIIPOM, KOTOPBIA MOXKET OBITh H30JIMPOBAHHBIM HJIU COYETATHCS
C HE(QPUTHUECKUM CHHIPOMOM (OCHOBHOW NPHUYMHON HEPPOTUYECKOTO CHHIpOMA SIBIISIETCS
QG y3HbI ponudepaTUBHBI U ME3aHTHATbHBIA BONYAHOUHBIA HE(QPUT); MaKporeMaTypus
MOYET OBITh MPOSBICHUEM OCTPOr0 HEPPOTUUECKOTO CHHAPOMA, KOTOPBIN peiKO HaOIt0qaeTcs y
nanrenToB ¢ CKB, a Taxyke TpomM003a modeyHbIX BeH (OCIOKHEHNE HEPPOTHIECKOTO CHHAPOMA
niu aHTUGOCHONMITHIHOTO CHHIPOMA); XpOHUYECKast 00JIe3Hb MOYCK.



Pexomennmyercs mpoBecTn  oOClenoBaHME HAa  HAIMYME  KIMHUYECKHX  IPOSBICHUH
anTudocomunuaHoro curapoma. s antudochonunuanoro cunapoma y nanueHtos ¢ CKB
XapaKTepHBI:

e BEHO3HBIH, peke apTepHabHBIA TPOMOO3;

® KOXHBbIE MPOSIBICHUSA: CETYATOE JIMBENO (Y4YaCTKM «MPaMOPHOW» KOXKH, CHHSIKH,
KPOBOIIOATEKH, HMMEHyeMble KaK «IMBEIO»), KpYIHbIE S3Bbl, HAllOMHHAIOLIUE
FaHIPEHO3HYI0 MHOJEPMHUI0, MNOCT(QIEOUTHYECKHUE S3BbI, IIypHypa, JaJOHHAs M
NOJOIIBEHHAs JPUTEMA, Y3€JKH, IIyCTYJbl, IIOBEPXHOCTHBIE KOKHBIE HEKPO3BI,
JUTUTallbHAsT ~ TaHIPEHa, IOBEPXHOCTHbIE  TPOMOOGIEOUTHI,  3JI0KAYECTBEHHBIE
aTpoUuecKkue MaiyJe30MoJA00HbIe  JJI€MEHbl, MHOXXKECTBEHHbIE TIE€MOpparud B
IIOTHOTTEBOM JIOXKE;

e cunapoM CHeJIOHA: cOUeTaHHE 1epeOPOBACKYISIPHON MATOJIOTHU U PACIIPOCTPAHEHHOTO
JUBENO, P 3TOM HEPEIKO MMEIOTCS 3JIEMEHThl cuHapoMa Peiino. HeBponormueckas
[aTOJIOTUsl NPOSABISETCA MNPEXOMALUIMMU HApYLIEHUSMH MO3TOBOIO KPOBOOOpAICHMS,
KpU3aMH{, UWHCYJbTaMH, HHOTAA IIOBTOPHBIMH, JSIHWJIENTHYECKHUMH IpUIAJKaMH,
HapyIEHUSIMU KOTHUTUBHBIX (DYHKIIHA;

e [IOpaXeHHUe cepua: HeMH(PEKIUOHHBIA YHIOKApNT;

® JIErOYHAs TUIIEPTEH3US;

e peHalbHAsS TUCHYHKIUS W/WIH apTepualibHas TUNIEPTECH3Hs (CICICTBHE TPOMOO3a HITU
AMO0JINN);

e popaxenue LIHC: uHCynbTBI Kak cieicTBHE TpoMOO3a MM 3MOOJIMH, TPAaH3UTOPHBIE
WIIEMUYECKHE AaTaku, Xxopesd, cHHApoM ['uileHa—bappe, mNONEpeYHBI MUENMNT,
CHUMIITOMATHKa, II0X0Kast Ha PaCCESIHHBIN CKIIEPO3, CYAOPOTH, MUTPEHBD.

JNabopaTtopHan AMarHOCTMKa.

Hecneunduyeckme Buabl UCCeA0BAHUN:

OAK: yBenmuuenne COD, neiikonenus (00bIMHO JUMQOINEHUS), TPOMOOLUUTONEHUS; BO3MOKHO
pa3BUTHE ayTOMMMYHHOM TI€MOJIMTHYECKON AaHEMHUHU, TUIIOXPOMHOH aHEMHUH, CBS3aHHON C
XPOHUYECKUM BOCTIAJICHUEM, CKPBITHIM KEIIyA0YHBIM KPOBOTEUEHHUEM WIIM MIPUEMOM HEKOTOPBIX
JIC.

BXAK: Ilepen HazHaueHHMEM WJIM KOPpPEKLHEH HPOTUBOPEBMATUYECKOM Tepamuu C LEJbIO
BBISIBJICHHUSI aKTUBHOCTH OOJIE3HM, AJIs aHajih3a TOKCHYHOCTH JIEKapCTBEHHBIX IpEnaparoB
OTIpeNIeNAI0TCA KOHLEHTpAIMK o01ero 6enka, anb0yMuHa, xeje3a, HOHU3UPOBAHHOTO KaJIbIIHS,
anbOymMuHa, oOmero OunupyOuHa (mpsimasi, HempsiMas (pakiuH), TIIOKO3bl, KpeaTWHHHA,
MOUYEBHHBI, MOYEBOM KHUCJIOTBHl, TpaHCaMHHa3, XOJIECTEPHUHA, JIAKTATAETUIPOIEHA3bI,
KpeaTuH(POCcHOKMHA3BI, aMHUJIIA3bI, JIUTA3bI, 3JIEKTPOIUTOB, TPUTIIMLEPUIOB, (PeppUTHHA.

[ToBbIIeHue mokazaTenei GyHKIMHA IEYSHHU U/UITH TTOYEK, W/HITH TIOJDKETYIOYHOM JKeIe3b MOXKET
OBITh MPOSIBJICHHMEM TOKCHYECKOTO BO3JEHCTBUS uMMMyHonenpeccantoB wu/unun  [UBII,
MOBBIIICHUE YPOBHS TJIFOKO3bI — CTEPOUTHOTO Auadera.

Onpenenenne ypoBHS oOmiero Oenka, anpOyMHHA, XOJIECTEpUHA JJS  HMCKIIOYEHUS
He(POTUYECKOTO CUHIPOMA.

Onpenenenue ypoBHs o011ero ounupyOrHa 1 ero Gppakuuii Juist HCKIFOUYEHHUS TEMOJIH3a.
Onpenenenne YPOBHS JAKTATAECTUAPOTreHA3HI, aJlaHMHaMUHOTpaHcepasbl u
acmapraTaMUHOTpaHcepasbl s HCKIIOYCHUS TOPAKCHHsS T[EYCHH, TelaTuTa, W/Wiu
MOJIMMHO3UTA.



OnpenenieHne  ypoBHS  TPUTIMIIEPUIOB, JaKTaTaeruaporeHasbl, ¢epputuna, CPb mus
UCKIJTIOUEHHS TeMO(parouTapHoro CUHAPOMAa U HH()EKIIMOHHOTO OCIIOKHEHHUS.

Ornpenenenne ypoBHS KpEaTWHHMHA, MOYEBHHBI, MOYEBOW KHUCJIOTBI, KalIHs I HUCKIOUYEHUS
[IO4YEYHON HEAOCTATOYHOCTH.

OnpeneneHne ypoBHS aMujasbl, JIMNa3bl I KCKIIOYEHHS NAHKPEAaTUTa, NMAaHKPEOHEKpOo3a.
Onpenenenne WMMYHOPEHOTUINIA JUMQPOIHUTOB [UIsl HUCKIIOYCHHS HMMYHOAC(PHUIIMTHOTO
cocrostaus. Jlns CKB xapaktepHo moBbllieHHe ypoBHS B mumdoruros. IlpoBomutcs Bcem
nanuMeHTaM, B ToM uyHcie mnonydatommM [MBIl w/unm  riroKOKOPTUKOCTEPOUABI, /WU
UMMYHOJICTIPECCAaHThl, 4YacTo  OOJICIOLIUM  BHPYCHBIMH, THOWHBIMH  OaKTepualbHBIMU
UHQEKIUSAMH, B TOM YUCIIE ONIOPTYHUCTUYECKIMHU.

[Ipy momo3peHHMM Ha BOJYAHOYHBIH HEPPUT PEKOMEHAYEeTCs oOIpeaeieHue  oouei
remoyiuTuuecko aktuBHOCTH KomiuieMeHta (CHS50) u ero kommnonentoB (C3, C4) nus
YCTaHOBJICHHS JMarH03a B COOTBETCTBHH ¢ KilaccupukannoHHbiMU Kputepusimu CKB. CHnxenue
o0u1eit remonutryeckoit aktuBHocTH KomiiemeHTa (CHS50) u ero komnonentos (C3, C4) 06b14HO
KOppEeNUpyeT ¢ aKTHMBHOCTHIO BOJYAHOUHOTO HedppuTa, B OTACIBHBIX CIydasxX MOXKET ObITh
CJICZICTBHEM T'€HETUYECKH JETEPMHUHUPOBAHHOTO Ie(DUIUTA.

Pexomenayercst onpenenenrne peBMaTouIHOro (hakTopa, KOTOPBI HEPENIKO BBISBISETCS y AeTeil
¢ CKB c BbIpa)k€HHBIM CYCTaBHBIM CUHAPOMOM.

Bcem nanuentam ¢ CKB npu KIMHUYECKHX MPOSBICHUSAX MOPAKEHHS HIMTOBUIAHOU >KENe3bl
pexomenayercs onpeaenenue T3 u T4 (06mux 1 cBOOOIHBIX), YPOBHSI TUPEOTPOITHOIO TOPMOHA
B CHIBOPOTKE KPOBH, aHTUTEN K TUPEOTNIoOylIHWHYy W THpeonepokcuaasze. [loBblieHrne ypoBHs
TUPEOTPOITHOTO TOPMOHA IPU HOPMAIBHOM cojepkaHuu T4 ToBOpUT O CYOKIMHUYECKOM
TUIIOTUPEO3€, IPU CHUKEHHON KOHIIEHTpAalMKu T4 — 0 KIMHUYECKOM TMIIOTUPEO3E.

Bcem mamumentam ¢ nogo3penueM Ha CKB ¢ nenbto auddepeHunanbHON TUArHOCTUKU C
00JIe3HSAMU TO0YEK, HUCKIIYEHMs] APYTUX pPEBMATUYECKUX, HEPEBMAaTHYECKUX Oose3Hell u
ATPOT€HHBIX OCJIO)KHEHHH pEKOMEHAyeTCs NpOBeJeHHE KIMHUYECKOro aHajlu3a MO4H,
MHUKPOCKOTIMYECKOTO HWCCIEOBAaHMs OCaJKa MOYH, CYTOYHOH OJKCKPEIUH DSPUTPOLHUTOB,
JEUKOLUTOB, HWINHAPOB, Oenka. CooTHOLIEHHE YpPOBHsS ONOK/KpeaTMHUH (MJIM CyTOYHas
npoteuHypusi) B Mmoue 6omee 500 Mr Genka 3a 24 4, WiIM SPUTPOLUTEI B Moue 5 wiu Oosee, UiIu
IWIMHAPBI B Moue 5 wim Oosee BXoaiaT B Kiaccugukanuonnsle kpurepun CKB. Kpome Toro,
noueynble nposiBaeHuss CKB (mpoTennypusi, reMaTypus U T. [1.) BXOISAT B KpPUTEPUN aKTUBHOCTHU
CKB. Ilpu CKB BbIsiBIsIeTCSl TeMaTypusi U/WIM NPOTEUHYPHSL, UHIMHIAPYPUS (3pUTPOLIUTAPHBIE,
reMOIJIOOMHOBBIE, 3€PHUCThIE, CMELIaHHbIe HWIMHJPHI). [lepes Ha3HaueHneM WU KoppeKuuen
IPOTHBOPEBMAaTHYECKOM Tepanuu KIMHUYECKUE HCCIEIOBaHMS MOYM BBINOJHSIOTCS C IIEIbI0
OLICHKM aKTHBHOCTH TJIoMepyJioHeppurta. Hannune M30IUpOBaHHOM MHUKpPOreMaTypHH MOKET
OBITh HEXENATEIbHBIM SIBJICHUEM JICUCHHUSI METOTPEKCATOM.

Bcem mamumentam c¢ momo3penunem Ha CKB ¢ deOpunbHOM nmuxopaakodl w/wiam ApyrUMHU
KIIMHUYECKUMHU TIPOSBJICHUSIMU OCTPOTO BOCIAJIUTEIHLHOTO OTBETa (CErcuca) peKOMEHIYeTCs
MPOBEJICHUE MPOKAIBIIUTOHMHOBOTO TecTa C Ienbio auddepeHnnanbHol JuarHocTuku. [lpu
OCTPOM BOCHAJIUTENBHOM OTBeTe 3HaueHue Oyzaer BbicokuM. [Ipu CKB 0e3 nHpexknmoHHbIX
OCJIOKHEHU MTPOKAIBIIUTOHUHOBBINA TECT — OTPULIATEIbHBIN.

Bcem mamuenTaM ¢ KIMHHYECKUMHU W JTAaOOPATOPHBIMHU MPU3HAKAMH OCTPOTO BOCTIAIIUTEIHLHOTO
OTBeTa (cercuca) peKOMEHIyeTcs MPOBEACHHE MUKPOOHOIOTUYECKOTO UCCIIEIOBAaHUS KPOBU U
Mouu. Bcem mnanmentam ¢ CKB mnpu HamuuuM NaTOJIOTMM BEPXHUX OTAEJOB JKEIYJIOYHO-
KHUIIEYHOTO  TpakTa pPEKOMEHAYETCS  BBIOJIHEHHE  230(aroracTpoAayOJCHOCKONHH  C
WCCIIeI0BaHNEeM OMOITaTa CIIM3UCTON 00010YKH Kemyaka Ha Hamnuue Helicobacter pylori.

Bcem manmenTam ¢ CKB, dacto Goneronmm ocTpoil pecriupaTopHoi MHGEKIueH, OpOHXUTaMH,
NHEBMOHMAMM, nartoiorue  JIOP-opraHoB, pEeKOMEHIYIOTCS  KOHCYJbTallud  Bpada-
OTOPUHOJIAPUHI0JIOTA JUIsl BBISIBIIEHUS] 04aroB XpOHUYECKON MH(EKINH.



Bcem mammentam ¢ CKB pekoMeHyeTcsi ompeneieHne CKOPOCTH KIIyOOUKOBOW (PMIIbTpalvu
noyek no Qopmyne IlIBapua s BBISBICHUS NOpakeHHH modek. CHIKEHHE KITyOOYKOBOM
¢bunbTpanuu no ¢opmyse IlIBapua cBUAETENLCTBYET O Pa3BUTUU MOYEUHON HEAOCTATOYHOCTH.
Koarynorpamma, onpezneneHue (QyHKIUE aare3sMd M arperadd TPOMOOLMTOB: KOHTPOJb
remocrasa, MmapkepoB Tpom603a rmpu ADC, KOHTPOJIb TPOMOOIIMTAPHOTO 3B€HA 'EMOCTa3a.

Bceem manumentam ¢ CKB npu Haimuuu npu3HaKkoB pa3BUTUS aHTU(HOCHOIUMIUIHOTO CHHAPOMA
WM MH(EKIMOHHBIX OCIOXXKHEHUH pekomeHnayercsi onpenenerue C-peakruBHoro 6enka (CPB)
JUI  UCKJIIOYEHHUS aHTU(OCONUIMUAHOTO CHHAPOMA WIM HH(MEKUMOHHBIX OCIO0XHEHUI.
[Toseimienne CPb nexapaktepHo nns CKB. Iloeiienne CPB MoeT CBUAETENBCTBOBATH O
pa3BuTHH aHTU(POCHONIUIUAHOTO CHHIpOMA (MPH MPOYMX KIMHUYECKHX W Ja0OpaTOPHBIX
IPOSIBIICHUSX) M/WITY UH(EKIMOHHBIX OCIO0KHEHUH.

NccnenoBaHnA, NpoBOAMMbIE B LLeIAX YCTaHOBAEHMA AMArHO3a.

Bcem mnamuentam ¢ CKB pekoMenayercss ompeneieHHe aHTHUHYKJICAPHBIX AaHTUTEN JUIs
ycraHoBieHUs: auarHosa. [lomoxwurensHelii Tect Ha AH® Bxoautr B Kilaccu(uUKalMOHHBIE
kputepun CKB, npu 3ToM Hepenko ObIBaeT MOJOXKUTEIbHBIM Y MAallMEHTOB C JPYIHUMHU
PEBMaTUYECKMMH U HEPEBMATUUECKUMHU 3a00JIEBAHUSMU.

Bcem nanuentam ¢ nopo3penuem Ha CKB pekomenyercs onpeieieHue aHTUTeN K Sm-aHTUTEHY .
AnTuTena k Sm-aHtureny BbisiBIsitOTCA Y 20-50% manuentoB; cneuuduunsl st CKB. Onu
PENKO BCTPEUalOTCs MPU APYTUX CUCTEMHBIX 3a00JI€BaHUSIX COCTMHUTENBHON TKAHU U SBJISIOTCS
onauM u3 kputepueB nuarHoctuku CKB. Ilpu 3TOM, ogHako, KOHILIEHTpauus aHTH-Sm He
KOpPEIUPYET C aKTUBHOCTHIO CUCTEMHOM KPACHOW BOJTYAHKHU.

Antu-nc/IHK — wumeer cymiecTBeHHOE 3HaueHWE IS OIEHKH AaKTUBHOCTH OOJIE3HH,
IIPOrHO3UPOBAHUS Pa3BUTHS 000CTpeHU U 3P (HEeKTUBHOCTH MpoBoANMOi1 Tepanuu. AnTH-1c/IHK
TECT MOXET OBbITh OTPHUIATEIbHBIM B PaHHEM Haudase 3a00JieBaHUs, TOCHE JICYEHUs, B MEPHOJ
KJIMHUYECKON peMuccuu. OTpulaTebHbIN pe3yibTaT B 1I000M Hepuojie 00JIe3HN He UCKIIIOYaeT
CKB (BouaBnsercs y 20 - 70% GonpHbix CKB).

[TpoBenenue peakuuun KymbOca. IlonoxurtensHas peakiuss KymOca BbisBisercs y 30-40%
NanueHToB, HO Juib y 10—15% pa3BuBaercs remosus.

AnTHdOCchoMUNHUIHBIE aHTHUTEeNa (K KapAUOJHMIMHY, K P2-rimkomnporenHy [, a Takxke
BOJIYAHOYHBIM aHTUKOAryJsIHT) oOHapyxkuBatorca y 50-60% gereit ¢ CKB wu, kak u
JIOKHOTIOJIOKUTENbHAs peakuuss Baccepmana, SBISIOTCA CEPOJIOTMYECKMMHM  MapKepaMu
BTOPUYHOTO aHTU()OCHOIUIUIHOTO CUHIPOMA.

Bcem nammentam ¢ CKB  pekoMenayercs — OmpejeieHHE  aHTHHEHTPOPUIBHBIX
UToIUIa3MaTHaeckux anturen SLc70 u anTuTen K puOOHYKICONPOTEHHY.

Bcem manmentam npu nogo3peHun Ha CKB pexomennyercs ompenenenue antuten k PHK-
nonumepaze (Ro-antureny) u mnporeuny, Bxozmsmemy B coctaB PHK (La-antureny), ans
nuddepeHaIbHON JUATHOCTUKN C JTUMQOTICHHe, TpoMOoIuToneHue, GoToaepMaTuTOM,
aerouHsiM pubpo3om, cunapomom Illerpena. Antutena k PHK-nonmumepase (Ro-antureny) u
npoteuny, Bxozasmemy B coctaB PHK (La-antureny), Hecieuuduunst ans CKB; acconumpoBanb
¢ nuMmdoneHuet, TpoMOOIUTONCHUEH, (OTONEPMATUTOM U JeroyHsIM (ubposom. MUx
oOHapyxuBaioT y 60-80% nauuentoB ¢ curapomoM lllerpena; xapakTepHbl sl 3a00I€BIINX
MIOAOCTPOU KOKHOM U JIEKAPCTBEHHOM BOJIYAaHKOM.



Bcem nmanmuentam ¢ CKB pexkomeHayeTcsi MpoOBEACHUE TECTa HA BBISBICHUE BOJYAHOYHOIO
anTukoaryysiata (LA1/LA2). TIonoXUTeNbHBIN TECT HA BOTYAHOUYHBIM aHTHKOATYJISIHT SIBJISICTCS
npu3HakoM CKB u BXxomuT B ero kiaccupuKalMOHHBIC KpuTepuu. HapyiieHue Koarynsiuu
Habmromaercst y 6onpmmHcTBa nanueHToB ¢ CKB. BomyanouHbI aHTUKOATYJISIHT BBISBIISIETCS Y
20% nanueHToB; y TaKUX IMAallMEHTOB Yallle Pa3BUBAIOTCS TPOMOOTUUYECKUE OCIIOKHEHMSI, TaKUe
KaK BEHO3HBIE TPOMOO3bI (4acTO), apTepualibHbIe TPOMOO3bI B 00JIACTH HMKHUX KOHEYHOCTEH,
MO3TOBBIX BEH, B COCYJIaxX JIETKUX (pexe). Y MalueHToB ¢ apTepUaIbHbBIM TPOMOO30M pa3BUBACTCS
BaCKYJIUT.

MccnepoBaHWA, MOBTOPAEMble Nepea HazHaYeHMEM MU KOppeKLMen
NPOTUBOPEBMATMYECKOM TEPANMM C LIe/IbtO BbIABNEHWNA aKTUBHOCTM BoNe3Hn, npu
KOHTpO1e 3PPEeKTUBHOCTN 1N HE30MaCHOCTX NPOTUBOPEBMATUYECKOM TEpPaNMu:

Bcem mammentam ¢ CKB mepen HazHaueHHEM/KOPPEKIMEH MPOTHBOPEBMATHYECKOW Tepanmuu
PEKOMEHIIyeTCsI ~ IMPOBEIEHHWE  CEpPOJIOTMYECKUX  HCCIENOBAaHUM Il  HMCKIIIOYEHUs
MHUKOILIa3MEHHOM, XJIAMUJIMHHON U KUIIeYHOU nHpekui. OnpeneacHue aHTUTEN KiaccoB A, M,
G B kpoBH k Salmonella enterica, Yersinia enterocolitica, Yersinia pseudotuberculosis, Chlamydia
trachomatis, Chlamydophila psittaci, Chlamydophila pneumoniae, Mycoplasma pneumoniae
MPOBOAMTCS TAIUEHTAM, MOJYYalONUM TIFOKOKOPTUKOCTEPOUIBI W/WIIH UMMYHOCTIPECCAHTHI,
u/wim ['UBII, a Takke manueHTaM ¢ JAaHHBIMU O MEPEHECEHHOM KUIIEYHOW WHPEKIIUH B TEUCHUE
MOCIICHETO MeECsIa, W/WIH KIMHHYSCKUMH TPOSIBIICHUSMH KUIIICUYHOW, W/VWIIM XJTAMHIUHHOM,
W/WIM MUKOIUIa3MEeHHON wH(eknuu. OO0cCiieoBaHHEe HAa XJIAMUJIUWHYIO W MHKOILIa3MEHHYO
WH(DEKIMIO MPOBOUTCS TAKXKE MAIUEHTAM C 0Y9aroBOW W/WJIH WHTEPCTUITMAITBHON ITHCBMOHHUCH.

[Tepen HazHaueHuem/cMeHoil mMMyHozernpeccantoB u/win ['MBII mpoBoauTh oOcnenoBaHue
nanuenToB ¢ CKB Ha Hannuue TyOepKyie3a B COOTBETCTBUHU C KIMHUYECKUMHU PEKOMEHAALUIMU
1o TyOepkyesy.

Bcem manmentam ¢ CKB, momyyaronm npoTHBOPEBMATHYECKYIO TEpPAIUIO, MPH BBISIBICHUU
IPU3HAKOB ITHEBMOHUHM PEKOMEHAYETCsl ONpeleleHHe YpoBHS aHTuTen kiaccoB M u G k
IIHEBMOIICTaM B  CHIBOPOTKE KpoBU. Bcem mammenram ¢ CKB, mnomnyvaromum
[JIFOKOKOPTUKOCTEPOUIbI U/ U UMMyHo enpeccanTsl, u/unu I'UBIL, npu BeissBIeHUN 04aroBoi
¥/ WIM WHTEPCTULHAIbHOW ITHEBMOHHMHM PEKOMEHIYETCSl IMPOBEIECHHE MHUKPOCKOIMHYECKOTO
MCCJIEIOBAHMSI CMBIBOB M3 3€Ba/MOKPOTHI Ha THEBMOIIUCTHI.

NHCTpyMeHTanbHble MeTOAbl MCCAeA0BaHMNN

Bcem mnamuentam ¢ CKB pekoMmeHAyeTcs MNPOBEICHUE KOMIUIEKCHOTO YJIbTPa3ByKOBOIO
uccienoBanus (Y3UW) Bayrpennux oprados. [Iposoast Y3U opraHoB OproiHO# MOJI0CTH, TIOUEK,
nuMdaTrudeckux y370B. MOTyT BBIABISATHCS WHGAPKTHI TEYCHW W/WIIA CEJNE3E€HKH, MPU3HAKU
MaHKpeaTuTa, MMaHKPEOHEKPO3a, XojecTa3za; Y3-npu3Haku uHPaApKTa TOYKH; HeppHTa,
HapyIICHUH TIOYEYHOTO KPOBOTOKAa C OOCTHEHHEM ero mo mnepudepuu, HapylieHueM
muddepeHIMpPoBKY MoYeuHbIX ciioeB. Beem nanuentam ¢ CKB pekomenayercs nposeaenue Y3U
IIMTOBHUIHOM KEJIE3bI C LIEJIbIO BBISBICHUS MOPAKEHUN IIIMTOBUIHBIN Kene3bl. [Ipu mopaxenun
UIMTOBUIHOM JKEJIe3bl BBISBIAIOTCS YBEJIMYEHUE WJIM YMEHBIICHUE €€ Pa3MepoB, M3MEHEHUE

CTPYKTYpBHI.

Bceem nanmentam ¢ CKB pexkomeHnayercst mpoBeieHHE 3XOKapAUOTpaguu ¢ LEbI0 BBISIBICHUS
U3MEHEHHUI CO CTOPOHBI CEepAEUHO-COCYAUCTON cucTeMbl. Hanbomnee cyiiecTBeHHOE BIMSHHUE Ha
TskecTb M TedeHne CKB oxa3piBaeT HalMuyue JIETOYHOM apTepHallbHOM TMIIEpTEH3UH. Y 3-
IPU3HAKN MUOKapIuTa BBIIBIAIOTCS Y 5—15% nanuenTos, BbIoTa B epukap — noutu y 70%;
TaK)K€ MOTYT BBISIBIATHCA INPU3HAKU SHIOKapAuTa — BaJbBYJIUT, BEreTalliyd Ha KianaHax;



Haubosee YacTo MOPaKalTCSd MUTPAJIBHBIM, AOPTAIbHBIM W TPUKYCHUAAIBHBIM KIamnaHbl C
pPa3BUTHEM HEAOCTATOYHOCTHU WJIU CTEHO3a.

[TpoBenenue snekrpokapaunorpaduu (OKI') mys BeIABICHUS W3MEHEHHUI CO CTOPOHBI CEPACUHO-
COCYAMCTON CHCTEMBI, MOTYT BBISBJISTHCS U3MEHEHHS, XapaKTEpHbIE JUIsl MIIEMUU MHUOKap[a;
HapylleHus: puTMa cepaua (mosHas AB-Onokajga, mapokcU3MallbHas TaxMKapAus, MepLaHue
npeacepaAnii, CylpaBeHTPUKYJIAPHAS TaXUAPUTMHUS).

Ouenka (pyHKIMH BHEIIHETO JABbIXaHUS IPOBOAUTCS C II€JIbIO BBISIBICHUS TOpakeHui Jierkux. [pu
MOpPaXEHUH JIETKUX OIpPEAeNseTCs] HapylIeHUE JIETOYHOW BEHTWISILIMU IO OOCTPYKTHBHO-
PECTPUKTUBHOMY THUIly. [IpOBOAMTCS BCEM ITALlMEHTaM C IIOPAKEHUEM JIETKUX [Tepe]] HA3HAYECHUEM
WIA KOPPEKIMeH MPOTUBOPEBMATUYECKON Tepanuu C LENbI0 BBISBICHUS aKTUBHOCTU OOJIE3HH,
pu KOHTPOoJIe 3P(PEKTUBHOCTH U O€30MaCHOCTH NPOTUBOPEBMATHUECKOM TEPATTHH.

BceMm manuenTam st moATBEp:KISHUS/MCKITIoueHHs opaxenus jerkux rnpu CKB, a taxke nis
QG epeHIMaIbHON JUArHOCTUKH C JPYTMMH PEBMATHUECKUMH OOJIC3HSMH, TYOCpKYJIe30M,
CapKOMI030M, OOBEMHBIMH OOPa30BaHUSIMH PEKOMEHIYETCS MPOBEACHUE KOMIBIOTEPHOM
tomorpaduu (KT) opranoB rpyaHoi mojoctu (Mpd HEOOXOAUMOCTH — C BHYTPUBEHHBIM
0OJIFOCHBIM KOHTPACTUPOBAHUEM ).

Bcem nanuenram ¢ CKB npu Hanuuuu ITUCHENTHYECKUX SIBJICHUHN U IMepesl Ha3HAUCHUEM WU
KOppeKuuen IPOTUBOPEBMATUYECKON Tepanuu pPEKOMEHIyeTCs IIPOBEJICHHE
930(aroracTpoyoJICHOCKONIMU ¢  OHWONCHEeH  CIM3UCTOM  OOOJOYKHM  JKEemylnKa |
JBEHAALIATUIIEPCTHON KHUIIKK. MOTYT BBISBISATBCA 3PO3UBHO-SI3BEHHOE IOPAKEHHE BEPXHUX
OTJIEJIOB  KEJIyJI0YHO-KUIIEYHOTo Tpakra. IIpoBoauTcs BceM mNalMeHTaM MpU  HaJIUYUU
JUCTHIENTUYECKUX SIBICHUN W/WIM JJIMTENIbHOM MPUMEHEHHM TIIOKOKOPTUKOCTEPOUIOB, W/WIN
MMMYHOJICTIPECCAHTOB, w/nwm  TUBIl  nepen Ha3HAYCHWEM  WIM  KOppEKLUHEH
IPOTUBOPEBMATUYECKON TEparuu C LEIbI0 BBISIBICHUS AaKTUBHOCTH OOJIE3HHU, NMPU KOHTPOJIE
3¢ (HEeKTUBHOCTH U 0€30IaCHOCTH MPOTUBOPEBMATHUECKON Tepauu.

Beem mnanuentam ¢ CKB ¢ nogo3peHneM Ha TpOMOOTHYECKHE OCIIOKHEHMSI PEKOMEH]yeTcs
BBINIOJIHEHNE MAarHUTHO-pe3oHaHCHOW Tomorpapuu (MPT) wnmm  MarHMUTHOpe30HAHCHOU
anruorpaduu. Becem nammentam ¢ CKB ¢ mojgo3peHueM Ha OCTpoe HapylI€HHE MO3TOBOIO
KpoBooOpareHus: pexomenayercst mnposeaenue KT/MPT roioBHoro mosra B COCYJIUCTOM
pexume. [Ipu CKB Ha KOMIBIOTEPHBIX TOMOIpaMMax JIETKUX BU3YaJIU3UPYIOTCS IBYCTOPOHHUN
BBIIIOT B IUIEBPAJIBHYIO IIOJOCTh, YCWICHHE HHTEPCTULHAIBHOTO PHUCYHKA, YTOJIIECHHE
KOCTaJIbHOM  IUJIEBPHI, CHUMIOTOM «MaTOBOTO CTEKIa», WH(QUIbTpPAaTUBHbIE W3MEHEHUS,
XapakTepHbIE JUIsI TeMOPPArnyeckoro aneBeonuTa. llepen Ha3HaueHWEM WM KOpPpEKLIHEH
MIPOTUBOPEBMATUYECKOM TEpanuu C LETbI0 BbISBICHUS AaKTUBHOCTH OOJIE3HHU, NMPU KOHTPOJIE
s dexkTuBHOCTH U Oe3onmacHOCTH npoTtuBopeBMaTHueckoi Tepanuu KT/MPT npoBonutcs Bcem
NanUeHTaM JAJsl BBISIBJICHUS/UCKIIOYEHHsI OCTEOMUETNTa, OCTEOHEKPO3a, a TakyKe MalMeHTaM C
apTPUTOM, BbIpaXKEHHBIM O0JIEBBIM CHHAPOMOM, HapylIeHueM (YHKIMHU B CyCTaBax.

Bceem nanmenTtam ¢ nono3penunem Ha CKB mia nuddepennmanbHOR AUarHOCTUKH ¢ 00bEMHBIMH
00pa3oBaHUAMH, JTUMGPONPOIUPEpaTUBHBIMU 3a00I€BAHUAME, TyOSPKYJI€30M BHYTPUOPIOIIHBIX
IMM(ATHYECKUX y3JI0B, THOHHBIM BOCHAJCHHMEM B OpIOUIHOM IOJIOCTH PEKOMEHIYeTCs
nposenenue KT/MPT opranoB Opro1iHoii moiaocTH, 3a0pOIHHHOTO TPOCTPAHCTBA U MAJIOTO Ta3a.
MoryT BBISABIATHCS HMH(APKTHI TEUEHH, CEJIE3CHKH, MOYEK, NMPU3HAKU TIOMEpyJIoHepHTa;
NaHKPEaTHTa/TaHKPEOHEKPO3a, YBETUUEHUE ME3EHTEPUABHBIX TUM(OY3II0B.

BceMm nanuenTam ¢ nogo3pennem Ha CKB npu Hanuyuu CyCTaBHOTO CHHAPOMA U MalMEHTaM C
CKB 1npu Hanuuyuu NMpu3HAKOB BTOPUYHOTO KOKCApTpoO3a Mepel] Ha3HAYEHUEM WJIM KOPpEeKIuen



Tepanuu  pexkomenayercs mnposeneHne KT/MPT cycraBoB ¢ menbio  auddepeHnuanbHon
JUArHOCTHKY C IOHOILIECKUM HAMONaTHYeCKUM apTpuToM. [[iist mopaxenus cycrasoB nnpu CKB He
XapaKTepHbl JE€CTPYKTUBHBIE W3MEHEHMS, TUIIMYHBIE JJI IOHOLIECKOIO0 HWAMOIATHYECKOIO
aprputa. [lpu KT/MPT Ta300enpeHHBIX W/WIK KOJEHHBIX CYCTAaBOB MOXET BBISBISTHCS
octeoHeKkpo3. Ilepen Ha3HaAUEHUEM UM KOPPEKLMEN TPOTUBOPEBMATUYECKOM TEPANNUU C LIEIbIO
BBISBJICHHUSI aKTUBHOCTH OOJe3HHM, Tpu KOHTpoie 3ddexkruBHocTH U Oe30macHOCTH
npotuBopeBmatndeckoil tepanuu KT/MPT mnpoBoauTcss BceM MamueHTaM C IpU3HAKaMU
BTOPUYHOT'O KOKCAPTPO3a.

Bcem mnamuentam ¢ CKB ¢ KIMHHMYECKUMH MpU3HAKAMH BOCHAIMTEIIBHBIX 3a00J1eBaHUN
KHUIIIEYHUKA W/ WM B 3HAYUTEIIBHOW MEpe MOBBIIICHHBIM KAJIBIIPOTEKTUHOM Tepe]l Ha3HAYCHUEM
WM KOPPEKIMEH Tepanmuud PEKOMEHIYEeTCS IPOBEJCHHE TOJCTOKUIIIEYHOW 9SHJIOCKOINH,
BHJICOOHIOCKOITHH, OUOTICUU TIPSMOM KHUILKH C TTIOMOIIBIO0 BUACO SHIOCKOITMYECKUX TEXHOJIOTHH,
THUCTOJIOTMYECKOE MCCIICOBAHKE MTpenapara CIM3UCTONH 000JIOYKH Pa3IMYHBIX OT/AEIIOB TOJCTOM
KHIIIKH JIJTS ONIPEICTICHUs CTEIICHU aKTUBHOCTH 3a00JICBaHMS.

NccnepoBaHuA, NPOBOAMMbIE B LeAX YCTAaHOBAEHWA AMarHO3a.

Bcem mnanumentam ¢ CKB ¢ ouwaramu pnectpykuumu B KocTsX, He TunuuHbiMu ans CKB,
PEKOMEHIyeTCsl MPOBEACHUE CUUHTUTpaduu KocTel ans nuddepeHranbHOl TUarHOCTUKU C
HOBOOOpA30BaHMSIMU M METAaCTaTHYECKUM IopakeHneM kocteil. Bcem mammentam ¢ CKB ¢
ouaramu JECTPYKIUU B KOcCTsAX, He TUnuuHbiMU Asii CKB, mpu HEOqHO3HAYHBIX pe3yibTaTax
CHUHTUTpapuu KOCTeH WM HEBO3MOXXHOCTH €€ BBIMOJIHEHHS] PEKOMEHIYETCS IMpOBEACHUE
Tpenanobuoricun I AuddepeHuaabHOi  IMarHOCTUKH ¢ HOBOOOpA3OBaHUSIMU U
METaCTaTUYECKUM MOPAKEHUEM KOCTEH.

[Taiuentam ¢ CKB ¢ kiuHUYeCKMMH M J1IaOOpaTOPHBIMU TPU3HAKAMU TJIOMepyJioHedpuTa
PEKOMEHIyeTCsl MPOBECHUE OWOINCUU TOYEK JIsl YCTAHOBJICHHS THIIA TIOPAXKEHUS TOYEK I10
kinaccudukanuu BeemupHoii opranuzanuu 3apaBooxpanerus (BO3).

Bcem mnanmentam ¢ mopo3penneM Ha CKB npu Haimuum yBeIMYEHHBIX JUMQOY3II0B
(mepudeprueckux, BHYTPUTPYAHBIX HW/MIM BHYTPUOPIOUIHBIX) PEKOMEHAYEeTCs IpOBEACHUE
OMONCHM YBEIMYEHHOTO JHUM(pOY3sia ¢ MOCIHEAYIOIIUM LIHUTOJOTHUYECKUM U THCTOJIOTHYECKUM
uccienoBaHueM Ouonrara Juid  JudQepeHIaIbHol  AMAarHOCTHUKM ¢ remalriacTo3ami,
aumoonponndepaTUBHbIMU 3a00J€BaHUSAMHU, METACTATUYECKUM MOPAXKEHHEM KOCTHOI'O MO3Ta.
Haubonee yvacteim mopaxkenuem nuMdoysnoB, accouurpoBanHbiM ¢ CKB, sBisieTcss mieiHbIit
HeKpoTH3Upyromuii mumdaneHut (6one3nb Kukyum), KOTOpbI B HEKOTOPBIX CIydasXx MOXKET
ABIATHCA MaHUecTaluel kinHndeckux nposisnenuii CKB.

[TatmenTtam ¢ nogo3penuem Ha CKB st nuddepennnanbHoi AMarHoCTUKY ¢ reMaliacTo3aMu,
muMdonposnnpepaTUBHBIMU 3a00JI€BAHUSAMHU, METACTATUYECKUM MOPAKEHHUEM KOCTHOIO MO3Tra
PEKOMEHIYETCSl IPOBEACHUE MYHKIIMA KOCTHOTO MO3I'a, LIUTOJIOTHYECKOE MCCIEA0BaHNE Ma3Ka
KOCTHOTO MO3Ta, TMCTOJIOIMYECKO€ M LMTOXMMHUYECKOE HCCIEIOBAHME Ipenapara KOCTHOTO
MO3ra, MojicYeT (GOopMyJIbl KOCTHOIO MO3Ta.

KoHcynbTauum cneumanmcros.
e KOHCYJbTAIMsA HEPPOJIOTA — C MEJIbI0 ONpe/IeTICHUS TAKTUKH JieueHus npu BH;
e KOHCYJNbTallUs HEBPOJIOra — IIPU PA3BUTUU HEBPOJIOTMYECKOM CUMITOMATUKH; a TaKKe
npu passutun [IMJI, y manveHTOB Ha MMMYHOCYIPECCUBHOM TEpaluM, BKIKOYas
puTyKcumao;



e KOHCYJNbTAalUs IICUXHATPA — MPU HAIAYMHU NCUXOTUYECKUX PACCTPOUCTB Ul PEILCHUS
BOIIPOCA O HA3HAYEHUM [ICUXOTPONHOM Tepamuu, HEOOXOAMMOCTU JIEYEHUS B
CHELUATU3UPOBAHHOM CTAllMOHAPE CYMIIUJAIbHBIMU MBICIISIMU);

e KOHCYJIbTalUs OKYJIMCTA — IIPH 3PUTENBHBIX HAPYLICHUSX;

® KOHCYJIbTALMs aKylLlepa-rMHEKOJI0ra — I10 TOKa3aHUsIM;

® KOHCYJIbTAILUS XHPYpra — MpH HAIMYUU OOJIM B )KUBOTE C PBOTOM «KO(EHHOH Tymmei» u

JIiapeei;
e KoHcynbTauus anruoxupypra — npu AP@C ¢ tpom003aMu COCY10B;
® KOHCYJbTAIMSl JHIOKPUHOJIOTa — TMPU AyTOMMMYHHOM THPEOUJIUTE U JAPYyrou

SHJOKPUHHOM IaTOJIOTHH;

e KOHCYyJNbTalUsd WH(MEKIMOHUCTA — TPH MOJO3PECHUM HA Pa3BUTHE HWHTEPKYPPEHTHOU
uHpeKuu;

® KOHCYJIbTAIlUsl TI'eMAaroJiora, OHKOJOra — TpU IOJO03PCHUU OHKOTEMAaTOJOTHYECKOTO
3a00J1eBaHUs

® KOHCYJIbTAIMS TacCTPOIHTEPOJIOra — IMPU TOPAKCHHH CIU3UCTOM pTa, MpU AWcharuu
(gacTo accoruupyercs ¢ peHoMeHOM PeiiHo), Ipyu aHOPEKCUH, TOLTHOTE, PBOTE, JHUApeEe,
MIENTUYECKUX SI3BAX.

3. InarHoCTMYECKME KPUTEPUM.

Kputepun knaccudukanuu cucreMHoil kpacHoit Bomdanku (CKB) ysxe ObU1H TOATOTOBICHBI
Tprxabl, B 1982, 1997 u 2012 rogax.1-3

Kpurepun knaccudukanuu CKB, onyonnkoBanasie EULAR u ACR B 2019 roay, 10KHBI
IIOMOYb JIMarHOCTHPOBATH 3a00JIeBaHUE HA 00JIee paHHEM JTalle.

Hosesle kputepun kinaccuduxanun CKB 10mKHBI BBINONHATE HECKOJIBKO OCHOBHBIX 33/1au:
1) anarHoctrupoBath 3a00sieBaHuE Yy JHOJeH ¢ ncTUHHON ayTouMmyHHON CKB

2) ne quarHoctupoBath CKB npu 3a0oneBanusx, umutupyromux CKB, Takux kak BUpyCHBIE
UHQEKIMH, PeBMAaTOUIHbIN apTpuT, cuHIpoM lllerpena, rematonoruueckue 3ab0eBaHus,
NEepBUYHBIN aHTUPOCHOTUIUIHBIA CHHAPOM, Ay TOMMMYHHAsl TEMOJIUTHYECKas! aHEMUS,
TEMOJIMTUKO-YPEMUUYECKUN CUHIPOM

3) KOJIMYECTBEHHO ONpPEAEIUTh 3HaUeHHE (BECOMOCTh) OT/AEIbHBIX CUMIITOMOB

4) MO3BOJINTH TMarHOCTHPOBATH 3a00JI€BaHKEe HA OoJiee paHHEH cTaauu (erle 10 Ieproa
TSOKEITBIX U3MEHEHUH OpraHOB)

5) no3Bonuts auarHoctuposats CKB y nereit.

KputepueMm BkiItoueHus sSBISETCS, IO MEHbIIEH Mepe, OJHOKpaTHOEe OOHApYKEHUE Y MalueHTa
aHTUHYKJIeapHbIX aHTuTeN (ANA), onpeaensieMbIX MyTeM HEnpsIMOi UMMYHO(IIOOPECIICHITNH
Ha kietkax HEp-2 (nnu skBuBanenTHsIi TecT) B TuTpax >1: 80. Kputepuu crpynnupoBassl B 7
KIIMHUYECKUX KaTeTOPHi 1 3 UMMYHOJIOTHYeCKHue Kateropuu (Tabnuma 1). bonbmmHCTBO
KaTeropuii cogepxar HECKOJIbKO CUMIITOMOB 3a00JIeBaHNs, KOTOPBIM MTPHCBaUBAETCA
KOHKPETHOE YHCIIOBOE 3HaUeHHE (KOJIMYECTBO OAJIJIOB) B 3aBUCUMOCTH OT KIIMHUYECKON
3HaYMMOCTH JaHHOTO cuMnToma. J{iis pacuera o01iero KoiamyecTsa 6auioB y JaHHOTO MAIlMEeHTa
U3 KaXJI0M KaTeropuu BIOMPAETCS CUMIITOM C HAUOOJIBIIUM KOJIMYECTBOM OaioB (IOCTaTOYHO,
4TOOBI OH KOT'1a-TH00 MMET MECTO; He 00s3aTeIbHO Ha MOMEHT OIICHKH). [Ipyrue npu4uHel
KJIMHUYECKHX CUMIITOMOB, He cBsi3aHHble ¢ CKB, nomKHBI OBITH HCKITIOYEHBI — B TOM YHUCIIE



JpyTHE CHCTEMHBIE 3a00JIeBaHUS COCMHNUTENILHON TKaHH, HH(EKIMH, HOBOOOPA30BaHUS,
JexapcTBeHHbIE (P (PEeKThI, 3200I€BaHUS KPOBETBOPHOM CUCTEMBI M KOXKHBIE 3a00JICBaHHU.

Banupanus HOBbIX KpUTEpUEB [TOKa3aja UX CX0XKYI0 YyBCTBUTEIbHOCTH (96,1 % npotus 96,7 %)

1 60npiryto cnenuduanocts (93,4 % nportus 83,7 %) o cpaBHeHUIO ¢ Kputepusmu 2012 r.

Ta6muma 1. Kputepun kinaccudukaiuu CUCTEMHON KpacHo# Boiyanku corsiacHo EULAR/ACR

2019.

Kpurepuii BKI1royeHus

anTunykjieapubie anturesnaa (ANA) B Tutpax >1:80 na HEpP-2 nim B 3KBHBAJIEHTHOM
TecTe (KOraa-jando)

eciu otcyTcTBYI0T — CKB He nuarnoctupyercs

C€CJIK MTPUCYTCTBYIOT — MPUMCHUTH JOIMMOJIHUTCIIbHBIC KPUTCPHUHU

JlonoTHUTEeIbHBIE KPUTEPHHT

1) He 3acUMTHIBAETCS, €CJIU €CTh HHOE 00bsiICHeHUEe cumnToma, yem CKB

2) 10CTATOYHO NPOSIBJIEHUSA CUMIITOMA XOTsl ObI OIMH pPa3

3) knaccuduxanusa gaHHoro cayyas kak CKB TpeOyer Haauuns mo kpaiiHeii Mepe 0HOT0
CHMIITOMA KJIMHUYECKOH KATeropuu M B o01ei ciaoxuaoctu >10 d6anios

4) cuMnTOMBbI (KPUTEPHHU) He 00513aTEJIbHO J0JIKHbI BOSHUKATH OTHOBPEMEHHO

5) U3 kaxI0il KaTeropuM YYUTHIBAETCS TOJIbKO OIMH CHMIITOM ¢ HAM0OJIbIIHM KOJIUIECTBOM
0aJIlI0B

Kareropun baJibl
KJINHUYeCKHe

KOHCTUTYIIMOHATLHEIC

— JIMXOpaKa 2
reMaTOJIOTHUECKUE

— JefKoneHus 3
— TPOMOOIIUTOIIEHUS 4
— ayTOMMMYHHBIH T€MOJTU3 4
HEHpO-TICUXUATPUUECKUE

— AeNupui 2
— TICKIX03 3
— CyZ10poTHu 5




KO>KHO-CJIM3HCTHIE

— HepyOI1I0Bas amonenus 2

— U3BSI3BIICHUS] POTOBOU TMOJIOCTH 2

— MOAOCTpasi KOXKHAs WM JUCKOUIHAS KpacHasi BOTYaHKa 4

— OCTpasi KOJKHas KpacHasi BOJIYaHKa 6

CepO3HbIE 000I0UKH

— IUIEBPAJIBHBIN WM IIEPUKAPIAAIBHBIN BBIIIOT )

— OCTpBIN NEpUKAPIUT 6

CKEJIETHO-MBILICYHbIE

— BOCHAJIEHHE >2 CyCTaBOB 6

MOYEYHBIC

— npoteunypus >0,5 r/24 4 4

OHOTICUS TIOYKHU:

—xiace Il nm V BH 8

— xnacc [II mmu IV BH 10
HMMYHOJIOTHYeCcKHe

aHTU(OCHOIUNUIHBIE AaHTUTETA

— aHTUKApIUOTUITMHOBBIE iU aHTH-B2GP1 wii BoTYaHOYHBIN aHTUKOATYJIISTHT 2

crcTeMa KOMIUIEMEHTa

— cHkeHne KoHnenrpauuu C3 nimm C4 3

— cHmkeHue koHuentpauu C3 u C4 4

CKB-crienuduueckue aHTuTeIa

— autu-dsDNA nnmu 6

— aHTH-SM 6

CKB — cucremHas kpacHas Boimyanka, BH — Bonuanounslit HepuT

[TarueHT MOXeT OBITH AHarHOCTUPOBaH Kak naruent ¢ CKB, ecnu y Hero ectb aHTUHYKJICapHBIE
antutena (ANA) ¢ tutpom >1: 80 va HEp-2 nnu B skBUBalIeHTHOM TeCTe, a cymMMa 6amioB >10,
P STOM XOTs OBbI OJIMH CUMIITOM OTHOCHUTCS K KJIMHUYECKOM KaTeropuHu.



4. JleyeHune

4.1 Uenu ne4yeHuns.

OCHOBHBIE 11EJTH — JOCTH)KEHUE PEMUCCUHU UJIIM MUHUMAJIBLHO BO3MOYXHOW aKTUBHOCTH,
JIOJITOCPOYHOM BBDKMBAEMOCTH, TPOPHUIAKTHKA 000CTpEHUN 3a001€BaHUs, TPEAYTIPEKICHUE
HEOOpaTUMBIX OPTAaHHBIX TOBPEKICHUH, YIIYUIICHUE Ka4eCTBa KU3HU MaIMEHTa, MUHUMHU3AIUH
MIPOSIBJICHUH COITYTCTBYIOIINX 3a00JICBAaHUI U JICKAPCTBEHHOW TOKCHYHOCTH.

Pemuccus (anurenbHOE OTCYTCTBHE KIMHUYECKHX M Ja00paTOPHBIX MpU3HAKOB Ooie3Hu 0e3
ucnosap3zoBanus 'K 1 nMMyHOCYTIpecCUBHBIX IIPENapaToB) BCTPEUYAETCS PEAKO.

VY GonbHBIX ¢ peMuccueit [3HaueHune naekca aktuBHocTH SLEDAI (Systemic Lupus
Erythematosus Disease Activity Index) <3 6aioB rnpu HCIOIb30BAHUN AMUHOXHHOJTHMHOBBIX
npenapaTtoB]| u Hu3Ko# akTuBHOCThI0 CKB [SLEDAI <4 6amnoB u o6mias onenka Bpaua PGA
(physician global assessment) <1 6amna Ha ¢pone mpuema ['K <7,5 mr/cyT no npegHU30I0HY
(I13), umMyHOCYTIpECCUBHBIX TpernapatoB] otHorreHue maHcoB (OILl) mist mpeaynpexaeHus
HEOOpaTUMBIX OpTaHHBIX MOBPEXKIECHUN U MPEAOTBPALLEHUS 000CTpeHH 3a00J1eBaHUs
oka3zasock conoctaBuMbiM (O 0,5-0,7). B cBsizu ¢ atum nipu nieuennn CKB HeoOxoaumo
CTPEMUTHCS K JOCTUKEHUIO PEMUCCUU HIIM HU3KON aKTUBHOCTHU 3a00JI€BaHUS.

Oco0oe MecTo 3aHMMAIOT OLIEHKA TeYEHUsI 00JIE3HU U TOCTHXKEHHUE PEMUCCUU IIPU BOJIYaHOUYHOM
Hedpure (BH). Tak, mpu BH Tepanus qomxHa ObITh HallpaBieHa KaK MUHUMYM Ha JIOCTUKEHUE
«YacTUYHOI» pemuccu (CHIkeHre npoteuHypuu Ha 50% u 6osee ¥ KOHLEHTpaluu
KpeaTUHHHA ChIBOPOTKH B npezaenax 10% oT ucxonHoro ypoBHs uepe3 6—12 mec tepanuu) win
«monHoiy pemuccuu (poreunypust <0.5 r/cyT u 3HaueHne CK® B npenenax 10% ot ucxomaHoro
ypoBHs). OJTHAKO MOXKET MOTPeOOBATHCS JICUCHHUE B TeUeHHEe 1-2 neT.

[Tpenynpexnenue o60cTpeHmit 3a001€BaHUs ABIsIETCS BaXKHBIM dTaroMm jeueHus CKB.
dakTopsl pucka, cnocodctByronme odocrpernto CKB, — monooit Bo3pact B aedrore
3a00JeBaHNs, OTCYTCTBUE IPUMEHEHHS aHTUMAJISIPUIHBIX [TPENapaToB, HEMPEPbIBHO-
pPELMINBUPYIOIIAs KIMHUYECKasi © IMMYHOJIOTHYECKAsi aKTUBHOCTh — BBICOKHE YPOBHH aHTUTEIN
k asycnupanbHoit JIHK (antu-nc/IHK), Hu3kuii ypoBeHb KOMIIOHEHTOB KOMIUIEMEHTA.
[Tpenynpexnenre 000CTpeHU OCHOBAHO Ha TIIATEIbHOM MOHUTOPUHIE MAllMEHTOB, BXOIAIIUX
B IpyMILy pHUcKa pa3BuTUs obocTpeHus (Hanpumep, ¢ BH), MakcumansHo ObicTpoM U

3¢ (HEeKTUBHOM NOJIaBJICHUH aKTUBHOCTHU B IIEpuo/i 000CTpeHus, Oosiee MMPOKOM Ha3HAUEHUU
['UBII xak B (ha3e UHAYKIUY, TaK U B (ha3e Mmojaep:kaHuss HU3KOW aKTUBHOCTH/PEMUCCHH.

Jist onipeniesieHus KIIMHUYECKOM peMUCCHH, TaK jK€ KaK U aKTUBHOCTH 3a00JIeBaHus,
UCTIONIB3YIOT BaIMAMpoBaHHbIe UHAEKChl aktTuBHOCTH — SLEDAI, BILAG (British Isles Lupus
Assessment Group Scale) 1160 ECLAM (European Consensus Lupus Activity Measurement) u
o0myto oueHky Bpaua (PGA). Paznuuaior pemuccuio, KoTopas mojep>kuBaercs Ha GoHe
Tepanum, — «MeIMKaMEHTO3HYI0 PEMUCCHIO» (TObKO cTabmibHbIi npuem ['X u I13 <5 mr/cyT,
UMMYHO/ICTIPECCAHTOB) U PEMHCCHUIO, COXPAHSIOILYIOCS 0€3 JISUeHUs], — «KHEMEINKAMEHTO3HYIO
pemuccuo» (nomyckaercs Tosbko npuem ['’X). HecmoTps Ha ycnexu, JOCTUTHYTBIE B TIOCTIEIHHE
roJibl B paHHEW TUAarHOCTHKE, U BHEIPEHHUE B KIIMHUYECKYIO IPAKTUKY COBPEMEHHBIX
TEpaNneBTUYECKUX NTPOrpamMM, 4acToTa BelsiBiIeHUs pemuccun npu CKB ocraercs kpaiine
HU3KOH.

Ta6muma 2. Onpenenenue aktuBHocTH CKB 1o mikasie SELENA- SLEDALI

bamnn | [TposiBnenue Onpenenenue




OnuienTH4eCcKui
MIPUCTYT

HenaBno Bozuukmmmii (mocneaaue 10 gueit). UckmrounTs
MeTabonuecKue, NH(EKINOHHBIE U JIEKAPCTBEHHBIC TPUYNHBI

Tlcuxo3

Hapyenre crmocoOHOCTH BBITOTHITH HOPMAaIbHBIC ICHCTBUS B
HOPMaJIbHOM PEKUME BCIIEJICTBUE BBIPAKEHHOTO U3MEHEHUS
BOCIIpHUATUSA HeﬁCTBHTeHBHOCTH, BKJIFOYas BKJIKHOYaA
raJUTFOLIMHAIIAN, 0€CCBSA3HOCTD, 3HAUMTEIILHOS CHIDKCHHE
ACCOIMAaTHBHBIX CIIOCOOHOCTEH, UCTOIICHNE MBICIUTEILHOM
JIEATEIIbHOCTH, BBIPAXKEHHOE aJIOTMYHOE MBIIIJIEHUE; CTPAHHOE,
JI€30praHU30BAHHOE WJIM KaTaTOHUYECKOE MTOBE/ICHUE.
HckimounTh Mog00HBIE COCTOSHUS, BBI3BAHHBIC YPEMHUCH UITU
JICKapCTBEHHBIMU TIperapaTaMmu

Opranunueckue
MO3TOBBIE CHH/IPOMBI

Hapyienne yMCTBEHHON AESITENFHOCTU C HAPYIICHUEM
OpUEHTAIINH, TAMSITH WA IPYTUX UHTEIJICKTYaIbHBIX
CIOCOOHOCTEH ¢ OCTPBIM HAYallOM M HECTOMKUMU
KIIMHUYECKUMU TTPOSBICHUSIMU, BKIIIOUast 3aTYMaHEHHOCTD
CO3HaHMS CO CHMKEHHOM CITOCOOHOCTHIO K KOHIIEHTPALIMU U
HECIIOCOOHOCTBIO COXPAHATh BHUMAHUE K OKPYKAIOIIEMY, ILTIOC
MUHUMYM 2 U3 CJIEIYIOIUX MPU3HAKOB: HapYIIECHHE
BOCHPHSTHS, OSCCBsI3HAS PeUb, OECCOHHMIIA UM COHJIMBOCTH B
JTHEBHOE BPEMSI, CHI)KEHUE HIIM TIOBBIIIICHUE ICUXOMOTOPHOMN
aKTUBHOCTH. VICKITIOYUTH MeTaboIndecKue, NH(DEKITNOHHBIC U
JIEKapCTBEHHbIE BO3/ICHCTBHUS.

3pUTeNbHbIE
HapyIIeHUS

W3MeHenus B a3y WM Ha CETYATKE, BKIIFOYAS KJIETOYHBIE
TEJbLA, KPOBOU3IUAHUSA, CEPO3HBIM DKCCYIaT UIU T€MOPparuu
B COCYIHMCTON 000JI0UKE UITU HEBPUT 3PUTEILHOTO HEPBA,
CKJICPHUT, SMUCKICPUT. VICKITIOUNUTD CITydan MoJ00HBIX
W3MEHEHU TIPU TUMEePTEH3UU, HHPEKIIUU U IEeKaPCTBEHHBIX
BO3/ICUCTBHUAX.

PaccrpoiicTBa co
CTOpPOHBI YEPETTHO-
MO3IOBBIX HEPBOB

BHCpBLIe BO3HUKIIAs 9yBCTBUTCIIbHAA WJIN ABUT'ATCIIbHAA
HEBpOMaTHUA YCPCITHO-MO3TOBLIX HEPBOB,
BKITIOYAATOJIOBOKPYKCHUC , PA3BUBLIICCCA BCIICACTBUC CKB.

T'onoBHas 001b

BripakeHHas mepcucTUpYIOIIas ToJIoBHAas 00JIb (MOXKET OBITh
MUTPEHO3HOI), HE OTBEYaroIas Ha HApKOTUYECKHE
aHaJIbT€TUKU

Hapywenue

Brepsbie Bo3HuKIIEE. VICKITIOUNTH TAKOBOE BCIIE/ICTBUE
MO3TOBOT'O

aTepOCKJIepO3a WM TUIIEPTCH3UH.
KpPOBOOOpAIIEHUS

S3BBI, TaHTpEHA, OOJIC3HCHHBIC Y3€IKN Ha TabIax,
Backynut OKOJIOHOTTEeBBIE MH(PAPKTHI U TEMOpPPAruy WK JaHHbIS

OWMOTICHY WJIK aHTHOTPaAMMBI, TIOJITBEPIKIAIOIINE BACKYIUT
ADTORT Boiiee 2 mopake€HHBIX CyCTaBOB C MPU3HAKAMH BOCIIAJICHUS

PP (60J1I€3HEHHOCTD, OTEK WJIH BBHITIOT)

[TpokcumanbsHas MpledHast 6071b/c1a00CTh, aCCOIIMUPOBAHHAS
Mpuo3ut C MOBBILICHHBIM YPOBHEM KpeaTuH(pochOKNHA3BI/aTb10Ia3bl,

iy gaaabsie OMI unm 6uorcuu, MOATBEPKIAIONINE MUO3ZUT
Hunuaapypust 3epHUCTBIE WA SPUTPOLIUTAPHBIE IIHIIUHIPbI




>5 3pUTPOLUTOB B M0OJIE€ 3peHUs. MICKIIIOUMTh MOYE-KaMEHHYIO

I'ematypus

00J1e3Hb, HHPECKIIMOHHBIC U JPYTHE TPUUNHBI

Octpoe HavasI0 UM HEAaBHEE MOsABJICHUE OeIKa B MOU B
[Iporeunypust

kosimuecTBe >0,5 rpamMm B CYyTKH
T— >5 neKouuTOB B MoJie 3peHus. cKimrounTh HH(EKIINOHHbIE

yp MIPUYUHBI

HoBsie nnu npoiomkaromiyecs BICHIIIAHUS Ha KOXKeE
Brichinanus

BOCIAJUTEIBHOTO XapaKkTepa

BrniepBble Bo3HUKIIIEE WM ITPOIOJIKAIOIIEECS TOBBIIICHHOE
Anonenus ouaroBoe wiu AU Qy3HOe BIMAICHUE BOJIOC BCICACTBHE

aktuBHoctu CKB

SI3BBI CAU3HUCTBIX

BnepBHe BO3HHUKIICC UJIH ITPOAO0JIKAOIICCCS U3BA3BIICHHUC

000J1049eK CIIM3UCTHIX 000JI0YeK pTa U HOca BeneacTBue aktuBHOCTH CKB
- bonb B rpyiHOM KJI€TKE C IIyMOM TPEHHUS IIJIEBPHI, U
P BBIIIOTOM, WJIM YTOJILIEHME I11eBphI BeseacTeue CKB
[lepuxapauanbHast 00JIb C OJHUM U3 CIEIYIOIINX PU3HAKOB:
Ilepuxapaut LIyM TPEHMs [IEpUKap/a, JIEKTpoKapAorpapuuecKoe

MMOATBCPIKACHUC IICPUKApAUTA

Husknit ypoBeHs
KOMILIEMEHTA

Camxenne CHS0, C3 unu C4 Huxke rpaHuiibl HOPMbI
TecTUpylollel 1aboparopun

[ToBbllIeHHE YPOBHS
anturen k JIHK

>25% cBs3pIBaHus 0 MeToxy Farr uinum npesbliieHne
HOpMaJIbHBIX 3HAUEHUI TeCTUpYIOIIel Jaboparopun

JInxopazaka >38°C. UckntounTh MH(PEKIIMOHHbBIE TPUYUHBI
TpomboruTonenus <100 000 kneTox /mMm®
JlenkoneHus <3000 x1eTok /MM® . MICKIIOUNTD TeKapcTBEHHbIE TPUYHHBI

OO6muit 6am1 (cymma 6ajijIoB OTMEUEHHBIX MTPOSIBICHUH)

Jl1s OLIEHKM CTENEeHM aKTUBHOCTU yuuTbIBaloTcA npu3Haku CKB y manmenrta B Teuenue 10
MPEIIECTBYIOIUX OCMOTPY JAHEW, HE3aBUCHUMO OT CTENEeHH HMX TSDKECTH, YIyUIIEeHUs WU
YXYALIEHUS COCTOSIHUS.

WuTepniperanys 3Hau€HUs CyMMapHOTro Oajia: O4eHb BbICOKas akTUBHOCTh — IV (20 6amioB u
BhIIIE); BhIcOKast akTUBHOCTD — |11 (11-19 6amioB); ymepennas aktuBHOCTh — |1 (6-10 Gamion);
MHHUMaJbHast akTUBHOCTH — | (1-5 6asioB); oTcyTcTBUE akTHBHOCTH — () OAJLIIOB.

Yacrora mpoBeneHus oueHku creneHu aktuBHocth CKB mpoBoauTes mpu KaXkaoM BH3HTE
nanueHTa. Y BeandeHne 0auioB Mex 1y AByMs BU3UTaMH Ha 3-12 0ayuioB HHTEPIIPETUPYETCS KaK
yMepeHHoe obocTpeHue, Oonee yem Ha 12 GansioB — kak Tsokenoe odboctpenue CKB.



4.2 ®apmakoiormyeckoe fevyeHue.

CreneHsb TsHKECTH 3a00JICBaHUS Jleuenue 1-it muaun |Jleyenue 2-it TuHAN®
Jlerkasi creneHb —T'X[A] —I'X[A]
(o01mue cUMIITOMBI, JIETKHIl apTPHT, —I'KC /o umm B/M | — I'KC /o nnu B/m
nopasxkeHue <9 % MOBEPXHOCTH KOKH, [A] [A]
Kom4yecTBO TpoMOouuToB 50 000-100
000/mka, SLEDAI <6, cumnromsbl C wiun <1 — MT umu A3A [B]
cumnTom B nmo BILAG)
CpelHsisl CTeNeHb -I'X[A] -I'X[A]
(apTpurt, nopaxxenune 9-18 % nosepxnocTn —I'KC n/o nmu 8/B || — I'KC /0 nnu B/B
KOKHU, KOKHBIH BacKyJauT 3anumaer <18 % [A] [A]
MOBEPXHOCTH KOKH, KOJIHYECTBO
TpomOouuToB 20 000-50 000/mk.1, cepo3ur, —MT wi A3A [B] || — BJIM [A]
SLEDAI 7-12, >2 cumnroma B mo BILAG)

— UK [B] - UK [C]

- MM® [B] — MM®[C]
TsKeJas CTeleHb -I'X[A] -I'X[A]
(TsIzKe10€e mopakeHne )KU3HEHHO BaKHBIX —I'KC n/o uma B/B || — I'KC /o wim B/B
opranoB [mouek, [IHC, kocTHOr0 MO3ra, [A] [A]
JIETKUX, OpbIzKeeUHbIX apTepuii], KOJIUYEeCTBO
TpoMOouuTOB <20 000/MKJI, OCTPBI — MMO®[(C] -1 [C]
remo(arouMTApHbINA CHHIAPOM, IPU3HAKH
TPOMOOTHYECKOI TPOMOOIIUTONEHNYECKOM — 1D [C] -PT™M
nypnypsl, SLEDAI >12, >1 cumnToMm A no
BILAG)

['MapoKCHXI0pOXHH

I'X siBasieTcst OJHUM M3 HEMHOTHX TpenapaToB, og00peHHbIx FDA ms neuenus CKB. YuurbiBas
JaHHble O TONOXHUTENbHBIX d3(pdekrax, I'X pexomengoBan BceM OonbHbIM CKB.
I'uapokcuxIopoxuH mpuMeHsieTcs nepopaibHo B o3¢ 100—400 mr/cyt. JnurenbHbId npuem
oOecrieunBaeT NPOPWIAKTUKY OOOCTPEHHH, CHI)KEHHE aKTUBHOCTH, pHUCKAa pPa3BUTHUSA
KapAMOBACKYJISIPHBIX OCJIOKHEHUH, caxapHOro nuadera 2-ro THUIA, CIIOCOOCTBYET YMEHbILIEHUIO
no3pl ['K. Pannee HazHaueHume ['X cCONpoOBOXKIAETCS CHUKEHHMEM HWHJIEKCA MOBPEKICHUS,
OTpakarollero HeoOpaTUMble H3MEHEHUS] BHYTPEHHUX OpPraHOB.

[Tpu nmutensHoMm npumeHeHun ['X (20-nmetHelt HenmpepbiBHOM Tepanuu) y 10% mnamnueHToB
pa3BUBalach pPETUHOINATHS, B CBSA3M C OSTHUM OOCYXIaeTcs HEOOXOAMMOCTb PEryJsipHOTO
MOHUTOPHHTA €r0 KOHLEHTparuu B KpoBH. s mo3sl I'X MeHee 5 MI/KI/CyT pHUCK pa3BUTHA
PETHUHOIIATUU OYEHb HU30K, B CBSA3M C 3TUM CyTOYHAs [103a IIpernapaTa HE JOJIKHA MPEBbIIATh
3TOT nopor. Crexyer ormeTuts, 4o npu CKB sddextuBHON cuntaercs no3a I'X 6,5 mr/kr/cyr,
BOIIPOC 0 er0 AP PEeKTUBHOCTH B O0sIee HU3KOH JJ03e TpeOyeT nanpHeinero nzydenus. [lanuenram



¢ CKB, nmMeronum AIUTeNbHYI0 PEMUCCHUIO, 103a MTpernapaTa MOKeT ObITh YMEHbIIIEHA, XOTS HU B
OJIHOM M3 MCCIIEJ0BAaHUI 3Ta CTPATErUsl HE pacCMaTpUBaETCsl.

[ TFOKOKOPTUKOU B
'K sBisroTcsi OCHOBHBIM TepameBtuueckuM cpenactBom npu CKB, sddext ot koroporo
pa3BuBaeTcs BcKope nocie HazHaueHus. [{o3a 'K 3aBucHuT oT akTUBHOCTH 3a00J€BaHUSI.

[Ipy HamMuuu NPU3HAKOB HU3KOM aAKTHUBHOCTH 3a00JI€BaHUS PEKOMEHIYETCS Teparus
MIPEAHU30JIOHOM TIEPOPATBHO 1T MHAYKIIUH PEMHCCHHM B HavaibHOU no3e 0,25-0,75 mr/kr B
cyTku. JlmutenbHOoCTh TpuemMa — 4—6 Hen. Jlo3a mpemHHM30JI0HA MOCTENEHHO CHMIKACTCS 0
noanepxkuBatomieit 0,2—0,3 Mr/kr B cyTKu. J[MUTETRHOCTD TpHeMa — HECKOJIBKO JIET.

Bcem manmentam ¢ CKB mpu Hammuuu NOpU3HAKOB YMEPEHHOH AaKTMBHOCTH 3a00JIE€BaHUS
pEeKOMEeHAyeTCcsT Ha3HaueHWe HadaubHOW 03Bl mpennusonona — 0,7-1,0 MI/Kr B CyTKH.
JiutensHocTh mpuemMa — 6-8 Hen. Jlo3a mnpeaHM30I0HA TOCTENEHHO CHMJKAeTcs [0
noaepxkuBatonied — 0,2—0,3 MI/kr B CyTKU. J[UTENbHOCTh IpUeéMa — HECKOJIBKO JIET.

ITpu BbIcOKas cTeneHu akTUBHOCTH [IpetHu3010H Ui TpreMa BHYTpb IPUMEHSIOT B 1o03e 1,5-2
Mr/kr B cyTku (70—80 Mr/cyT); IIUTETHbHOCTD MTPHEMa MaKCUMAaJIbHOM TO3bI COCTABIsET 6—8 He.
B Tteuenme 3 mec no3y mpemHu3oiioHa mocrteneHHo cHmkaoT Ao 30 wmr/cyt. Ilocme storo
CHI)KEHHME CYTOYHOM J03bl NPEJHU30JIOHA TNPOBOAUTCS MejieHHee. O0ocTpeHre O0ObIYHO
pa3BUBaETCA MPH JOCTIKEHUH 10361 2520 Mr/cyT. Jlo3a mpeqHr30I0Ha TTOCTETIEHHO CHIKASTCS
no nogaepsxkusatonierd 0,2—0,3 Mr/kr B CyTKu. IATENBHOCT IpHUEMa COCTABIISIET HECKOJIBKO JIET.
[Ipu pa3BuTuM oOOCTpeHMsI 3a00JjeBaHUS J03a NPEJHU30JI0OHA MOXKET IOBBIIIATHCS 10
MaKCHUMaJIbHOW. AOCONIOTHOE TMOKazaHue JJad Ha3zHadyeHus BbhICOKMX 103 IK —
OBICTpOIIPOTpECCHpYIOIee TOPAKEHHE >KU3HEHHO BAKHBIX OPraHOB — IOYEK, HEHTPAIBbHOU
HepBHOU cuctemsl (LIHC), cuctemMHbIl BacKyIHT, albBEOJHT.

B 1o xe Bpems qyurensHbIid npuem 'K qake B cpeJHUX M HU3KUX J103aX MPUBOIUT K PA3BUTHIO
HEeOJIaronpusATHBIX peakiuil (kaTapakTa, IjlayKoma, OCTEONopo3, CaXapHblil Auaber, mopaxeHue
KENyTOYHO-KUIIEYHOTO  TpakTa, aTepoCKIepo3, apTepuajbHas THUMNEPTEH3Us U Jp.).
[MonnepsxuBatomias no3a 'K He nomkHa npeBsiaTh 7,5 MI/CyT B epecdere Ha npeHu30i0H. [1o
Bo3MOxHOcTH JiedueHue 'K cnenyer mpekpaTuTb. PHUCK pa3BUTHS HeXeNaTENbHBIX pPeaKLui
YBEJIMYMBAETCSI MIPU MCIOJIb30BaHUM MOCTOSIHHBIX 103 'K >7.5 Mr/cyT, mpuyem B HEKOTOPBIX
UCCIIEIOBAaHMSX TIOKa3aHO, YTO M 00Jiee HU3KHE UX J03bI MOTYT CcItocoOcTBOBAThH NosiBlieHnI0 HP.
Jnst MuHUMM3aIMU 0361 epopaibHbIX ['K BO3MOXXHO NMpHUMEHEHHE METHIINPETHU30JI0HA B/B
(1o3a 3aBUCHUT OT aKTUBHOCTH 00J€3HU U Macchl Tena, o0braHo 250-1000 mr/cyT B Teuenue 3
JTHEH ), YTO MO3BOJISET B KOPOTKHE CPOKH MOJTYUUTh KIMHUYECKUH AP (DEKT U UCTI0Ib30BaTh HU3KKE
HavanbHbIe 1036l ['K 17151 mepopanbHOro mprema u ObICTPO UX CHIXKATb.

MMMyHOCYTIpecCUBHBIE IIpenaparsl

[Tpumenenne npu CKB HMMyHOCYNpecCUBHBIX (IIMTOCTATUYECKHUX) MpEnapaToB MO3BOJIMIIO
YBEJIMYUTh BBDKUBAEMOCTh OOJIBHBIX, B MEPBYIO OuYepelb C MOPAKEHHEM >KU3HEHHO BaXKHBIX
OpraHoB, a TaKXKe MOJaBUTh aKTUBHOCTH 00JIe3HU Ha (oHe jeueHus Hu3kumu no3amu I'K. Beem
narrentam ¢ CKB, npu Hannmuuu aktusHoro BH, nopaxenuns LIHC n/unm pa3BuTus BacKynuTa,
reMOpparu4eckoro ajbBEOJINTa, BBICOKOM aKTUBHOCTH 0o0je3HM M pe3ucteHTHOcTH K ['K,
BOo3HUKHOBeHUs: HP Ha pannux stamax nedenus 'K, HEOOXOOMMOCTH OBICTPOTO CHUKECHUS
noguepxxuBatonied n1o3el ['K, mpeBbrmatomeid 15-20 Mr/cyT, peKOMEeHIOBaHO Ha3HAuYEHUE
LUTOCTATUYECKUX IPENapaToB.

Bb160p LMTOCTAaTUKOB 3aBUCUT OT KJIMHUYECKUX MPOSIBICHUN OOJE€3HH, BO3pacTa IMAallUeHTa,
JETOPOHOTO MOTEHIINAaa, 0€30MaCHOCTH M CTOMMOCTH Ipernapara.



Mertotpekcat (MT) u azarnonpun (A3A) HazHavaroT nanuentaMm npu HedddexktuBHOoCcTH ['K 1
I'X, yuuThIBast UX OTHOCUTEIBHBIN MPO(UIb O€30MaCHOCTH.

Memompexcam nazHadaetcss B go3e 10—15 mr/M2 B HeAento MepopaibHO WM IOIKOKHO.
Bo3moxHbie 1m000YHBIE IPGEKTH: MHEIOTOKCHYHOCTh M WHTEPCTULMATBHBIA MTHEBMOHHT,
oOpaTuMoOe TOBBIIICHUE TpaHCaMUHAa3, PrUOpPO3 reyeHU.

Bcem nanuentam ¢ CKB, npuHUMaOIMM METOTPEKCAT, PEKOMEHIyeTCsl Ha3HaueHne (oJIMeBOM
KHUCIIOTHI JUIsl MUHUMU3ALUY YaCTOThI HEXKENaTeIbHbIX MOOOYHBIX sABIeHUI. DonueBas KUCiIoTa
MPUHUMAETCS B IHU, CBOOOAHBIE OT IpUEeMa METOTpeKcaTa, B 1o3e 1-5 mr.

KnuHan4eckuii MOHUTOPUHT: UICXOHO PEHTTEHOTpadHsl MM KOMITBIOTepHAsi TOMOTpad st OpraHoB
rpyasoi kietku, OAK u neueHounsle mokaszatenu, 3areM OAK M medeHouHble IOKa3aTesu
Kaxaple 2 Hel. BpeMeHHas OTMEHAa W/MIM CHMDKCHHE O3Bl MPU TOBBIIICHHH ITEYCHOYHBIX
dbepMeHTOB BhINIE ped)epeHTHBIX 3HAYCHHIl, uncie HeTpodpuios < 1,5%10%1, TpombonuToB <
150*10°%/11 mu UX GBICTPOM CHUKECHHUH; IIPH PA3BUTHN MHMEKIIH NN JUCTICTICHYESCKUX SBICHHUAX
(TomrHOTa, pBOTA, TUAPES).

Azamuonpun. lanmentram ¢ CKB ¢ monyc-nedputom -V knacca unu npu momyc-Hedpure 11
KJlacca B COYETaHMHM C LiepeOpaibHbIMU, KOXKHBIMU nposiBieHussMu CKB, a Takxe B HETSKEIbIX
cryqasx CKB pekoMeHayercs Ha3HAueHHE a3aTHUONPUHA B COCTaBE KOMOWHHPOBAHHOU
NOJICP>KUBAIOICH Tepanuu. A3aTHOIIPHH Ha3HAYAETCs B 103€ 1—3 MI/KT B CyTKH (MakCHUMaJIbHAas
no3a 150 mr/cyT) B Teuenue roga u 6osee. K mobouHbIM 3¢ eKTamMm OTHOCATCS AMCIICTICHYECKUE
ABJICHUS, T€IaTOTOKCUYHOCTD, ChIlb, JeHKoneHus. JlJis KOHTPOJS OLIEHUBAETCS €XKEHEIECIbHO
OAK B teuenue 1 mec, 3areM kax/aple 3 Mec. BpeMeHHass oTMeHa W/MIM CHU)KEHHE 03Bl MPU
neiitponennu < 1,5%10%1, TpombonuTonennu < 150*10%/1

Huxknoghocgpamuo (1] @) nicnonb3yeTcs TpH TAKEIbIX TOpakeHUs X nouek, [IHC, nerkux, a Takxe
npu pedpakrepHocTH K MoHOoTepanuu Belcokumu fgo3amu ['K. Beem nanmentam ¢ CKB mpu
BBICOKOM AaKTMBHOCTH 3a0onieBaHMsi M Hed()P(PEKTHBHOCTH MOHOTEpanuu IpernaparaMmu
[IIIOKOKOPTUKOCTEPOUIOB PEKOMEHIYETCSI COUYETAHHOE MCIIOJIb30BAHUE IPEAHU30JI0HA IS
NEPOPAILHOTO  NPHUEMA,  IyJbC-TEPAllMM  METWINPEAHU30JOHOM M IIyJIbC-TEpalnuu
mukinopochamuom uiaM 1ukiIopochaMusoM IS HepopanbHOro mnpuema. s MHIYKIMU
pPEMHUCCHUH MPEANOYTHTEIBHO BHYTPUBEHHOE BBeZIeHHe InKinopochamuaa. Luknopochamun s
NEepopajbHOTO MIpHeMa Ha3HavatoT B 103¢ 2,0 MI/KT B cyTKH B TeueHue 2—3 mec. Hukinopochamun
JUISL TIyJIbC-T€panuu mpuMeHsitoT B go3e 0,5-0,75 mr/m2 1 pa3 B 2 wven, uimu 500— 1000 mr/m2
(MakcumanbHO 1,2 T) exemecsiuHO B TedeHHe 6 Mec, WM B J03€ 15 Mr/kr (MakcumanbHO 1 T)
KaXJble 2 HEeJ TPWXKbBI, a 3aTeM Kaxable 3 Hex. ObOmamaeT roHamoTOKCHYeckuM 3¢ dexTom, B
cBsa3u ¢ yeM LD cnepyeT NMpuUMEHSATh ¢ OCTOPOKHOCTBIO Y KEHIIMH M MYKYMH (DepTHIIBLHOTO
Bo3pacta. HMHdopmamuss 0 BO3MOXKHOCTH KPUOKOHCEPBAIMHM SUIEKJIETOK JOJDKHA OBITh
npeioxeHa 0 Hadaia geueHus LId. Jlelikonenus u pa3Butie nHOEKIMHA TaK K€ BO3MOXHBI U
npueme [[®. Bcem mammentam ¢ CKB, nomydarommm mukiaodochamMus, peKOMEHIYETCs
Ha3Ha4yeHHe KO-TPHUMOKCAa30jla MEepopajbHO B 03¢ 5 MI/KI I NpOoQUIAKTUKUA pa3BUTHUS
ITHEBMOLIMCTHOM ITHEBMOHMHU. ClelyeT TakKe yUUThIBAaTh pyrue pucku tepanuu LD, Takne kak
pa3sBUTHE TEMOPPArMYecKOro ILHUCTHTA, OOpaTUMON ajonenuu, JeHKeMHs, 3J0KaYyeCTBEHHBIX
HOBOOOpa3oBaHMH (IuM(poMa, MepexoTHOKIETOYHAs KAPIIMHOMA MOUYEBOTO MYy3bIPS).

Knuanyeckuit MoHUTOpUHT: exxeHenenbHblii OAK Ha Bpems mpoBeaeHus Tepanuu (00br4HO 2—3
MeC); UCXOJIHAsI M eXKeMeCsYHasl OlleHKa (YHKIMM MOYeK M MeYeHUu. BpeMeHHass oTMeHa W/Hiu
CHM’KEHHE J103bI PH HerTpornenun < 1,5%10%/1, pomGormronennu < 150*10%1 wnu rematypum.



OAK na 10-# ness npu BHYTPUBEHHOM BBeIeHUU. CHU3UTH 103y NPU MTOYECYHON WM IEYEHOYHOMN
HepocTaTogHOoCTH 10 250-300 Mr/m2.

Muxogpenonama mogpemun (MM @) >ppexTrBeH Ipy NOYSUHBIX U BHEOYCUHBIX MTPOSBICHUAX
CKB. Bcem mammentam ¢ CKB pexomeHmyeTrcss Ha3HaueHHE MpenapaToB MHKO(EHOIOBOMH
KHUCJIOTHI B CJEIYIONINX CIy4asX: IPU HEBO3MOXHOCTHU MPOBOIUTH JieueHHe IUKIodochaMuiom
B CBSI3U C pa3BUTHEM MOOOYHBIX 3()PEKTOB WM HEXKENAaHWU MAIUEHTa; IS MOIJepKaHUSI
peMHCCHM BOJYAaHOYHOTO HeppHUTa, HHAYLUUPOBAHHOW IuKiIopochaMuaoM; i UHAYKLIUU
pemuccun u  oOecriedeHusi  crepowjacOeperaroniero dddexkra npu  HeIPHEKTUBHOCTH
nukiodochamua, METOTpeKcaTa, a3aTHONPUHA, IUKIOCIIOPUHA.

Jlokazano nosoxxurenbHoe aeiictBue MM® Ha skctpapeHanbHble nposiienns CKB — anemuro,
TPOMOOIIMTONECHUIO, TOpaKEHUE KOXHM, anbBeosnT. HecomHeHHsle mnpenmymectBa MM®
(cenexTuBHas MMMYHOCYIIPECCHUS, BO3MOXKHOCTb JUIMTEIBHOIO IPUMEHEHUS BBUAY HHM3KOMN
4acTOThl WH(EKIUOHHBIX W TeMaTOJIOTUYECKUX OCJIOKHEHHH, OTCYTCTBHE MYTareéHHOTO H
TOHAJJOTOKCUYECKOTO JIEHCTBUS M Ip.) MO3BOJISIIOT paccMaTpuBaTh ATOT Ipenapar B KauecTBe
OJIHOTO U3 HamboJiee MepcrneKTUBHbIX cpeacTB y OonbHbIX CKB. B TO e Bpewmsi, yuuTbiBas
TepaToreHHsle ceoiictBa MM®, npuMeHeHue npenapara J0KHO ObITh IPEKPALLEHO 0 KpaHen
Mepe 3a 6 Hell 10 3a4aTHsl.

MM® npumensiercs B 1o3e 600 Mr/m2 aBaxkapl B IeHb B TeueHHE 6 MeC, MUKO(EHOI0BasK KUCI0Ta
— B 1103¢ 450 Mr/mM2 moBepxXHOCTHU Tena 2 paza/cyT.

K HO60‘IHI>IM HeﬁCTBHﬂM OTHOCATCA: CYIIPECCHUA KOCTHOI'O MO3ra, OCTpas Auapesd, JIETOYHBIN
¢bubpos.

Kaxnpie 2 Henenu onennBaroT OAK B TeueHue 2 Mec, 3aTeM exxeMecssuHo. OCHOBHBIE ITOKa3aTelIn
(GYHKIIUY IEYEHU U MTOYEK OIEHUBAIOTCS €KEMEeCSYHO 0 HOpMau3alluu coCTosiHUS. BpeMenHnas
OTMeHa W/WJIM CHUKEHHE J03bI Tpu Hefitponennu < 1,5%10%m, tpombomuTonennu < 150%10%/x
100 MpU 3HAYUTENBHBIX TOOOUHBIX AP (HEKTaxX CO CTOPOHBI KETYJOYHO-KUIIIEYHOTO TPAKTA.

Huknoconpun (B 103aX MEHee 5 MI/KT B CyTKH, BHYTPb, KaKble 12 4acoB) — mpemnapar BTOpPOro
psna npu HePpOTUUIECKOM CHHAPOME, CBA3aHHOM ¢ MeMOpaHo3HbIM BH, 1 TpomOonronenun. B
psize ucclieJOBaHNUM NTOKA3aHO MOJIOKUTEIBHOE IEHCTBUE HEBBICOKUX 103 Iperapara npu aHeMHH,
neiikoneHuy, KoxHbIX nposiieHusax CKB, momuceposute u aptpure. Bo3MokHO HazHaueHHE
LUKJIOCTIOPUHA JJIsl TMOJ/IEP)KaHUs PEMHUCCHUHU TIOCIE€ OKOHUYaHUS Kypca nukiodochamuaa, npu
HENEPEeHOCUMOCTH HHKiIodochamuia, MNpU CTEPOUJIPEIUCTEHTHOM WM PELUIUBUPYIOLIEM
CTepOMI3aBUCUMOM HepoTHueckoM cunapome (V kiacc HedpuTa), IpH TPOMOOLUTONECHUH,
aHEeMHUH, KOXKHBIX U3MEHEHMSX, Moyucepo3ute, peppakrepubix k ['KC.

['eHHO-MH)KEHEpHBIE OUOIOTUYECKUE TIPerapaThl

Pumykcumaéd nipencraBnsieT co00il reHHO-WHKEHEPHbIE XUMEPHbIE MOHOKJIOHATIbHBIC aHTHUTENA
MBIIIK/9eNioBeKa, obnanatonue crnenuduuHocthio k CD20 aHTUTEeHY, OOHApyKHBaeMOMY Ha
MOBEPXHOCTH HOPMAIBHBIX U MATUTHU3UPOBAHHBIX B-mumdoruTos. [1o cTpykType putykcumad
OTHOCHUTCSI K uUMMyHornoOynuHaMm kiacca G1l. PTM Be3biBaeT OBICTPYIO U IUTEIBHYIO
JeTIeIio B-KIeTok, 94To COMpOBOXKAACTCS BEIPAXKEHHBIM CHIDKCHHEM aKTHUBHOCTH 3a00JI€BaHUS
y>K€ Ha paHHUX CpOKax JeueHus. Pe3ynbTaThl MOATBEPKIAIOT 11€€CO00Pa3HOCTh HAa3HAUEHUS
PTM GonpHBIM C BBICOKOM aKTHMBHOCTBIO 3a00JI€BaHUS, MPH MOPAKECHUH KU3HEHHO BaKHBIX
OpPraHOB M YTPOKAIOIINX COCTOSIHHM, ofHaKOo a0 cux nmop PTM npumensiercs npu CKB off label.

[Tarmentam ¢ CKB B ciayuae neappexruHocti ['KC B couerannu ¢ nuxiiopochamMuiom u/uimm
JPYTUMH MMMYHOJETIPECCAaHTaMU M Pa3BUTHH HA 3TOM (pOHE reMOopparuyeckoro aabBEOJIHUTa,



BOJTYAHOYHOTO He(pUTa, MOPAKECHUS [EHTPAITbHONW HEPBHOW CHCTEMBI, TPOMOOLIMTONCHHUN IS
UHIYKIIUH PEMUCCHH PEKOMEHIyeTCsl IPUMEHEHHUE MPETHU30JI0HA TEPOPATBHO, MyJIbC-TePAITHH
METHJIIPEAHU30I0OHOM, TUKI0(hochaMuaa, Uil APYruX IMMYHOAETIPECCAHTOB COUETATh C TE€HHO-
WH)KEHEPHBIM OMOJIOTHYECKUM TIpenapaToM pUTYKCUMaOOM.

Purykcumab npumensiercs B no3e 375 mr/m2 Ha BBeAcHHE | pa3/Hen BHYTPHUBEHHO B TeueHUe 4
MOCJIeIOBATEIbHBIX Helenb Wi 750 MI/M2 OBEPXHOCTH TeJla Bl C UHTEpBajIoM 14 mHE.

Bcem nanmentam ¢ CKB, nmonydaromum puTykcuMal, peKOMEHIyeTCs OCYIIECTBIIATh JICUECHHE B
YCIIOBUSIX CHEIHATM3UPOBAHHON METUIIMHCKON OpraHu3alid C HaJIW4YUeM J1a0OpaTOpPHBIX U
JUArHOCTUYECKUX MOAPA3JIEICHUN I CBOE€ BPEMEHHOM JUarHOCTUKH COCTOSIHUM, CBA3aHHBIX C
pa3sBUTHEM HEXKEJATEIbHBIX SBICHUA Ha (DOHE Tepanmuu PUTYKCUMAOOM, a TakXKe OTACICHHS
peaHMMaly U UHTEHCUBHOM TEpanuu.

Bcem nanuentam ¢ CKB, nomyuatonum putykcumad (M B codeTaHuu ¢ ukiodochamugom),
PEKOMEH/IyeTCS Ha3HAYCHHE KO-TPUMOKCa30J1a IEPOPAILHO B J103€ S5 MI/KI MacChl Tela B CyTKH
JUTS IPO(HUIIAKTUKU ITHEBMOILIMCTHON THEBMOHUHU Ha BPEMsl JICUCHHUSI pUTYKCUMAOOM, a TaKXKe B
TedeHue | rona mocie ero OTMeHsI (YpOBEHb JIOCTOBEPHOCTH JIOKA3aTEILCTB 5).

Bcem nanuentam ¢ CKB, nonmyuaromumu puTykcuma0, Mpu MOSBICHUM KaTapaJlbHBIX SIBICHUM,
JUXOPAJKU M MPU3HAKOB ITHEBMOHUU IO KOMIIBIOTEPHON TOMOTpauu peKOMEH]IyeTcs HadaTb
BHYTPHBEHHOE BBEJICHHE BHYTPHUBEHHO KO-TPUMOKCA30J1a + TpUMeTonpumMa 15 Mr/kr B cyTkH (110
TPUMETOIIPUMY ), KIIAPUTPOMHUIIMHAXK, BK 15 MI/Kr B cyTku u nedprpuakconax 50—100 mr/kr B
CyTkd. PexomeHayercst mpomycTuTh HMH(Y3UHM  pUTYKCMMaba W WHBEKIMH/TIPHEMBI
ummyHozenpeccanta. [Ipuem I'KC mnepopanbHO mnpomgomxuth. [IpoBeneHune KOMIBIOTEPHOMN
ToMorpauu JEerkux Ui HUCKIIOYEHHs] HMHTEPCTULIMAIbHOW IHEBMOHHMM; CEPOJIOTUYECKOE
UCCJIEJOBAaHUE KpPOBU C I€JIbI0 ONpPENENIECHHUs AaHTUTEN K MHEBMOLKCTaM, XJIAMUIUSM,
MUKOILUIa3MaM, BUpPYCy IIPOCTOro reprieca, uuromeranosupycy (LIMB), Bupycy Oniureiina—bapp;
UCCJIEIOBAaHHUE aclupaTa, MOKPOTHI (MpU €€ HAIWYUH) JJIs ONpEIeTIeHHUs] aHTUT€HOB, XJIaMHJIUH,
MUKOIUIa3M, THEBMOLIUCT; UCCIIEI0BAHUE CIIFOHBI U MOYH, KPOBH METOA0M ITOJIMMEPA3HOU LIETTHON
peaxkuuu AJ1s BBIBICHUS aKTUBHOM pEIUIMKALlMK BUPYCOB ITpocToro repreca, [IMB, Onmreitna—
bapp; pekoMmeHIyeTcs NPOAODKUTH JIEUEHUE KO-TPUMOKCA30J0M + TPUMETONPUMOM U
KJIAPUTPOMUIIMHOM B TeueHue 14-21 aus, nedprpuakconom — 14 nueil. BosoOHOBNEHUE TeueHus
I'MBII 1 nMMyHOENIPECCAHTOM PEKOMEHAYETCSl HE paHbllle, yeM depe3 | Hell mocie MOIHOro
KyIHPOBAHUS KIMHUYECKUX M J1a0OpPaTOPHBIX MPHU3HAKOB OCTPOM ONMOPTYHUCTUUYECKOH
UHQEKIMY 1 OKOHYAHUS aHTHOAKTEepUaIbHON Tepanuu

benumymao.

Crumynsatop B-numdouurto (BLyS) -3T0 mutokun cynepcemerictBa TNF, mpoxyuupyemsii
MUEIOUTHBIMU KJIETKaMH 1 HeOOXOAMMBIH U1 co3peBaHus B-Kki1eTok, BBDKMBAaHUS U BBIPAOOTKU
UMMYHOTJIOOYJIMHOB. Y MAIlMEHTOB ¢ CHCTEMHOM KpacHON BOJTYAaHKOM HabtogaeTcst n30bITouHas
skcnpeccusd BLyS, uto mpuBoauT k noselieHUto ypoBHS BLyS B mnasme xposu. CymiectByer
CUJIbHAsI KOPPEJSILIMOHHAS CBsI3b MeXay cTeneHbto aktTuBHOCTH CKB u ypoBaem BLyS B nmazme
KpPOBHU.

benmumyma6 (BJIM) sBnsiercss 4enoBeueCKMM MOHOKJIOHANBHBIM aHTUTeIoM kiacca IgGIA,
KOTOpOe crenuduIecKu CBs3BIBACTCS € pacTBOopuMbIM BLyS uyenoBeka w momaBisieT ero
OHMOJOTHYECKYI0 aKTUBHOCTh. bennMymab cBsizbiBaeTcs ¢ B-nmumdonnramMu He HanpsiMyto, HO 3a
cuet cBs3bpiBaHms ¢ BLyS u ero Heltpanuzanuu 6enuMyMal MOAaBIISIET )KU3HECTTOCOOHOCTh B-
auM(QOIIUTOB, B T.4. ayTOPEaKTHBHBIX, W CHIKaeT nuddepeHupoBky B-nmumdonutoB B
I1a3MaTHYecKue KIeTKH, BeipabaTeiBatomiue Ig.



benmnMymal, mpoaeMoHCTpUpOBaAT YMEPEHHYIO 3D (PEKTUBHOCTD U OBLIT 0J00PEH 1711 TPUMEHEHUS
y B3pocibix, ¢ 2019 roga pazpemen FDA y nerei.

ITpu oTCyTCTBHUU IPOTUBONOKA3aHUM MAallUEHTaM C BBICOKOW KJIMHUYecKol akTuBHOCTHI0 CKB, c
NOpaXEHHEM  KOXH,  CIM3UCTBIX  O0OJOYEeK,  CyCTaBOB,  I'€MAaTOJOTHYECKUMH U
MMMYHOJOTHYECKUMH HapyIICHUSMHU, YacTbIM Pa3BUTHEM OOOCTPEHHH U 3aBHUCHUMOCTBIO OT
npueMa cpelHuX U BeICOKUX /103 ['K, a Takyke BBICOKMM PUCKOM Pa3BUTHS OCIOXKHEHHUI Tepanuu
(moBpexxaeHue opraHoB), uHpeknud pexkomeHayercs mnpumeHenne bJIM. JlaHHbBIX 00
adpdextuBHocT BJIM y OGombHBIX ¢ mopakenuem mouek u I[HC nemocratouno. Dddext
mpernapara ciaeiyeT 0XXHuaaTh yepe3 4—6 Mec UCIOJIb30BAHMUS.

4.3 NleyeHune oTAe/IbHbIX KIMHNYECKNX ﬂpOﬂBﬂeHVllz

KoHbIe nposiBiieHu .

K HacrosimemMy BpeMEHHM HAKOILUICHO OOJIBIIOE KOJMYECTBO MCCIEAOBAHUA C XOpoIIei
JI0Ka3aTeNbHOM 0a30i, MOCBAIIEHHbIX KOXHOW KpacHo Bomuanke (KKB). CunbabiMu
PEKOMEHIALUSIMU SBJISIOTCS IPUMEHEHHUE COJHIE3AaUTHBIX CPEACTB U OTKa3 OT KypeHus. llpu
HETUIIMYHOM WIH pedpakTEpHOM TEUEHMM KOKHOTO IMOPaXEHHs IeJIeCO00pa3HO MpPOBEACHUE
Ouorncun koxu Juist noarBepxaeHus nauarHoza KKB. K nexapcTBeHHBIM IpemapaTtam mnepBoit
JMHAW OTHOCST TOMHMYECKHE mpernapatsl, coaepkamue 'K u/mmm nHruOuTops! KaubMHEBPUHA,
AHTUMAJISIPUMHBIE CPEJICTBA KaK B MOHOTEpAlMUH, Tak U B coueraHun ¢ cuctemMueimu ['K; nosa
HOCHAEIHUX 3aBUCUT OT TSDKECTH KOXHOro mnopaxkenus. I'X — mpemapar BbelOopa cpenu
AHTUMAJSIpUIHBIX CPEACTB, C YYETOM €ro MHOKECTBEHHBIX IOJIOXKUTENbHBIX 3(deKToB H,
BO3MOYKHO, MEHBIIIEH PETHHOTOKCHUYHOCTH, B CPAaBHEHUU C XJIOpPOXUHOM. IIpu HemocratouHoM
oTBeTe Ha Tepanuio ['X MM ero JOKa3aHHOM HEraTMBHOM BO3JEHCTBUM HA CETYATKY MOYKHO
JIOTIOJTHUTENBHO MPUCOCIUHUTh KBHHAKPUH (HE 3aperucTpupoBaH B P®D) miaM Ha3HAYUTH €ro
BMecTo ['X. V 40% naunentoB ¢ KKB He ynaercs 1ocTudb M0I0KUTENBHOTO JIedeOHOT0 3pdexra
OT TnpenaparoB nepBoil mHuM. B Takux cinyyasx k Tepanuu KKB moxer 6b1Th 106aBnen MT, a
Takxke petuHouabl, MM® nnn MukodeHosIoBast KUCIOTa B KMILIEYHOPACTBOPUMOM obosouke. B
HEKOTOpBIX paboTax mpu HazHadyeHH BJIM u PTM oTmeuancss MONOXHUTENbHBIN J1e4eOHBIN
3 HEKT B OTHOIIEHUH KOXKHO-CIU3UCTBIX MposiBieHuit CKB, HO 3Tu uccnenoBanus He 0671a1al0T
JIOCTaTOYHOM JoKkazaTenbHOM Oazoi. Ilpum stom PTM wmenee »¢h(dexTuBEeH B OTHOIICHUU
xponuueckux popm KKB. Ilpu orcyrcTBun neuebHoro adexra peKoOMEHJ0BaHO MPUMEHEHNE
MT unu A3A, nipu reHepajin30BaHHOM KOXXHOM BAacKYJUTE WM OyJJIE3HOM MOPaKEHUH KOXU —
6omocHoe BBeaeHue L{® B couetanuu ¢ MIIL. [Ipu HeadheKTUBHOCTH — CUHXPOHHAs: MHTEHCUBHAS
Tepanus.

Heliponnicuxuueckue Hapymenust npu CKB.

Heiiponcuxudeckue HapylleHUs OTHOCATCA K TspkenbiM mposiBieHussiM CKB. Jlmarnoctuka
Heliponcuxuueckux HapymeHuit mpu CKB (HIICKB) tpebyeT MeXIuCIUIIMHAPHOTO MOIX01a
JUTSE UCKJTIOYCHHSI CXOIHBIX COCTOSIHHH, BBI3BAHHBIX IPYTHMH 3a00JIeBaHUSMHU (MH(DEKIIUSIMH,
OMYXOJSIMU, METa0OTUYECKUMH HapyHmIeHUsSIMH H Jp.). HeoOXoauMo ydYuTHIBaTH HajIu4due
dakropoB, xapakrepHblx kak nansi HIICKB (tun u cpoku wmaHudecranuu, HaIAdue
AKCTpaHEBpoOJIOTHUYEeCKUX mposiBneHuid aktuBHocth CKB, aHomanbHble HW3MEHEHUS MpuU
HEWPOBU3YaIU3aLUU M UCCIEIOBAHUM CIIMHHOMO3IOBOM XUAKOCTH, Hamuuue adJl), Tak u amus
aIbTEPHATUBHBIX AMArfHo3oB. [Ipuw pa3BUTUM TAKENBIX, >KUZHEYTPOXKAIOIIMX COCTOSHUM,
cBs3anHbIX ¢ mopaxeHnueM [{HC, mokaszano skctpennoe BBenenue 1D B/B B coueTaHnu ¢ mMyJibC-
tepanueir MII ¢ mocnenyromum HazHaueHneMm BbicOkux 103 ['K. Ilpu orcyrctBum s¢dgdexra B
TE€YEHHE NMEepBbIX 3—4 THEH OT Havajla THTEHCUBHOM Tepanuu peKkoMeH10BaHo jedeHue PTM. [Tpu



9MO0JINYECKOM/TPOMOOTUYECKOM/UIIIEMUYECKOM ~ MEXaHU3ME  pPa3BUTUS  CHUMITOMATHKH
Ha3Ha4yalOT OM — AaHTUTPOMOOTHYECKHE Ipernaparbl (AaHTUKOAryJSHTbI, AHTHArpEraHThl).
Paznuuuns Mexay marogpu3HOIOrHYecKMMH MPOIecCaMH TPYAHO 4eTKo auddepeHuupoBarb, y
HEKOTOPBIX NAIIMEHTOB OHH MOTYT BCTPEUaThCsl OAHOBPEMEHHO, B TAKOW CUTYAIIMH HEOOXOIMMO
COUYETaHHOE Ha3HAaY€HHE UMMYHOCYIIPECCUBHOM U aHTUTpOoMOOTHUECKOl Tepanuu. [lanuentam ¢
CKB u 1epeOpoBacKyJsipHBIM MOPAKEHUEM MPOBOIUTCS OOCIIEOBaHHE U JICUCHHE B
COOTBETCTBUH C PEKOMEHIAIMAMH, Pa3padOTaHHBIMU JJIsI OCTPOH (a3bl 1epeOpOBACKYIIIPHBIX
3a0oneBaHuid B 0OmIed mHOMyMsAUH. J{OMOJHUTENBPHO OCYIIECTBISCTCS KOHTPOJb 32
sKcTpaHeBposiornueckuMu npossieHussMu CKB. Tlpu neuxuueckux paccTpoiicTBax IpUMEHSETCs
ncuxodapmakoTepanusi, KOTOpas MHPOBOJUTCA  ICHXHATPOM  HIJIM  IICUXOTEpPAIeBTOM:
AQHTUIICUXOTHKH — IIPU [ICUX03€, AaHKCUOJIUTUKU — IIPU TPEBOXKHBIX paCCTPOMCTBAX U T. II.

I'emaronornueckue HapyLIECHHUS.

[Tpy remMaToNornyecKux HAPYUICHUSAX (TPOMOOLMTOIEHUH M ayTOMMMYHHOW T'€MOJIMTHYECKOU
AQHEMHH) YacTO UCII0JIb3YIOTCSI UMMYyHOCYyTpeccaHThl. [IpenaparaMu nepBoi JIMHUY NPU TSHKEI0N
BOJTYAHOYHOW TpoMOouuTOoneH!: (KoaudecTBo TpoMOounToB Meree 302109 /n) seisrores 'K B
CPEIHMX/BBICOKMX  J03aX B  KOMOMHAIMM C  LUTOCTAaTHKaMH,  OKAa3bIBAIOIIUMHU
crepouiocoeperaomuii dpdexr: ASA, MM® wmm [IC (mocnemuuii obnamaeT HaMMEHbIIEH
MHEIOTOKCUYHOCTHI0). BO3MOXKHO TIpoBeieHNe B/B MyJIbC-Tepaniui BEICOKUMHE o3amu MIT (1-3
nus1). B ciydae HepocrarouHoro 3¢ddexra ot Beicokux 103 ['K niam Bo usbexaHue CBA3aHHBIX €
'K uH(pEKUMOHHBIX OCJIO)KHEHHH B Mepuox OOOCTPEHUS MOXKET HCIOJIb30BaThCs B/B
yenoBeueckuit uMmyHoriao0ynuH (BBUI). Jleuenue TpoMOouuTONEHUH OOBIYHO JIMTENHHOE,
Hepeako Ha (one cHmxeHus no3bl ['K BeTpeudarores peunaussl. [lpu orcyrerBum sddexra ot
tepanuu 'K (1. e. coxpanenun tpomoboruronenun <50109 /i) wiam npu penuauBe cleayer
paccmotpers mnpucoenuHeHne PTM, yuuTbiBas €ro mMOJ0XKHUTENbHBIM 3((eKT B OTHOIIECHUU
UAMONAaTHYEeCKOl TpoMOouuToneHnuecko mnypnypsl, u Ll®. IIpuMeHeHne aroHUCTOB
TPOMOOMOITHHA WM CIUIGHPKTOMHUS PACCMATPUBAIOTCS KaK KpalHMN BapHaHT Tepanuu
TpoMOOIMTONEHNU. AyTOUMMYHHas remonintiueckas anemus npu CKB BcTpeuaercs pexe, uem
TPOMOOLIMTONEHUsI, B €€ JedyeHuH Takxke wucnoib3dytores ['K, nwurtocratuku u PTM.
AyTOMMMyHHas JIEHKONIEHHsI — CAMOE 4acToe U3 remaronorudeckux npossiaeanit CKB, Ho penko
TpeOyeT sekapcTBeHHOM Koppekuuu. HeoOxonmmo uckiIoyaTh Apyrue MNPUYUHBI JAHHOTO
COCTOSIHUSI, 0COOEHHO JIEKapCTBEHHO-UHAYLIUPOBAHHBIE.

[TopaxeHne rnoyex.

[TatenTsl C BBICOKMM puCKOM pa3BuTus BH (MyXckoit mon, [OBEHWJIBHBIH 11€010T,
CEpOJIOrMYECcKasl aKTUBHOCTD, BKJIFOYast IO3UTUBHOCTS 110 aHTUTENaM K C1q) 10IKHBI HAXOIUTHCS
IO/ TUIATCJIBHBIM KOHTPOJIEM I BBIABICHUS pPAHHUX IIPU3HAKOB IIOPAXKEHMS IIOYEK,
MOHHMTOPHHT KOTOPBIX CIEAYET MPOBOIUTH KaX/bIe 3 MeC.

Beibop cxembl Je€ueHuss U ero MpOJOJDKUTEIBHOCTH OCHOBaH Ha OIIGHKE pe3ysbTaToB
THUCTOJIOTHYECKOT0 ucchenoBanus (Mmopdonorudeckuii kimacc BH (Tabmuma 4), wHAEKCH
AaKTUBHOCTH M XPOHHM3AllMK) U J1a0OpaTOPHBIX MoKa3zaTenei (MPOTEUHYPHUH U CHIBOPOTOYHOTO
KpeaTUHHUHA).

Tabnuua 4. Mopdosornueckas kinaccudukarus BH.

Mopdodonoruueckas knaccupukanuss BH, mnpemtoxennas B 2003r. MexIyHapOIHBIMU
obmectBamu HedposoroB u modeyHbIX maTtojoroB ISN/RPS, BkitouaeT miecTh KIIaccoB
n3MeHeHu. OHa SBISETCS OCHOBOM ONpPEAEIICHHs MPOrHO3a U TAKTUKH JICUEHUSI.



I kmacc. MunumanbHblii Me3anruaneHeli BH. Hopmanbable kiyOodkM TpH  CBETOBOM
MHUKPOCKOIIMY, ME3aHTHAJIbHbIE HMMMYHHBIE JCMO3UTHl IMPH  HMMYHO(MIyOpECIEHTHON
MHUKPOCKOIIHH.

I kaace. MesanruonponudeparuBueiii  BH. MesanruanpHas TUNEpKIETOYHOCTH €
ME3aHTHAJIbHBIMA UMMYHHBIMU JCTIO3UTaMU.

III xaace. OwuaroBbiii BH. CermentapHslii wiau T700aNbHBIA  SHIOKAMWUISAPHBIA WK
AKCTpAKANWIISIPHBIN TIIOMepyioHepHT ¢ mopaxxenneM Menee 50% kiryO0oukoB B Ouomnrare.

IV xkuace. duddysueii BH. CermeHtapHblii win TI00ANbHBIA JHIOKAMWUISAPHBIA HITH
SKCTpaKanWUIAPHBIA TioMepyioHedpput ¢ mopaxenuem Ooinee 50% kiyboukoB. Kmacc IV
nozpa3aensoT Ha nuddy3Hbiil cermenTapubiil nponudeparuBubiil (IV-S) (> 50% nopaskeHHBIX
KIIyOOYKOB C CErMEHTapHBIMU U3MEHEHUsMH) U Tud y3HbIN r100albHbIi nponudepaTuBHbBIN
(IV-G) (>50% mnopaxeHHBIX KIyOO4YKOB ¢ Tio0anbubiMu u3MeHeHusmu). [pu 111 u IV kimaccax
00BIYHO OOHapykuMBarOT cyOdHAoTenuanbHbie aeno3utsl. B III u IV kmaccax BH Bwigensitor
HECKOJIbKO TOJKJIACCOB B 3aBUCHMOCTH OT HaJW4YUsl AaKTHBHBIX (MponudepaTuBHBIX),
XPOHHYECKHX (CKIEPO3UPYIOMINX) MOPPOIOTHUECKUX U3MEHEHNH Wi ux couetanus: A, C, A/C,
COOTBETCTBEHHO.

V kaace. MemOpanosnelii BH xapaxrtepusyercss cyO3nuTenvalbHBIMU  JEMO3UTAMU  IIPU
HMMYHO(l)JIyOPGCHCHTHOﬁ MHKPOCKOIIMKM W 3HAYUTCIIBHBIM YTOJIINCHHUEM CTCHKH KallUJIIAPOB
KJIy60‘~IKOB. M6M6paH03HI>IC HU3MCHCHUA MOT'YT OBITE HU30JIMPOBAHHBIMU HWJIKM COYCTATLCA C
npoaudepatuBHbiMU. VX couetanne o6o3HavaroT kak kinacc V+ III miu kmace V+ IV,

VI kaace. Cxneposupytonuit BH. bonee 90% ki1y004KkoB MOTHOCTBIO CKJIEPO3UPOBAHBI.

Bbinensior MHAYKUHMOHHYIO (TPOJOKUTENBHOCTh 3—6—-12 Mec) M MOAJepKUBArOIIyto (a3bl
neuenust. CornacHo pekomeHgauusM EULAR u APP, B unaykunonnyto ¢azy neuenus I u IV
kiaccoB BH ucnone3ytor pexumsl «kEURO-LUPUS» — B/B BBeaeHune Hu3kux 103 LId no 500 mr
1 pa3 B 2 He1 IPOAOIKUTEIBHOCTBIO 3 MeC MITH NepopajibHblil npueM MM® 2-3 r/cyT B TeueHue
6 Mec B couetanuu ¢ Beicokumu jgozamu ['K (8/B MII 500-750 mr 3 nusa moapsa + npuem [13
nepopaibHo B f03e 0,5 Mr/kr B cyTku B TeueHue 4 Hen); uian NIH-pexum (pa3padbortan National
Institute of Health — NIH, CIIIA) — B/B BBeaeHue Boicokux 103 L[® 0,51 r/M2 1 pa3 B mecsiil B
teyeHue 6 mec B couetanuu c 113 mepopanpHo 1o 0,7-1,0 MI/Kr B CyTKH, C MOCIEAYIOLUIMM
cHikenneM a0 Hu3kux 103 ['K. Munykumonnas tepanuss BH V kiacca ¢ HedpoTnueckum
CHHJPOMOM OCYIIECTBIISIETCS € UCTIONb30BaHeM MM® 2-3 1/cyT B TeueHue 6 Mec B KOMOWHAITUN
¢ I13 0,5 mr/kr B cyTKH, ambTepHaTHBON MOXeT ObITh 1D, 11C.

Oxkono 20-30% mnanueHToB PE3UCTEHTHbI K MHAYKUMOHHOW Tepanuu BH. Taktuka neuenus
«pedpaxreproro» BH: komOunanuu B/B LI® (B ToM uncie u merano3sr: L{D 0,75—1 r/mM2 1 pa3 B
Mec B TeueHue 6 mec, nanee 1 pa3 B 3 mec Ha npoTtspkenuu 2—-3 net (NIH-pexum) nimn MMO 2-3
r/cyT ¢ I'K, /B BBennenne PTM (o 500-1000 mr 1 pa3 B 1-2 Hen, makcumanbao 2000 mr 1 pa3 B
6 mec), BBUI' (0,5-1,0-2,0 r/kr), mnasmadepes3, ummyHoaacopOusi, HazHaueHue L[C B Bune
MOHOTEpANuy WIK B KOMOMHAIMK ¢ Apyrumu npenaparamu. Beicokue no3sl I'K (I13 0,51 mr/kr
B CYTKHM) Ha3zHaAydaloTcs He OoJjiee 4yeM Ha 2 MecC, C MOCTENEHHBIM CHH)KEHUEM JI0 MUHUMAJIbHBIX
3Hayenuit 113 <7,5 Mr/cyT npu JOCTHKEHUH YACTUYHOTO MJIH MOJIHOTO OTBETA Ha TEPAIHIO.

breicTpoe cHmxkeHue cyrounor mporemnypun (1o <1 r/cyt kK 6-my unu g0 <0,8 r/cyT k 12-my
MECSIIIy Teparuu) SBISETCS MPETUKTOPOM JOJITOCPOYHOTO OaronpustHoro ucxona BH.




Heobxoammo oCyIIecTBIsATh MOHUTOPHHT Kaxiaple 2—4 Hem B TedeHue 2—4 Mec OT MOMEHTa
YCTAHOBIICHHsI JMarHo3a Wi obOoctpeHuss BH, Bxiouas KIMHUYECKMH aHAUM3 KpOBH,
ornpeneneHue Maccol Tena, AJl, ypoBHS KpeaTWHUHA, albOyMHHA, JUIHUIOB M 3JIEKTPOJIUTOB B
CBIBOPOTKE KPOBU, IPOTEUHYPHUH, SPUTPOLIUTYPUH, JIEUKOLUTYPUH, IMIINHAPYpuH, pacuer CKD.
Kaxzasle 6 Mec cieayeT KOHTPOIMPOBaTh MMMYyHoJorudeckue mapkepbl CKB: koHueHTparuo
C3- u C4-xomnoHeHnToB KomiuieMenTa, aHTuIc/IHK u antuten k C1q-KOMIIOHEHTY KOMILJIEMEHTA.
Bonee undopmaruBHBIM MpenukTopoM obocTpeHuss BH sBisrOTCS HE aOCOMIOTHBIC 3HAYCHUS
NIEPEYUCIICHHBIX IOKa3aTellel, a UX W3MEHEHUs B AMHAMUKeE. [Ipu TOCTHKEHMM IOJIHOTO WU
YaCTUYHOT'O OTBETAa MOHUTOPHUHI IIPOBOAMUTCS KaKple 3—6 Mec.

4.4 KomopOuiHasi maTojaorusl.
AHTHDOCHOIUITHUIHBINA CHHAPOM.

AnTtadochomumuaasii cuaapoM (APC) - CHMITOMOKOMIUIEKC, PEHUAMBHPYIONINE TPOMOO3BI
(apTepranbHBIN W/HIM BEHO3HBIN), aKyIIEPCKYIO MATOJIOTHIO (Yalle CHHAPOM IMOTEPH IJI0Ja) U
cBsizaH c¢ cuHTE30M aHTU(ochommnuaneix antuten (adJl): aHTUKAPIUOIMIIMHOBBIX AHTHUTEIN
(aKJI) w/mnmm BomganouHoro anTukoaryisiata (BA), n/ninm antuten k B2-rmukonporenH | (anTu-
B2-I'TI I). A®@C sBasieTcst MOJIENIBI0 ayTOUMMYHHOTO TpOMO03a U OTHOCUTCS K MPUOOPETEHHBIM
TpOoMOODHITHSM.

Knununyeckue kpurepuu:
1 CocynucTslii TpoM003

OI[I/IH nin 0ojiee KIMHUYECKUX OIIUM30J0B apTCpHUaJIbHOI'0, BCHO3HOI'O HJIA TpOM603 MCJIKHX
COCYyIOB B 000M TKaHU WIIH opraHe. TpOM603 JOJIKCH OBITh NOATBCPKACH BOCIIPONU3BCACHUCM
I/I306pa)KeHI/I$I WJIn AJONIIICPOBCKHUM HCCICAOBAHUEM HJIN MOp(l)OJ'IOl"I/I‘leCKI/I, 3a HCKJIIFOYCHHEM
MOBEPXHOCTHBIX BCHO3HBIX TpOM6030B. MOp(I)OJ'IOl"I/I‘leCKOG MOATBCPKACHUC TOJIZKHO OBITh
MMpEaACTaBJICHO 0¢3 HAJIMYKS 3HAYMTEIHHOTO BOCIIAICHUS COCy,Z[HCTOﬁ CTCHKH.

2 [TaTomorus GepeMeHHOCTH

a) OJIMH WM OoJjiee cilyyaeB BHYTPUYTPOOHOH rubenu MopQojIorHueckd HOPMAJIBHOTO IUIO/A
nocie 10 Henenpb rectanyuy (HOpMaiabHble MOP(HOIOTHUECKUE TPU3HAKY 11014

JAOKYMCHTHPOBAHLI HA V33U nnu HEMOCPCACTBCHHBIM OCMOTPOM rmoz[a) NN

0) oauH 1M 60JIee CITydaeB MPEXACBPEMEHHBIX POIOB MOP(OTOTHYECKH HOPMATBHOTO TIJ10/1a JI0
34 Henenb recrtalMy M3-3a BBIPAXKEHHOM NPESKIAMIICUM WM SKJIAMIICHM, WU BBIPAKEHHON
TUTAIICHTAPHON HEJTIOCTATOYHOCTH WA

B) TpU HIIN Ooiee MOCJICAOBATCIIbHBIX CIIy4YacB CIIOHTAHHBIX a60pTOB 0 10 HCACIb T'S€CTallun
(PICKJ'IIO‘ICHI/IC — aHAaTOMHNYCCKHEC ILC(I)CKTBI MaTKH, TOPMOHAJIbHBIC HAPYIIICHH A, MATCPUHCKUEC UITN
OTHOBCKHUEC XPOMOCOMHBIC HapyIJ_IeHI/ISI)

JlaBopaTopHble KpUTEPUHI

1 Anrturena k kapauonununy IgG nnm IgM U30THTIOB, BBISBIIsIEMbIE B CBIBOPOTKE B CPETHUX HITH
BBICOKMX TUTpax, N0 KpaiiHel Mepe, 2 pa3a B TedeHue 12 Hell, C MOMOIIbIO CTaHJapTU30BAHHOTO
UMMYHO(EPMEHTHOTO METOA.

2 Antutena k B2-riukonpotenny I IgG n/mmm [gM u30Tut, BeISIBIsIEMBIE B CBIBOPOTKE B CPEITHUX
WM BBICOKMX THUTpaxX, IO KpalHel wMepe, 2 pa3a B TEUYCHUU 12 Hem, C MOMOIIbIO
CTaHJapTU30BaHHOTO UMMYHO()EPMEHTHOT'O METO/Ia.



3 BoyiyaHOYHBI aHTHKOAryJSHT B IUIa3Me, B JBYX KM OoJjiee CiIydasX HCCIEIOBaHHS C
NPOMEXKYTKOM HE MeHee |2  Hedenb, ONpENENsIeMbIi  COTIACHO  PEKOMEHIAIUSM
Mexnaynapoaaoro OoOmectBa Tpom0o3oB u I'emocraza (ucciemoBaTelbcKas Tpymna IO
BA/bocdonunma-3aBUCHMBIM aHTUTETIAM).

a) yJUIMHEHUE BPEMEHHU CBEPThIBaHUS IJ1a3Mbl B (hOC(HOINITNA-3aBUCUMBIX KOATI'yJIOTHYECKUX
tectax: AIITB, KBC, nporpoMOrHOBOE BpeMs, TECTHI ¢ siiaMu Paccena, TekcTapuHOBOE

BpeMs

6) OTCYTCTBHUEC KOPPCKIHU YAJIMHCHNA BPECMCHU CBCPThIBAHUA CKPUHUHI'OBBIX TCCTOB B TCCTAX
CMEIIMBAHHUS C JOHOPCKOM I1a3MOu

B) YKOPOUEHHE WM KOPPEKIMs yAIMHEHUS BPEMEHH CBEPThIBAHUS CKPUHUHIOBBIX TECTOB IIPU
no6asieHnu pocdoaunuaos

) UICKJIFOUEHHE JPYTUX KoaryJjonaruil, kak, Hanpumep uaruoutopa VIII gpaxropa cBepTeiBaHus
KPOBH WJIU TenaprHa (yTHHSIIONHIX (OCOTUTHII-3aBUCHMbBIE TECThI CBEPTHIBAHHS KPOBH)

Onpenenennpiii ADC guarHOCTHpPyeTCSl MPU HAJUYUU OAHOTO KIWHUYECKOTO M OJIHOTO
ceposoruueckoro kputepus. ADOC wuckiaouaeTcss ecnu MeHee 12 Hexenb wim Oosnee 5 et
BEIBISIFOTCST adJl 6e3 KIMHUYECKUX MPOSBICHUN WM KIMHWYECKHE TposiBiIeHus 0e3 adJl.
Hanuuue BpokIIEHHBIX WM IPUOOpPETEeHHBIX (PAKTOPOB pricka TpomO030B He uckiodaer ADC.
BbonbHbIe TOMKHBI OBITH CTPATU(PUIIMPOBAHEBI C a) HATUYHEM U 0) OTCYTCTBHUEM (DAaKTOPOB pHCKa
TpoM06030B. B 3aBucumoctu ot no3utuBHocTH 110 adJI pexomennoBano pazaensats 60apHbIX ADC
MO CIEAYIOIIMM KaTeropusm: | BbIsiBIEHHE 0ojiee OAHOTO JIabopaTOpHOro Mapkepa (B JTr000M
komOuHanun); lla. Tonbko BA; IIB. Tonpko aKJI; Tonbko anTUTENA K B2-TIMKONPOTEHHY | .

AHTudOoChoIMNUAHbIE aHTUTENA CIEAYET OnpeaesITh y Beex nanueHtos ¢ CKB.

[TpucyrctBue adJI accoumupoBaHO C TPOMOOTHYECKHMH OCJIOXKHEHUSMH, aKyIIEepCKOH
NaToJIoTHe M BBICOKMM pHUCKOM HEoOpaTHUMbIX NOBpexaeHud. HenaBHuil MeraaHanus
noaTBepAnS 3PpPEeKTUBHOCTh HU3KMX /103 aCUpPHHA B NEPBUYHOHN NMpoduiaakTHKe TPOMOO30B B
rpynne nangueHtoB ¢ CKB, nosutuBbix mo a®Jl. Ho, yunTeiBasi NOTEHLUMANbHBIA PHUCK
KPOBOTEUCHHH, BO3HUKAET HEOOXOIUMOCTH OIpENeIeHUs] KOHKPETHBIX MOATPYII MalMeHTOB,
HYKJAI0LMXCs B JaHHOM Tepanuu: naruenTsl ¢ CKB 1 mo0eiM ypoBHEM mo3uTuBHOCTH 110 adJl,
1100 Tosbko ¢ npoduiem adJI BbICOKOro pucka TpoMO0030B (IIO3UTUBHOCTH MO TPEM Kiaccam
adJl, HamuuMe BOJYAHOYHOIO aHTHKOAryJlsHTa — BA, BBICOKMH YpPOBEHb aHTHUTEN K
kapauonununy — aKJI). Kpome Huskux no3 acrnupuna 6oibHbie CKB ¢ adJI moryT monydarts
TEpaNnui0 HU3KOMOJIEKYJISIPHBIM TE€IAapUHOM B IEPHOJBI, COMNPSIKEHHBIE C BBICOKHM PHUCKOM
TPOMOOTHUYECKUX OCTIOXKHEHUH (OEpEeMEHHOCTh WIIN MOCIEONepalHOHHBIN IEPHO/T), HECMOTPS Ha
dbopMallbHOE OTCYTCTBHE YOSAUTEIBHBIX JT0KA3aTEIHCTB.

NHdekumm

WNudeknuu ObUTM NPHU3HAHBI HanOOJIee PACHPOCTPAHEHHOW COMYTCTBYIOIIEH IaTOIOTHEH Yy
NeIUaTPUYECKAX TMAIMEHTOB C BOJYAHKOW. YBEJIWYEHHE 4YacTOThl HHQEKIMH CBSI3aHO C
UMMYHOCYTIPECCHBHBIMHE TIPETiapaTaMu, HCIOab3yeMbIMHU JIst eueHus. Y aereit CKB mpoTekaet
OoJiee arpecCUBHO, YEM Y B3POCIBIX, TPeOys Oosiee MOIIHONW UMMYHOCYIIPECCHH M TEM CaMbBIM
co3/1aBast CKIIOHHOCTh K HHPEKITHSM.

bbulo oTMedeHo, YTO BBICOKas aKTUBHOCTb, MOYEYHBIE W HEPBHO-TICUXWYECKUE IMPOSIBICHUS,
tepanus nukinodochamunom unum mMukoderomatom mModeTiia, a Takke 0ojiee BBICOKHE JI03bI
I'KC, npucyTcTByIOIIHE B CXEME JICUEHUS, TTOBBIIIAIOT PUCK PA3BUTHSI CEPbE3HBIX MH(DEKITUH.



B peiitunre HamOosiee pacnpoCTpaHEHHBIX MH(EKLIUH OKa3aJuch MH(EKIHMU KOXH U MITKHX
TKaHeil, TNHEBMOHHMSA, WH(QEKIUN MOYEBBIBOJAMNIMX MYTEH C JIMXOPAagKOH, Celcuc W
OIOSICHIBAOIINH JIMILIAN.

Bo3Oynurenn wuHQEKHA BKIOYAIOT KaK ONIMOPTYHUCTHYECKHE, TaK W OOIIUe MaTOTeHHBIE
MHKpPOOPTaHU3MBI.

Mepamu 3allIUTHI SIBJISIETCS, B IEPBYIO OYEpe/lb, BaKIIMHALIMSA, coriacHO pekomeHaanusim EULAR,
pa3paboTaHHBIM AJI1 ayTOMMMYHHBIX peBMaThyeckux 3alosieBaHui. Ce30HHAs UMMYyHHU3aLMs
IPOTHB BHpyCa TIpUINA W ITHEBMOKOKKOBOW wWHpekiuu (BakumHbl Pneumovax, IlpeBeHap)
pexoMenioBaHa BceM narpientaM ¢ CKB BHe 000cTpeHus: U BBICOKOM aKTUBHOCTBIO OoJie3Hu. B
UCCIIIOBAaHHUAX MOKA3aHO, YTO BAKIMHAIMS MPOTUB I'PUIIA M MTHEBMOKOKKOBOW MH(EKINH HE
npuBoauT K oboctpenuto CKB, y OosbmmMHCTBA ManMeHTOB HaOMOAaeTcss 0Opa3oBaHHE
3alllMTHBIX aHTUTEN.B HacTosiee Bpems craja JocTynHa B OOIIed HOMyJSIMM BaKLMHALUS
npotuB BHpyca Herpes zoster, HO HeoOxomumbix uccienoBanunii npu CKB He mpoBoamiioch.
Crnenyer wn30eratb WMMYHHU3allMM JAaHHOW KaTerOpuu OOJBHBIX JKUBBIMH OCIa0JICHHBIMU
BaKIMHAMH U HE IPOBOJUTH €€ B IIEPHO 000CTpeHHs Win BbicoKoi aktTuBHOCTH CKB.

Kpaitne akTyanbHOIl mpoOieMoil SBJISIOTCS paHHsSS AMArHOCTHKA W JeueHue cemncuca. s
KIIMHUYECKOW XapaKTEPUCTUKH CTENEHU OPraHHOW IUCQYHKIMH, CBA3aHHON ¢ WH(EKIHEew,
MOJKET IpUMEHAThCA BamuaupoBanHas Ikama (SOFA (quick Sequential Organ Failure
Assessment), B KOTOpOH OIEHUBAIOTCS TPU KIMHUYECKUX MPHU3HAKA: 3HAYEHHUE CHUCTOIUYECKOIO
AJl <100 MM pT. CT., pecliupaTOpHOIro MHAEKca >22 B 1 MUH, MEHTalIbHOro craryca no ['masro
<15 GannoB. Hannume AByX U3 TpexX MEPEUUCICHHBIX MOKa3aTelel B epuo, ONU3KUI K Havaly
WH(QEKIMHU,  acCOIMUPOBAHO C  BBICOKMM  PHCKOM  HEOJarompusTHOIO  MPOTHO3a,
MPOJIOJDKUTEIIHOTO HAXO0XK/IEHUS B OTJCJICHUH MHTCHCUBHOM Teparuu, CMEPTH.

Ce pae4YHO-COCyancCTble 3aboneBaHun

BTOpOﬁ 10 4aCTOTEC COHyTCTBy'IOIJ_Ieﬁ MaTOJOTHH OBLIH 3apCrUCTPUPOBAHBI CEPACYHO-COCYAUCTHIC
3a00JIeBaHUsS B HUCCICIOBAaHNU KOMOp6I/II[HOCTI/I NEANaTPpUICCKUX IMMAIUCHTOB C CKB.
YCKOPGHHHﬁ ATCPOCKIICPO3 ABJIACTCA OJHON M3 OCHOBHBIX HpO6J’I€M BO B3pOCJIOM BO3paCTC y
MMallUEHTOB C BOJIYAHKOM. HpI/ILII/IHa Pa3BUTHA aTCPOCKIICPO3a TOYHO HE fACHA. ATCpOCKHepO3 y
OTUX INAITUCHTOB O6y0J'IOBJ'IeH HE TOJIBKO TpaAUIITHOHHBIMU (I)aKTOpaMI/I pUcCKa, TaKUMH KaK BO3PaCT
" apTCpUaibHasA TUIICPTCH3UA.

B ucciaenosanuu «The Atherosclerosis Prevention in Pediatric Lupus Erythematosus (APPLE)»
BBISIBIUIM (pAaKTOPBI PHUCKA PA3BUTHUSI PAHHETO aTEPOCKIEpO3a B JAETCKOM BO3PACTEe: YBEIMUYCHUE
BO3pacTa, MYKCKOU moJ, 6osee amutenbHas nponopkurenbHocTs CKB, 6onee Boicokmit UMT,
MOBBIIICHHBIA KIMPEHC KpeaTHHWHA, 0oJiee BHICOKUN YPOBEHD JIMIIONPOTEHHA A, MPOTEUHYPUS,
WCTIONIb30BaHUs a3aTHONPUHA U JTO3bI MPEAHU30JI0HA OBLITH CBSA3AHBI C YBEIMUECHUEM YTONIIECHUSI
WHTUMBI COHHBIX apTEepUi, YTO YBEJIWYMBAET PA3BUTHUE PAHHETO ATEPOCKIEpO3a B JETCKOM
BO3pacre.

[TprMeHeHre HU3KUX J103 aCIMPUHA YMEHbILIAET PUCK CepAeUHO-COCYIUCTHIX coObITHi Tpu CKB,
Y €r0 MOKHO MCIIOJIb30BAaTh JIJIs IEPBUYHOM MPO(PUIAKTUKU CEPICUHO-COCYAUCTHIX OCIOXKHEHHH,
OJIHAaKO BO3MOXXEH PHUCK pa3BUTHs KpOoBOTeueHUil. B HacTosdiee Bpemsi OTCYTCTBYIOT YETKHE
PEKOMEHJAIUK 110 TPUMEHEHHUIO acuprHa U cTaTUHOB y nanueHToB ¢ CKB. MbI cuntaeMm, 4to
9TH TpenapaThl HEOOXOUMO HCIIOIB30BaTh B 3aBUCUMOCTH OT pucka pa3Butus CCO, corimacHo
HallMOHAIbHBIM PEKOMEHIALIHSIM.

VYyer ¢akTopoB pucka M uUX Koppekius y OombHbIXx CKB MMeOT orpoMHOE 3Ha4YeHUE JUIs
cHIDKeHUs BeposiTHOcTH pa3BuTHs CC3. PeBmaronorn 0643aTeinbHO JOKHBI KOHTPOJIUPOBATh Y



NAllMEHTOB  IOKa3aTelIM JIMOUAHOTO  CIEKTpa KpPOBH  (KOHLEHTPALMIO  XOJIECTEPHHA,
TPUTIIULEPUIOB, XOJIECTEPUHA JUIONPOTEUZ0B BbICOKON IUIOTHOCTH), ypoBeHb A/l, IIIOKO3BI,
MH/IEKC MacChl TeJIa /MM OKPY>KHOCTh TaJIHU.

5. AncnaHcepHoe HabaoaeHume.

OcMoTp BpauoM-peBMaToJiorom namuenton, nonydaromux ['KC, ummynoaenpeccantsl u ['MBII
npoBoautcs 1 pa3 B Mec.

PexoMeHyercs BceM MalMeHTaM MPOBEIeHUE KIMHUYSCKOTO aHaIn3a KpoBU | pa3 B 2 HEJCIH.
PexoMenyercst onpeeeHne KOHIEHTPAllMK TeMOTJIOOMHA, YHCIIa YPUTPOLIUTOB, TPOMOOITUTOB,
JICHKOIMTOB, JISWKOIUTapHOH Popmyier, COD.

[Ipu cHMXEHHM 4YHCla JIGHKOLUTOB W/WUIN SPUTPOLMTOB, W/HIK TPOMOOIIMTOB HUXKE HOPMBI
PEKOMEHIyeTCsl TPOMYCTUTh HMHBEKIUU/TIPUEMBbl UMMYyHoJenpeccanTa. [lepopanbHblii mpuem
I'KC (B ciydae ux npuMeHeHHsl) TPOAOKUTE. KinHu4eckuil aHaiu3 KpoBU MOBTOPUTH uepe3 1
HEJIEJII0, 110CJIE BOCCTAHOBJICHUS IIOKa3aTesiel BO30OHOBIIAIOT JIEUEHUE UMMYHOIEIPECCAHTOM B
Tol ke go3e. [lpy MOBTOPHOM »SIM30/l€ CHIKEHUS YHCTIA KIETOK KPOBH PEKOMEHIYETCS
MPOKOHCYJIBTUPOBATHCS C BPA4OM-PEBMATOJIOTOM CTallMOHApa U PEIIMTh BOIPOC O KOPPEKIUU
036l  MUMMYHOJENpeccanta. I[Ipu  HEOOXOAMMOCTH  MAlUEHT TOCHUTAIM3HPYETCS B
PEBMaTOJIOTUYECKOE OT/AETICHUE JIsl KOPPEKIIUH TEPaIHH.

[TpoBenenne OHOXMMHYECKOro aHanu3a kpoBu 1 pa3 B 2 Heaenu. OmnpenessioT cieayrolue
nokasarenu: oouuil 6enok; OeiakoBbie (HpaKiuu, MOYEBUHY, KPEAaTUHUH, OUIHPYOUH, TIIOKO3Y,
Kanui, HaTpui, WOHM3UPOBAHHBIA KalblMH, TpaHCAaMUHA3bl, MIEIOYHYI0 docdarasy.
PexoMeHnayeTcsi mpomycTUTh HHBEKIIMU/TIPUEMBI UMMYHOICTIPECCAHTA TIPU TOBBIIICHUH YPOBHS
MOYEBHHBI W/Win KpeatunuHa, u/umm AJIT, ACT, u/unu 6unupyOrHa Beiie HOpMbl. [Ipo1omkuTh
npuem ['KC mepopanbHOo. buoxumudeckuii aHanu3 KpoBU MOBTOPUTH uepe3 | Hemeno, MmpH
HOpMAaJIHM3aIiK MOoKa3aTeneil BO30OHOBUTH JIEUeHHE UMMYHOEPECCaHTOM B TOH ke no3ze. [lpu
MOBTOPHOM OIHU30/€ TOBBIIICHUS OWOXMMHUYECKHX TMOKa3aTelneil KpPOBH pPEKOMEHAyeTCs
MPOKOHCYJIBTUPOBATHCS C BPadyOM-PEBMATOJIOTOM CTAallMOHAPa M PEUIUTh BOMPOC O KOPPEKIUU
036l  MMMYHOJENpeccanTa. [Ipu  HEOOXOMMMOCTH  TAIUEHT TOCHUTAIH3HPYETCS B
PEBMATOJIOTUICCKOE OTICICHUE JIUIsI KOPPEKITUH TEePATTHH.

Bcem manuenTaMm peKkoMeHJ0BAHO MPOBEIECHNE UMMYHOJIOTHYECKOTO aHaiu3a KpoBu 1 pa3 B 3
Mecsana. OnpenensroTcss ChIBOpoTOouHble KOHIEeHTpamuu Ig A, M, G; CPb, xommiemeHT
aHTUHYKIJIeapHOTO (aKkTopa, peBMaToumHOro (akrtopa, anTuTena k aycnupansHoit JIHK,
aHTUTENA K KApUOJIUIIUHY, 2-TJIMKOIPOTEUHY .

[IpoBeneHME KIMHUYECKOTO aHAIN3a MOYM peKOMEH10BaHo | pa3 B 1 Mecsa.
IIpoBenenue rnnekTpokapauorpammel 1 pas B 3 mMecsua.
VY3U OpronrHoi moIocTH, cepAra, mouek 1 pa3 B 6 MecsIes.

Bcem mnanmumentam ¢ CKB pexkoMeHayeTcsi MPOBEACHUE IUIAHOBOM TOCHUTAIM3ALHNA B
CHeMaIM3UPOBAaHHBINA CTAllMOHAp 2 pa3a B roJl C LEJIbI0 IPOBEIEHUS MOJHOTO 00CIe0BaHUS U
MIpU HEOOXOAMMOCTH KOppeKIuu Tepanuu. [Ipu pa3BuTum 060CTpeHUsI OCHOBHOTO 3a00JI€BaHNUs,
CEPBbE3HBIX HEKENATENbHBIX SBJICHUN WJIM CTOMKOH HENEPEHOCHMOCTH HMMYHOJEIPECCaHTa
PEKOMEHIyEeTCsl BHEIIJIAHOBAS TOCIIUTANIN3ALUS B CIIEUAIN3UPOBAHHBIN CTALlMOHAP.



Bcem nanuentam ¢ CKB pexomenayeTcs mpoBeieHHe KOMITJIEKCHONH BTOPUYHOM MPOQPHITAKTUKH
o0ocTpeHuii oOCHOBHOTO 3aboseBaHus. Bropuunas npodunaktuka obocTpeHus: 3a0oieBaHus U
MporpeCcCupoOBaHuA MHBAJIMAHOCTH Y IMMAIIMCHTA BKIIOYACT:

©)
©)

NOKU3HEHHOE HA0JII0ICHNE TAllUeHTOB;

IOCTOSIHHBIA KOHTPOJIb O€30IaCHOCTH INPOBOAMMOM JIEKAPCTBEHHOM Tepanmuu M HpU
HE00XOIMMOCTH €€ KOPPEKIIHS;

JUINTEJIBHOE TPOBEJICHHME MOAJEPKHUBAIOILEH Tepanuu, pa3pabOTaHHOW € Y4eToM
UH/IMBUYaJIbHBIX OCOOCHHOCTEN NallMeHTa U BapuaHTa O0JIe3HH;

o0ecrieyeHHe OXpPAHUTENIBHOIO peXuMa (OrpaHMYEHHE ICUXO3MOLIMOHAIBHBIX U
(Gu3nUecKux Harpy3ok, NpH HEOOXOJUMOCTH OOydeHue AeTeil Ha JoMy, IMOCELICHHE
IIKOJIbI JIUIIb IPU MOJyYE€HUH CTOWKOHN KIIMHUKO-1a00paTOpHOM pEMUCCHH, OTpaHHYEHHE
KOHTAKTOB JUIsl yMEHbILICHUS PUCKA PA3BUTUS MHPEKIIMOHHBIX 3a00J1€BaHU);
IpeoXpaHeHUe OT MHCOJSLMM U yIbTpaduoseToBoro odmaydenus ocodbenHo ¢ 10 go 16
4acoB (MCIIOJIb30BAaHUE COJHIIE3AIUTHBIX KPEMOB C BBICOKMM KO3 (PHUIIMEHTOM 3allUThI >
30, styu1ie Bcero NOJX0AAT CPeICTBA C JUOKCHIOM TUTaHA MIIM OKCUIOM LIMHKA; HOILIEHHUE
OJIeX/1bl, MAaKCHMaJIbHO 3aKpBIBAIOIIEH KOXY, T'OJIOBHBIX YOOpPOB C MOJIAMU; OTKa3 OT
MO0E3/10K B PETHOHBI C BBICOKUM YPOBHEM MHCOJISILIUMN).

[Tpuem ButamuHa D B npouinakTHUECKUX 103aX.

6. BbiBO,

Xotsa CKB sBasercs pPEeaAKUM 3a00JIeBaHUEM B HeﬂHanquCKOﬁ TIOomyJisinuu, €€ IOCIEACTBUSA
MOTYT OBITb TSHKEIBIMUA U HAaXKe CMCPTCIbHBIMHU. HCCMOTpH Ha TO, YTO OTHOIATOI'CHE3 CKB y
JeTer u B3POCJIbIX aHAJIOT I/ILIHLII\/’I, 0oJIe3Hb 00JIee TKEIO MNpOTCKACT B HCTCKOM BO3paACTC.
HCO6XO,Z[I/IMLI HOBBIC UCCIICAOBAHUA 11O OTACIIBHBIM IIPOABJICHUAM CKB BIMAIONIME Ha ASTEH U
MMoApOCTKOB H€O6XO)II/IMI>I IJId BBIABJICHWA HOBBIX IMMPOTHOCTUYCCKHUX MAPKEPOB U ONPCACICHUA
KOHKPETHBIX TECPANICBTUICCKUX CXEM JJIA JIIOJIEH B ’TOM BO3PAaCTHOM AHAITIa30HE.
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