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HAIIMOHAJIBHBINA KJIMHUYECKU TPOTOKO.T
AUNATHOCTUKA U JIEYEHUE
NMMYHOIVIOBYJIUH A- ITTOMEPYJ/IOITATUH



1. Bseoenue
1.1. Mexnynaponnas knaccudukanus 6omnesneit — MKb -10 koa(br):

Kon Kiaunnyeckue nposiBjieHust (OTMETUTh JOMHUHHPYIOIIYIO)
MKB-10

NO6 W3onupoBanHas mpoTeuHypHs

NO2 PenmnuBupyromas u ycroifunBas reMatypus

NOO OcTpslif HeQPUTHUECKUN CUHIPOM

NO1 BricTponporpeccupyromuii HepUTHUISCKUN CUHAPOM

NO3 XpoHnyeckuil HehPUTHUECKUIM CUHIPOM

NO04 Hedporrueckuit cuaapom

Cxauars (https://mkb-10.com/index.php?pid=13002)

1.2. Jlara pa3padoTku u nmepecMoTpa nporokosia: Jlara pazpadorku 2025 r., ¢ gatoi mepecMoTpa
B 2027 r. mo Mepe MOSBIEHUSI HOBBIX KIIIOUYEBBIX JOKA3aTeIbCTB. Bee mompaBKu K MpeICcTaBICHHBIM
pEeKOMEHAALUAM OYIyT OIMYOJIMKOBAaHBI B COOTBETCTBYIOIIUX IOKYMEHTAX

1.3. OTBeTcTBeHHOE YUpexkJAeHHe M0 Pa3padoTKe JAHHOI0 KJIMHHYECKOr0 IPOTOKOJA U
cranjapra: PecnyOnukaHCKUN CHEIMATM3UPOBAHHBIN HAyYHO-TIPAKTUYECKUM MEAUIIMHCKUM LEHTP
Hedporioruu u Tpancmnantauu mouku (PCHIIMIIHuTII).

1.4. Cunmcoxk paGoueii rpynnbl mo HedpoJOruM BHeCJIH CBOil BKJIaJA B pa3padorTky

KIMHHY€E€CKOI'0 IMPOTOKOJIA:

3akupos :kypar 3aBeayromnuil 2-M OT/AeICHUEM
1. Kannunar Hayk.
DaTuxoBUY remoauanuza PCHIIMIHuTII
Aoaynnaes llep3on 3aB. HAy4YHOTO OTHENa
2. JI.M.H., TOLIEHT
Caiigy/uiaeBuy PCHIIMIIHuTII
JramoOepauesa /lano
3. I.M.H, Tipodeccop TamlIMU
AdaucamaToBHA
Mup3saeBa bapuo
4, K.M.H., JIOIICHT Taml[IMU
MupkamoJioBHA
Jdamunosa Kamoua
JI.M.H., TOIICHT Taml ocCU
5. | MaparoBHa
MynasBapoB bypxan
y P P K.M.H., JOILIEHT Taml'ocCHU

6. | Aday:xaanaoBuy



https://mkb-10.com/index.php?pid=13002

1.5. Cnucoxk 0CHOBHBIX AaBTOPOB :

Ne D .N.0. MecTto padoThbl 3Banne/10JKHOCTH
CabupoB Maxkcyn 3aMecTuTelNb AUPEKTOPA MO HAyKe, JI.M.H.,
1. PCHIIMIIHuTII
ArtabaeBuu npodeccop
[TapanoB OauMXoH 3aBeyIoMi HAyYHBIM OTIECICHUEM
2. PCHIIMIIHuTII
Hanupxanosuu «B3pocnas u nerckast HehpoIOTHs
3 CynranoB Hagup PCHIIMIIHuTII 3aBeyIOIU HAyUYHBIM OTJEJICHUEM.
. Hasuposuu K.M.H.

1.6 PeneH3eHTHI:

Ne ®.N.0. Mecto padoTsl 3BaHMe/10/ZKHOCTH
ATaxojpKaena HouenT xadeaps Buyrpenane 6one3Hu,
1. Fyﬂqexpa TamIIMHN
HedposIorHs U reMouaNu3, 1.M.H.
AOGnyHaOueBHa
) laitmoB AGnyxammap Nazarbayev JoneHT MeauIIUHCKOM MIKOJIBI
' DpKUHOBHY University Nazarbayev University, k.m.H.

1.7. Texuuyeckasi IKCIEPTHAA OLEHKA U PeIAKTHUPOBAHME:

1. XaaukoB Ammmep IOcymoBnu - PecnyOnukaHCKOTO — CHEIMATU3UPOBAHHOTO HAyYHO-
[IPAKTUYECKOTO MEIUIIMHCKOIO LIEHTpa YHAOKPUHOJIOIUY UM. akajgemuka Typakymnosa S.X.

2. TyprynoBa JImnopom IlynaroBua — lLleHTp pa3Butusi mpo)eCCHOHAIBHON KBaNIU(UKAIIIH

MEIUITUHCKHUX KaJIPOB.

Hacrosmuii HarmoHaNBHBIA KIMHAYECKUN TPOTOKONI W CTaHAApT pa3paboTaHBI MOJ PYKOBOJCTBOM
3aMECTHTENI MUHHCTpa 37paBBOXpaHeHUs bacurxanoBoit D.M, HadanpbHWKA YIPaBICHUS MEIUIIMHCKOTO
ctpaxoBanus Anmapaonosa LK., HauanpHHKa OT/AETa pa3pabOTKH M BHEAPEHUS KIMHIHYECKUX MMPOTOKOJIOB H
crannaptoB Hypumonoit III.P., a Takke ¢ OpraHuM3alMOHHONW M MPAKTUYECKOW MOMOIIbIO TJaBHOTO

crienuanucta otaena hxymaesoi I'.T. u Begyniero cnenuanucra oraena Paxumosoit H.@.

1.8. Jlata u HOMep BBINKUCKHU U3 NMPOTOKOJIa 00cy:x1eHns: Beimucka u3 nporokosia Ne oT

202 roga Yuénoro copera PHIIMIIHuTII.




6) Coxpamenus, ucnoJsb3zyemblie B [IpoTokosie;

BPA 0JI0KaTOPBI peLenTopoB AQHI'MOTEH3UHA-TT (ATX
Kjaccuukanus: « AHTaroOHUCTh! aHrHoTeH3uHa [1»)

AN JIOBEPUTEIIbHBIA HHTEPBAJ

31T 3aMeCTHTENbHas TOYeyHast Teparnus:

uAll® MHTUOUTOPBI AaHTHOTEH3MH-TIpeBpamniamomero ¢gepmenra (ATX
knaccuukanus «Muruduropsr AIID»)

UK MMMYHHBIE KOMILJIEKCHI

UCT MMMYHOCYTIPECCUBHAS Tepanus

MA MeTa-aHajau3

MKBb MexnyHapoaHas kiaccupukanus 6omae3nen

OIlIT OCTpPO€ MOBPEXKACHUE MTOYEK

PAC PEHHUH-aHTMOTEH3MHOBAs CHCTEMa

Pr’ pabouas rpynmna

PKHN PaHIOMU3UPOBAHHOE KIMHUYECKOE UCCIECI0BAHUE

CK®D CKOpOCTh KIIyOOUKOBOH (puibTparmm

pCK®D pacueTHas CKOpOCTh KIIyOOUKOBOH (puibTpanuu

TIIH TepMHHAJIbHAS [I0YE€YHAst HEAOCTATOYHOCTh

XBII XpoHHUYEcKast 00JI€3Hb IMOYEK

Gd-1gA rajlakTo30e(pUIUTHBII UMMYHOTIIO0YIUH A 1

IgA MMMYHOTJIOOYJIMH A

IgAl UMMYHOTJIOOYTTUH A]

IgAN UMMYHOTJIOOYIIMH A-HedponaTus

IgG uMMyHOTTI00yTH G

IgM UMMYHOTJIO0yTuH M

7) Iloab30BaTe M JAHHOTO AUATHO32/HO30JI0THYECKOT0 MIPOTOK0JIA;

Bpau-nedposor.
Bpau-TeparesT.
Bpau-yposor.
Bpau-remarouior.

Bpau-peBmaronor.

S A R A

Bpau-undexuuonucr.

Bpau o61eit npakTuku (ceMeiHbIi Bpay).

8) Kareropusi 60JIbHBIX 110 JAHHOMY JAMATHO3Y/HO30J10THH:

- B3pOCIbIi OONbHUE.




9) llIkana ypoBHS 10KA3aTeJbHOCTH 0KA3aTEJIbHON MeIUIIUHbI.

YpoBHHU JIOCTOBEPHOCTH JI0KA3aTeJIbCTB ISt Jie4eOHbIX,
peadWINTAIHOHHBIX M NPOPUIAKTHYECKUX BMELIATEIbCTB

Yposennb
p Tun nanHbIX
AOCTOBEPHOCTH
1 Cucremarnueckuii 0630p PKU ¢ npumenennem Mera-aHanusa
Otnenbubie PKU u cuctemaTundeckue 0030pbl UCCIEIOBAHUN TI000TO
2 .
nu3aitHa (momumo PKI) ¢ mpuMeHneHnem meTa-aHanm3a
HepannomusupoBaHHbIE CpPaBHUTEIbHBIE HCCIEIOBAHUSA, B T.4.
3
KOTOPTHBIE HCCIIEI0OBAHUS
HecpaBuutenbHble HcciaeOBaHMs, OMHCAHUE KIMHHUYECKOTO Clydas
4
WIM CEPUH CITyYaeB, UCCIEN0BAHUS CIy4al-KOHTPOJIb»
Nmeetcs numib 000CHOBaHHE MEXaHW3Ma JEWCTBUS BMEIIATEIbCTBA
5
(IOKIMHUYECKHE UCCIIEeIOBAHMSI) MIIM MHEHHUE DKCIIEPTOB

[IIkaja ypoBHS 10KA3aTeJbHOCTH B 10KA3aTeJIbHON MeIULIMHE.

Kareropus HcTrounuk

OcHoBaHue peKOMEHIANNH
JOKA3aHHOCTH J0KA3aTeJILCTB

PannomusupoBannbie | OnHo3HauHass — (CwibHasi)  pekomeHpaarus  (Bce

KOHTPOJIUPYEMBIE paccMaTpuBaeMble
HCCIIEA0BAHUS Kputepun dPPEKTUBHOCTH (MCXOIBI)  SBISIOTCS
BA)KHBIMU, BCE
A UCCIICI0OBAHUS UMEIOT BBICOKOE WIN
YAOBIIETBOPUTENBHOE

MCTOJOJIOTHYCCKOEC Kad4€CTBO, MHX BbIBOABI IIO

HWHTEPECYIOIUM ucxoz1aM SIBIISIFOTCS
COIIACOBAaHHBIMU)
PannomusupoBanubsie | HeoqHo3nauHas (ycioBHasi) pekomeHaaiusi (He Bce
KOHTPOJIHPYEMbIE paccMarpuBaeMble  Kputepuu  A(HPEKTUBHOCTH
UCCIIEIOBAHUS (ucxompl)  SABNSIOTCS ~ Ba)KHBIMH, HE BCE
B WCCIIEJOBAHUS HUMEIOT BBICOKOE WK
YAOBIETBOPUTEILHOE

METOJIOJIOTHYECKOE KaueCTBO W/WIIM WX BBIBOJBI TI0
HMHTEPECYIOLUM ucxoziaM HE SIBIISIFOTCS
COTJIaCOBAaHHBIMU)




HepannomusupoBans
bl€ KOHTPOJIUPYEMBIE
UCCIIEI0OBAHNUS

Huskas (cmabasi) pexoMeHAanusi — OTCYTCTBHUE
JIOKa3aTeNIbCTB

HaJJIeXkKaIIero kKadectBa (BCe paccMaTpHBacMbIe
KpUTEPUU

3¢ (}eKTUBHOCTH (MCXOABI) SIBISIOTCS HEBaXKHBIMU,
BCE MCCIIEIOBAHNS NMEIOT HU3KOE METOL0IOTHUYECKOE

Ka4eCTBO u ux BBIBO/IbI o
HMHTEPECYIOINM ucxoaam HE SIBIISIOTCS
COIIACOBAaHHBIMU)

MHeHus 3KCIEepTOB

JlokazaTenbCTBa ~ OCHOBaHBI ~ Ha  KOHCEHCYCE,
JOCTUTHYTOM TPYIIIONW IKCIEPTOB MO KOHKPETHOMY
BOTIPOCY.
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2. OCHOBHAS YACTHD.
Beenenue
2.1 TepMuHBI U onpeAeICHUSA

Nmmynorooynun A-nedpponaruss (IgAN) — xponuueckas miioMepyisipHasi OOJe3Hb,
CBSI3aHHAs C BOCHAJIMUTEIbHBIM MOPAKEHUEM IMOYEUHBIX KIIYOOUKOB, OMOCPEIOBAaHHBIM JIETIO3UIUEI
UMMYHHBIX KOMIUICKCOB, COAEpXKaluX abeppaHTHBIA ceKpeTopHbld MMMyHODToOynuH A (IgA) u
NPUBOJIAIIAS K Pa3BUTHIO HEOOPATUMBIX (PHUOPOILUIACTHUECKUX U3MEHEeHHH opraHa [1,2]

2.2 DTHOJI0OTHA M TATOreHe3 3a00JIeBaHUSI MJIM COCTOSTHUS (Tpynnbl 3a0071eBAHMNA WU
COCTOSIHUIA)

IgJAN sBrsercs Hambosee pacHpoCTpaHEHHOM HMMMYHHOH Imomepysonatue B mupe [3],
KOTOpasi MaTOr€HETHUYECKU IPEICTABISAET COOOH NOBPEXICHHE IOYKU B pe3ylbTare W3MEHEHHH
MMMYHHOT'O OTBETa CJIM3UCTBIX 000j0ueKk. KiltoueBbIM MOMEHTOM B pPa3BUTUHM OOJIE3HU SBISETCA
MUHOpHAasi MOJIEKYJISIpHAs IIEPECTPOMKA B IIAPHUPHOM Y4acTKE CEKPETOPHOTO UMMYHOIIIOOyIMHa A 1
(IgAl), nposiBisiroriasicsi B BUjie HapyIICHHs TalaKTO3UIUPOBaHusl B cTpykType O-rukana [4,5], uto
MPUBOJIUT K M3MEHEHHIO KOH(OPMAIIMM MOJEKYIbl UM NMPUOOPETEHUIO CBOWCTB ayTOaHTHUTEHA [6].
HeobOxomumbiM ycaoBreM st TUnieprpoaykiuu ranakrosofeduiuraoro IgAl (Gd-1gAl) seasiercs
aKTUBALUsl UMMYHHBIX PEaKLUi CIM3HUCTBIX W HapylIEHUE IPOLECCOB cekpeunu [7,8]. YBennueHue
nyna Gd-IgAl B mupkynsuuy NpuBOAMT K oOpa3oBaHHI0O MMMYHHBIX KomiuiekcoB (MK), ocHoBy
KOTOPBIX COCTABIISIOT ayToaHTuTena kinaccos 1gG, IgA (ummyHorioOynuH G, A COOTBETCTBEHHO) UITH
IgM (ummyrorno6ymna M) x Gd-1gAl, CD89 (FcuRlI) u kommemenra [9, 10]. Gd-IgAl-conep:kamne
UK BcaencTsre OOJBIIOTO MOJIEKYISIPHOTO paguyca HE MOTYT OBITh HMOABEPTHYTHI €CTECTBEHHOMY
KiMpeHcy B remarorurax [11]. B pesynbrare Hakomienuss Gd-IgAl B mupkysisinuu, MpOUCXOIUT
nenosunius TnA-comepxkamux MK B meszanrum m ux B3aumozeiictBue ¢ CD71 (pementopoMm K
TpaHCc(heppuHy), UYTO BBI3BIBAET MPONU(EPALUI0 ME3aHTMOIMTOB C TOCIEAYIOUEH aKTHBalUe
CUCTEMBI KOMIUIEMEHTA, UMMYHHBIX KJIIETOK U APYTUX PE3UACHTHBIX KJIETOUHBIX NOMY/SALUN, TPUBOAS
K ITOBPEXKICHHUIO OpraHa U OpMUPOBAHHUIO TUIIMYHON MOpdosornyeckoil kKapTunbl 6one3nu [12, 13].
PacriipocTpaHeHHOCTh, KIMHHKO-MOpGOJorHuecKkue mposBiacHus W mporao3 IgAN  umeror
3HaUUTENbHbIE Teorpaduyeckue M pacoBble pasnuuusa [14-18]. MHoroneTHue KIMHUYECKHE
HaOmoneHus: TeueHust ciydaeB IgAN Mmo3BoOJSIOT cuMTaTh, 4TO 0OJE3HH B POCCUHCKON MOMYJISIIUU
MOXET UMEThb  CYLIECTBEHHbIE  OCOOCHHOCTM  pacHpOCTPAHEHHOCTH,  KIMHUYECKUX U
Mop(hoornyecKkux MposiBICHUH, a Takke mporuosa [19].

Yamie Bcero IgAN nporekaeT 66 CCUMIITOMHO U ITPOrpeCCUpyeT MEAJIEHHO, U IPUMEPHO Y 25-
30% n1000i1 KOTOPTHI OYEUHASI HEAOCTATOYHOCTh pa3BuBaeTcs B TedeHue 20-25 et mocie nosiBiIeHus
NEPBBIX NPU3HAKOB 3a OosjeBaHus. B oTiamune oT OONBIIMHCTBA ITIOMEPYJSp HBIX 3a00JeBaHU,

BKJIFOYEHHBIX B 3TO PYKOBOJACTBO, jeueHue IgAN cocpenoToueHo Ha CTpaTerusx, OCHO BaHHBIX Ha
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MMMYHOCYIPECCHM, a Ha TaK Ha3blBaeMOW IMOJAEP)KUBAIOIIECH TepanuM, HANpaBICHHOW Ha 3amen
JIHWE CKOPOCTH TporpeccupoBaHus 3aboneBanus. OHa BKIOYAeT B ceOsl cTporuid KoHTpoib All,
ontuMansHoe monasieane PAC u momudukammio oOpas3a JKWU3HM, BKIIOYAs CHIDKCHHE Beca,
¢duznyeckue yNpakKHEHHs, OTKa3 OT KypeHHsS M OrpaHHYEeHHE NOTpeOIeHHs HaTpus C MULIEH.
Hecmotps Ha To, uto IAN XapakTepusyercsi €IMHCTBEHHBIM TMCTONATOJIOIMYECKUM KPUTEpUEM —
HAJTMYUEM MPeoONaarouX WM KOAOMUHAHTHBIX OTIOKeHUH |QA, BBISIBISEMBIX MpH OUOIICHH
[IOYKHU, B HACTOSIIIEE BPEMsl XOPOIIO M3BECTHO, YTO 3TO “3a OojieBaHUE OTIMYAETCSI 3HAYUTEIIbHOMN
IeTEPOreHHO CThIO KIMHUYECKUX M MOQPOJIOrMYecKuX Mpu3HakoB. Mmerorcs yOeauTelbHbIe
JI0Ka3aTesIbCTBA TOTO, YTO MHJIEMHOJIOT U, KIMHUYECKas KapTHHA, IPOrpeccy poBaHue 3a001eBaHMs
u otnaneHHele ucxoasl IgAN pasnuyaroTcss B pa3sHbIX dTHHUYECKUX Tpynmax no Bcemy mupy. IgAN
Han0oJee pacpoCTpaHeHa U ¢ OOJIBIIEH BEPOSTHOCTHIO BBI3BIBACT MIOUEUHYIO HEJOCTATOYHOCTD Y JIHII
BOCTOYHOA3UATCKOTO MPOUCXOKIEHUS, 32 KOTO PhIMH CIEIYIOT €BPOIEOUIbI, 1 OTHOCUTENIBHO PENIKO
BCTpeYaeTcsl y JML a(pHUKAHCKOIO IMpOUCXOKJeHHUA. HescHo, CBsA3aHbl JIM 3TH OCOOEHHOCTH C
pasMYMsAMU B TATOTEHE3€ W/MIM C BKJIAJOM DPA3IUYHBIX T'€HETH YEeCKHX (DaKTOPOB M BIMSHUEM
(dakTopoB BHEIIHEH cpeabl. B 3Toil m1aBe narorcs pekoMeHaauuu 1o jedeHuro B3pocisix ¢ IgAN u
MIPEICTABJICHbI MTPAKTUUECKHE COBETHI B OTHOILIEHUM MPUMEHEHUS 3TUX PEKOMEHJAA Ui y nereil B
Bo3pacte oT 1 1o 18 ner. Tam, rae 310 ObUIO BO3MOXKHO, Mbl OAYEPKHUBAIM BO3MOXHBIE pa COBbIE
pa3ianuus B peakluy Ha KOHKPETHBIE CXEMBbI JICUEHHUS.

2.3 Onuaemuosiorust 3a00jieBaHUS WJIM COCTOSIHMS (rpynmnbl  3a0oJieBaHUM  WJIH
COCTOSTHMH)

OTnenbHBIX JaHHBIX O(QHUIMANBHOM CTAaTUCTHKM W TOMYJISIMMOHHBIX MCCIEJOBaHUN O
pacrpoCTpaHEHHOCTH, 3a00JI€Ba€MOCTH, CMEPTHOCTH IO IIOMEPYISIPHBIM 3a00JI€BaHUAM, BKJIOYAs
IgAN, He mnpencrasneHo. Ilpenmonaraercs, 4To 10 MMMYHHBIX ITIOMEPYJIONATHI, K KOTOPHIM
otHocuTtcs IgAN, cpeau Bcex moMepyasipHbIX M UHTEPCTULIMAIBHBIX 00JIe3Hel nouek cocrasisier 20-
30% c pacnpoctpanernHoctbio 300-450 ma 100000.

PacnipocTpaHeHHOCTb, KIMHHKO-MOp(dosoruyeckue mnposBieHuss u nporso3 IgAN umeror
3HAYUTENbHBIE Teorpaduyeckne W pacoBble paszmmuus [14-18]. IgAN BesBmsiror B 41,% cpenun
NEPBUYHBIX UMMYHHBIX IJIOMEPYJONATUH ¢ okugaemMoin pacnpoctpaneHHOCTh0 100-200 ciiydaeB Ha
100000.

HecMmoTpst Ha OTHOCHUTENBHYIO HU3KYIO PACIIPOCTPAHEHHOCTh, UMMYHHBIE ITIOMEPYJIONaTHH—
HapOojiee dacTas TNpPUYMHA PA3BUTHS TEPMUHAILHON modyeuHoil HemoctarouHoctd (TIIH) u
HEOOXOAMMOCTH MPOBEECHUS JOPOTOCTOsIIIEH 3aMecTuTenbHOM moueunoit Tepanuu (311T) metonamu
Jyanu3a W TPAHCIUIAHTAUWMU TO4YkH [23], mnoTpeOnsitomei CylnecTBEHHYI0 JOi0 OromkeTa

3apaBooxpaHeHus. HenmocTarouHblii KOHTPOJIb QyTOMMMYHHOI'O BOCIAIUTEIBLHOTO MpOoIecca B MOYKe
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SBIISIETCS. OCHOBHBIM (DaKTOpPOM Mporpeccupyromux (HuOpOIIacTHYeCKUX W3MEHEHUH U yTpaThbl

¢byHKIMi opraHa.

2.4 Oco0eHHOCTH KOTUPOBAHMS 3200/1eBAHUS UJIH COCTOSTHUS (TPyNNbI 3a00/1eBaHUI HJIH
COCTOSsIHUI) 10 MeXIyHAPOAHOH CTATHCTHYECKON Kjaaccupukauuu 0Oosie3Hel U mpodiiem,
CBSI3AHHBIX CO 310POBbEM

C yderoM pa3HOOOpa3usi KIMHUYECKUX M Mopdoiorudeckux mpossiaeHuit IgAN, mis ee

KoaupoBaHus 1Mo MexayHaponHoit knaccudukanuu Oonesneir OJICB-10) crnemyeT npuUMEHSTH
COYETaHUSI COOTBETCTBYIOIIMX KOJOB, OTPAXKAIOMINX KIMHUYECKHE CHHIPOMBI M THCTOJOTHIO.
Tpex3naunbie pyopuku NOO-NO6 ocHoBanbl Ha kimHUYeckux cuHapomax. C pyopukxamu NOO-NO6
cleqyeT HCMONb30BaTh YETBEPThbIE 3HAKU, Kiaccuuuupyoomue MophoIorndeckue H3MEHEHHs
(moapyopuku . |, .3, .4, .7, .8). [locnennue yka3plBaroTCs Yepe3 TOUKY MOCIE KoJa KIMHUYECKOTO
curapoma (Hanpumep, NO02.3). [MoapyOpuku He CeayeT HCIONb30BaTh, €CIIU IS UACHTU(UKAIIHH
MOpaKeHH He OBUTM NPOBEEHBI CTeUaIbHBIC HCCIIEIOBAaHUS (HAanpuMep, OUOTICHS WIIA ayTOTICHS
nmouek) (taodum. 1).

Cnyyan IgAN mpu nypnype ['enoxa-Illenneiina (D69.0) cnenyer xomuposarh kak N08.2
(I'momepynsipHbIe MOpakeHUs P 00JIE3HAX KPOBU M MMMYHHBIX HApPYIICHUSX ).

IgAN, 1o omnpeneneHuo, ABIsSETCS XPOHUYECKUM MOBPEKICHUEM TTOUKH, TO3TOMY BCE CITydau
3TOro 3a00JeBaHUS JOJDKHBI OBbITH KIACCHU(UIIMPOBAHBI B COOTBETCTBUU C PEKOMEHIAIMAMHU IO
xpoHuueckoit 6onesnn mouek (XbIT) [24].

st o6o3nauenus craguii XBII cienyer ucnonp3oBars koasl N18.1-N18.5 (tabmn. 2), a pacuer
ckopocTti KiyooukoBoit ¢unsrparu (CK®) neodxomumo BeimonusaTs mo (opmyre CKD-EPI B
CHEIHMANIbHBIX KaNbKYIATOpax Ha OCHOBAHMM KOHIEHTPALIUK KPeaTHHUHA B CHIBOPOTKE KPOBH, T0JIa,
BO3pacta u pacel naruenra («IIpunoxenue ['», m. 1) [25,26].

Taonuna 2. Knaccnuxanus craauii XbII no ypoBaio CK® u cooTBeTCTBHE KOAMPOBKE

MKB-10

O6o3nauenne = Ypoenb CK®D Kon Hasganue

craguii XbII mi/mun/1,73 M | MKB-10%*
Cl N18.1 X oHnueckast 001e3Hb MOYEK, CTAIU
C2 60-89 MS2 XpoHudeckasi 00J1e3Hb TIOYCK, CTaTus 2
C3a 45-59 M82 XpoHunueckasi 00JIe3Hb TIOYEK, CTaus 3
C306 30-44
C4 15-29 M84 X oHudeckas 00JIE3HB MMOYEK, cTanausa 4
C5 MS.5 XpoHuyeckasi 60J1€3Hb OYEK, CTaTus 5

[Mpumeuanue: — xogoM N 18.9 o6o3nauarotes ciydan XBII ¢ HEyTOUHEHHOMN CTaTHEH.
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2.5 Knaccudukanusi 3a0071eBaHUs WIH COCTOSTHUS (TPYNIbI 3200/1€BAHUH WU

COCTOSIHUIA)

KJ'IaCCI/I(I)I/IKaLII/IH |gAN OCHOBaHa Ha OLCHKC BbIPAXCHHOCTH THUCTOJOINYCCKUX

M3MeHeHul KI1yoouKoB [27,28]:

e Me3aHruajabHoi npoaudepanunn (MO — He Gonee uem B 50° 0 ky6oukoB, M] u Gosee; Gonee

TpeX KJIETOK B ME€3aHTHAILHOM 001acTh),

e HAokanuwsipHoii npoaudepaunu (EO otcyrerByerT, E 1 ykaspiBaeT Ha HaJM4uue), CETMEHTApPHOTO

CKJIEpO3a WM aJIre3uy METellb KaMWUIIPOB K Kancyne kirydouka (SO — Her, S 1 _yka3biBaeT Ha

HAJIAYKE),

e TyOyasipHoii aTpodumn/unTepcTHIHAIBHOTO puopoza (TO — menee yem 25% KopTHUKaIHLHON

30HbI, T 1 — 26-50% xopTukaasHO# 30HbI, T2 6oee 50% KOPTHKAIbHOM 30HBI;

® KJIeTOYHBIX WM GUOPO3HO-KIAeTOUHBbIX noayayHuil (CO wer, C 1 — menee 25% kinyboukos, C2

— 25% u 6onee KITyOOUKOB).

2.6 Kiilunn4yeckasi KapTUHA 3200/1eBaHU S WJIN COCTOSIHUS (TPYNIIBLI 32001€eBaHNI WJIN

COCTOSIHUI)

OcHoBHbIE NPU3HAKH, [103BOJIAIOIIKE peanoiarats Hannuue IgAN, npencrasiaeHs! B Tabdm. 3.

Tabmuma 3. OcHOBHBIE IPU3HAKH, ITO3BOJISAIONINE TIpeAnonarare Haauure [gAN

Mapkep
Kamoost

JlaHHbie
MEIUIUHCKON T0KYMEHTaluN

dHaMHEC3a U aHaJIn3a

IIpumeyanus

W3MeHeHus 1Beta MOYM, M3MEHEHHUs oObema
JINype3a OJIUrOypusl, NOJINYPHSl , HUKTYPHS

VYKka3aHMsl Ha BBISBJICHHbBIE paHEe H3MEHEHHS
MOYM — IIPOTEUHYPUS U TeMaTypHsl, HaIu4uue
HE(PPUTHUECKOTO WIn HE(PPOTUYECKOTO
CHHJIPOMOB; XpOHUYECKHE BOCIIAIUTEIbHBIE

MMPOLCCChI CIIU3UCTBIX

duzukanbHOE 00CIEI0BAHUE

[ToBblmeHHast a1b0yMUHYPHS/TIPOTEUHYPHUS

Croiikoe
KITyOOYKOBOH (rutbTparmu MeHee 60
mir/mun/T,73 M2

CHHMIKCHUC CKOpPOCTH

VYBenuyeHne pasMepa TOYEK, CHUMIITOMBI
ypeMuu, nepudepudeckue 1 MoJI0CTHbIE OTEKH,
W3MEHEHHEe 1BeTa M  o0beMa  MOYH,
apTepuainbHas TUMIEPTEH3Us; TeMopparnyeckas
CBIMb, MOPAXKEHUE CYCTAaBOB, a0IOMUHAJILHBIC
00111, HapyILLIEHUS CTyNa, MOPaKEHUE JIETKUX U
TUTTUYIHBIE

OpOHXOB, M3MCHEHHS TIICUCHHU;

IMPHU3HAKH BOCHIAJIUTCIBHBIX

3a00JIeBaHUI CIU3UCTHIX

XPOHHUYCCKHX

Mapxeps! yBenuueHuUs! KIIyOOUKOBOI
MIPOHUIIAEMOCTH U TIOYEYHON AUCPYHKINUU

Nunexc, TECHO KOPPETUPYIOIINMA C
napruaIbHBIMHA (PYHKITUSIMU TTOYEK
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Crolikre N3MEHEHHS B KICTOUYHOM ocCaaKe
MOYH

I[pyrHe HN3MCHCHHS COCTaBa KPOBU U MOYIU

DPUTPOLUTYPHS (rematypwusi),
APUTPOLIUTAPHBIE IIVITHHPHI

ABOTCMI/IH, ypemus, U3SMCHCHU CLIBOpOTO‘-IHOfI
U MOYEBOH KOHICHTpaIUU S3JICKTPOJIUTOB,
HapylmeHus KUCJIIOTHO-IICJIOYHOT'O paBHOBECHA,

NOBBILIEHNE YPOBHS | A B HUpKyIsauuu

H3MeHeHns MOoYeK 0 JaHHBIM JIY4CBBIX
METOJO0B UCCIICTOBAHUA

HN3meHeHne pasMEpoB  IIOYCK, HAPYHICHUC

MHTPapeHAIbHON FeMOJINMHAMUKHI

V3MeHeHUs: B TKaHU TOYEK, BBISBICHHBIC MPH
MPKU3HEHHOM MOP(OJIOTHIECKOM

HCCJICJOBAHUH OpraHa

IIpu3HaKy aKTUBHOTO ITOBPEKICHUS
MOYEYHBIX CTPYKTYP, CIICHUPHUIECKHE IS
IgAN, u yHuBepcaibHbie Mapkepsl (Hudposa

KOMITAPTMEHTOB oprasa, yka3bIBaroIiue
Ha «XpOHU(PHUKAIUIO>> MATOJIOTHYECKOTO

nporiecca

Kiannuyeckasi npe3eHTalMsi HA MOMEHTH Bepu(pHKALMN THATHO32

IgAN npeoOnasaer y Ul MOJIOZOTO BO3pPAcTa OOOMX IMOJIOB U XapaKTepU3yeTcs THIHYHBIMU
KJIMHUYECKUMH TPOSIBICHUSAMHU IJIOMEPYJISIPHOTO MOBPEXKICHUS U MPOrpeccupyromeil auchyHkuum
novek. B OonbIIMHCTBE CitydaeB 1e0I0TUPYET JIaOOPATOPHBIMHI U3MEHEHUSIMU MOYH (IPOTEUHYPHEH U
MHUKpPOIreMaTypueil), XpOHMYECKUM HE(QPUTUUECKUM CUHAPOMOM H/MJIM 3IHU30/10M MaKporeMarypuH.
BoNpIIMHCTBO MAllMEHTOB HA MOMEHT OMONCHU MOYKH HMEIOT CYLIECTBEHHYIO SPUTPOLUTYPHIO U
nporennypuio. Ilocnenusss B Tpetu ciydaeB NpeBbIIIACT HEPPOTUUECKHH YPOBEHb, a B KaXIOM
JIECSITOM CiTydae HaOMIoAaloT pa3BUTHE HE(PPOTHIECKOTO CHHIPOMA.

[IporpeccupoBanue 601€3HU, KaKk MPaBUIIO, MeIJIEHHOE, ogHako B TedeHue IJAN MoxeT OBbITh
MeHee OJIarONpHUsATHBIM B CPAaBHEHUU C IpyTUMU peruoHamu mupa [19] OcoGeHHOCThIO pOCCHICKOM
nonysiuud  6onbHBIX ¢ IQAN B CpaBHEHMM C KOTOpTaMHM M3 JAPYIMX PETHOHOB MHpa Oblia
CYILIECTBEHHO OoJiee BhIpaKeHHas TPOTEUHYpHs, Oosiee HU3Kue 3HaueHus pacuetHoil CKO (pCKD), a
TaKXe pPaclpOCTPAHEHHOCTh AUC(QYHKIMU TOYEK U TUIEepTeH3uH. B u3ydaemoil koropre mo
CPAaBHEHMIO C €BPONEHCKUMU TaHHBIMU OBLIN TakKe 0o0jiee BhIPaKEHbI THCTONIOTMYECKUE U3MEHEHMS,
CBSI3aHHbIE C AaKTHBHBIMH  TNpoju(epaTuBHBIMU  peakuusMu. ViMmyHoMopdomoruueckumu
ocooennoctssimu IgAN B Poccum Obutn: otinokeHust IgA B creHke KITyOOUYKOBBIX KaIMILISIPOB,
BBISIBJICHHBIC B KaX/I0M ILIECTOM ClIy4ae, MOTYT OTpaXkaTh T€UeHHE Oosiee TsxkenblX (GopM O0e3HHU ¢
¢dopmupoBaHueM MeMOpaHONPOIU(EPaTUBHOIO MATTEPHA U YXYALIEHHEM MPOTHO3a; 3HAYMTENbHAs
pacrpoCTPaHEHHOCTh JKCTPAIIOMEPYISPHBIX H3MEHEHMH; CYIIECTBEHHAs 4YacTOTa BbISBICHUS
BOCTIAJIUTEIHHON MHOUIBTPAIIUN UHTEPCTULIUS U BOCIIAJICHUS MIEPUTYOYISAPHBIX KAWUIPOB, TECHO
CBSI3aHHBIX C OCHOBHBIMH KIMHMUYECKUMHU IPOSBJICHUSMHM  apTepUalbHOM  T'MIIEpTEH3UEH,
JUucyHKIMeN nmouek, nporeunypueil u remarypueil. IleputyOynsapHblil KanwUISIpUT ObUT OIIpeeIeH

KaK He3aBUCUMBIH (paKkTop, aCCOLMUPOBAHHBII ¢ PUCKOM MPOTPECCUPOBAHHS OOIE3HH.
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B nenom, noyeyHass BbKUBAEMOCTb B POCCHMCKOW MOMYJSALUM CYLIECTBEHHO HMKE, YEM B
a3MaTCKUX PErMOHaxX M B CPAaBHEHHM C EBPOIEHCKOW MOMyIsAIMel 3a cd4eT 3HAuYuTeNbHO Oosee
BBIPQKEHHBIX THUCTOJIOTUYECKMX WM3MEHEHHWH, CBS3aHHBIX C AaKTHBHBIMH NPOJU(EepaTUBHBIMU
peakuusMu, 4TO MO3BOJISIET MpEIojaraTb MeHee OJaronpusTHOE TedeHHe OOJIE3HH U, BEpPOSITHO,
TpeOyeT Oosiee aKTUBHOM TEpaIvH.

B 3HauMTeNnbHOM Mponopiuy ciyyaeB ObUIM BBISBICHBI KIMHUYECKUE MPU3HAKU aKTUBAIMU
MMMYHHBIX ~pEaKLUHUHd CIM3UCTBIX XPOHUYECKHE BOCHAJIUTEIbHBIE 3a00JI€BaHUS KEIYI0UHO-
KHUIIEYHOTO TpPaKTa, BEPXHUX JbIXAaTENbHBIX IMYyTEeH, B TOM 4HCIE TOH3WLIUT. Pexe BcTpeuanu
MH(EKIUH HIKHUX OTAEJIOB MOUYEBBIJIETUTEILHON CUCTEMbI, TEHUTAIBHOTO TPAKTA.

PUCK NTPOI'PECCUPOBOHMUMA IgAN

Jnst pacuera pucka nporpeccupoBanus IgAN (camwxenne pCK® na 50% wnu pazsutue TITH)
pa3paboTaH KaJbKyJISATOp, BKIIOYAIOIIUN psAJ KIMHUYECKMX IapaMEeTpOB HA MOMEHT BbIIIOJIHEHUS
OMoIICHH, a TaKXKe Pe3y/abTaThl THCTONIOTHYEeCKOTo uccienoBanus («[Ipunokenue r», m.2) [29].

3. luarsoctuka 3a0601eBaHUsI WJIU COCTOSIHUS (TPyNnbl 3a00/1eBaHMIl WJIM COCTOSTHMIA),
MeAULIMHCKHE TOKA3aHUS U IPOTHBONOKA3AHUS K IPUMEHEHHMI0 MeTO/10B IMATHOCTUKH

Huarnoctuka IgAN 1omkHa BKIIIOYaTh JBa OCHOBHBIX HampaBlIeHUs I BbIOOpa
HEOOXOAMMOTO JieueHus: 1) BhIABIEHUE crielu(PUUECKUX UMMYHOJOTHUYECKUX albTepalvii U OLEHKY
UX BBIPAKEHHOCTH; 2) OMNpe/eeHue MEePBUYHOCTH WJIM BTOPUYHOCTU OO0JIE3HU; U 3) BBISBICHHE U
OLIEHKY CTETIEHU BBIPRXKEHHOCTH OCTPOI M/MIM XpOHUYECKOH nuchyHKInHU nouek. OCHOBOW epBOro
HarnpaBJeHHs ABIseTCS MOP(OJIOTHUECKOe UCCIeNOBaHNe To4YeK, 0e3 kortoporo auarao3 IgAN ne
MOXET ObITh YyCTaHOBIIEH. BTopoe HampaBieHHe MpeanoyiaraeT IMOUCK 3KCTpapeHaIbHBIX
NaTOJOrMYECKUX MPOLIECCOB, KOTOPbIE MOTYT ObITh MpUuMHOM BropuuHOi IJAN, oTnyaromeics no
OporHO3y M moxaxonaMm kK Tepanuu. /lmarHo3 mnepBuunoit IJAN cnenyer ycraHaBiMBaTh MpU
MCKIIIOYEHUN TPUYMH BTOPUYHBIX BapuaHTOB Oosie3nu (tabin. 4). TpeThe HampapiieHUE JETAIBHO
M3JI0KEHO B COOTBETCTBYIOLIMX PEKOMEHJALUAX 1Mo ocTpoMy noBpexaeHuto noyek (OI'L) u XBII,
CCBUIKHM Ha KOTOpbIe OyyT NPUBEIEHBI HIKE TaM, IJ1€ 3T0 HEOOX0AUMO.

PexoMeHnganmm mo TMarHocTHKe MMMYHOI100y1uH A-nedponarun (IgAN):

* IgAN MoxeT ObITh JUArHOCTUPOBAHA TOJIBKO C TIOMOIIHIO OMOTICUH TTOYKH.

* Ucnone3yiite mkany MEST-C (me3anruanbhas [M] wu  supokamwuispaas — [E]
TMIIEPKIIETOYHOCTh, CETMEHTapHbIM Ckiepo3 [S], wuHTepcTHIManbHbli  (GuOpo3/aTpodus
kaHaiblieB [T] u momynynuss [C]) B coorBerctBHM ¢ mnepecMoTpeHHON Okchopackoit
knaccudukamnuei [80].

* [ToaTBepkIeHHBIX AMarHocTHYeckux ornomapkepoB IJAN B CHIBOPOTKE UM MOYE HET.

» O0cnenyiite Bcex manueHToB ¢ IgAN 111 BBISIBIEHUS BTOPUYHBIX MPUYHH.
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VY mnanuentoB ¢ uzBectHor IQAN wmnu mono3pennem Ha IgAN MBI pekoMeHAyeM aHaIH3 Kanoo,

JAHHBIX aHaMHe3a W (U3WKAIBHOTO WCCIEIOBAHMUS MJIs OLEHKHU JAJTUTEIbHOCTH, TSDKECTH H
KJIMHUYECKUX TPOSBICHUN OOJIC3HM, BBISBICHUS ACCOIMMPOBAHHBIX COCTOSHUM M 3a00JIeBaHMIA,
KOTOpBIE MOTYT UMETh 3HaYCHUE I BbIOOpa JeueHus [ 1 2].
Y nmnauueHToB ¢ moarBepkaeHHOM Mopdonornyecku IgAN MBI pekOMEHIyeM TpOBEACHUE
KIIMHUYECKOHN TMarHOCTUKH B COOTBETCTBUU C IEHCTBYIOIIMMHU PEKOMEHIAIUSMU U CTaHIapTaMu st
BBISIBJICHHUS DKCTPApPCHAIBHOMN IMATOJIOTHH, KOTOpas MOXKET OBITh MPUYMHOW PAa3BUTHS BTOPUIHOU
IgAN (Tabx. 4), u onpenenenust oobema Heodxoaumoro Jieuenus [ 1,2,30].

Kommenrtapuu: Y namuentoB ¢ uzBectHod IQAN wnu nomo3penueM Ha IQAN mbl pekomeHayem
npoBeeHre J[MarHOCTUKY CTaHAAPTHBIMU METO/IAMU TSI BBISIBJICHHSI XPOHHUECKHIX BOCTIATUTENIbHBIX
MPOIIECCOB B MpEJeNiaX CIM3UCTBIX M APYrHX MaTOJOTHYECKHUX IPOIECCOB, KOTOPHIE MOTYT OBITh
MIPUYMHAMU Pa3BUTHs BTOPUYHBIX GopM Oosnesznu (Tadm. 4) [31].

Tabauna 4. OcHoBHbIe NPUYMHBI pa3BUTHsS BTOpU4HOii IJAN, Tpedyrommue nposegeHus
AUATHOCTHKH

}Ke.ny;[oqno-lmmeqnblﬁ TPAKT U NI€YCHb

e boie3Hu nedeHu (IUppo3, BUPYCHBIHA renatuT C, HeaaIKOTOIbHBIA CTEaTOTENATHT)
o Illemmakus

e bonesnb Kpona

e  SI3BeHHBII KOJIHUT

BupycHblie uHgexumn

e Bupyc nMMyHOnedUIIMTA YSIOBEKA
e [[uromeranoBupyc
e ['enmatut B, I'enatur C

JApyrue nHpexuuu

e XpoHHMUYeckre MHPEKINH CIU3UCTHIX Pa3HON 3THOIOTHH
e bonesns Jlaiima

e Chlamydia pneumoniae

e  Manspus

e IIlucrocomos

AyTOMMMYHHBIE OOJIE3HH

¢  AHKWIO3UPYIOUTUH CITOHIUIUT

e PeBmaTounHBII apTpUT

e CucrtemHas KpacHasi BOT4YaHKa

e T'epnerudopmusiii nepmatut Cunapom llerpena ncopuas

PecnimparopHblil TpakT

e  XpOHMUYECKHI OOCTPYKTUBHBIN alIbBEOIUT
o Hpmnonarmueckuii puOpo3 merkux
e  MyKoBHUCIINI03

Onyxoun
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e [gA muenoma

o Jlumdowmsr (Briarouas MALT)

e Pak jerkoro
e [lo4yeyHO-KIETOYHBIN pak

YpoBenb
y0enuTeIbHOCTH Y
peKoMeHxanui

Pexomenmpanus

Bpauam-nedponoram ycTtaHaBIuMBaTh JUarHo3 nepBuuHoi IgAN
MOCJIE HWCKIIOYEHHS BCEX BEPOATHBIX MPUYUH BTOPUUYHBIX
BapHaHTOB OOJE3HU MJs OLEHKM IPOrHO3a U MOCIEAYIOLIETOo
BbIOOpa Tepanuu 1]

VY nanuenTos ¢ n3BecTHoM IgAN mnm nonospenneM Ha IgAN mbl
PEKOMEHIyeM Ha3HA4YCHUE KOHCYJIbTallu! Bpaya-
OTOPHHOJIAPUHTIOJIOTA JUIsl JMATHOCTUKH BOCIIAJICHNS MUHIAJINH U
ompenesnieHus o0beMa HEOOXOOUMOTO JICYCHHs, BKIIOYAs
TOHM3WLUIIKTOMHIO [32,33]

Kommenmapuu:  Tonsuimskmomuss — modxcem — Obimb U3
aghghexmusnvix neuebHvIX N100Xx00086 npu IgAN (cm. Pazden 3.2).

C nenpro MakcUMalibHO paHHeEro BblABIeHUs [gAN Bpauam
BCEX CIEIUATIbHOCTEN Mbl PEKOMEH/IyEeM HalpaBisTh MALUEHTOB C
HaJU4YMEM CTOWKOW TPOTCHMHYPUU W/WIW CTOMKOW TreMaTypuH
W/WIM PEeUUIMBOB MakKporeMaTypuu K Bpady-HeQposory mis
IIPOBEIECHUS CHeLMATU3UPOBAHHON HEPPOJIOTNIECKOit
JIMarHOCTUKU [24].

Kommenmapuu: Pexomenoayus ompadicaem cmaHoapmHule
nooxXo0bl  Mapuwipymuzayuu NnayueHmos ¢ Mnooo3peHuem Ha
UMMYHHblE — 2IOMepYIonamuu, Kaxk npasuno, mpeoyroujue
Cneyuanu3sUpo8aHHoOU MeOUYUHCKOU NOMOUJU.
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Aaroputmsl AeiicTeuil Bpaua (Ilpuioxenue b)

1. OO6wmme MOaXOABI K IHATHOCTHKE MMMYHOII00YIuH A-HedponaTuu

Hanwuyue cumntomoB K CHHOPOMOB,
No3BONAOLWMKX NpeanonomuTs IgAN
{em. paspen 1.6)

A

Koncynbrayua spava-veponora

Y

KnuHuko-mopdonornyeckan guarHocTika

m

AccolyumnpoBaHHble
COCTOSHMA

,U,HBI’HUCTMH& W nevyeHwne

Broncua noykm:
CBETOBAR MHKPOCKONKA M UMMYHOMOPdONOrua
(ouenka penosurtos IgA, IgM, IgG, C3, Clg, nerkue uenm);
AenosuTel IgA 2 ppyrux

h 4

Nopreepxpenue gnardosa IgAN,
KnaccupMKaLMA Ha OCHOBAHWM IMCTONOTHYECKUX AAHHBIX
(em. pasgen 1.5)

h 4

MNposeperne anddeperunanscHoi guardoctrrm IgAN

|
y ¥

Mepsuunan IgAN Bropuunan IgAN
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3.1. JlabopaTopHble TUATHOCTHYECKHE HCCIIeI0BAHNUS

YpoBeHb
yOeauTeIbHOCTH

peKoMeHaauui

YIia

Pexomenaanus

J1J1s1 OTIEHKH BBIPAXEHHOCTH TUC(YHKIIUHU TIOYEK, IIPOTHO3
U ompefelneHus o0beMa HEUMMMYHOCYNPECCHUBHOM Tepamnuu y
MalKMEeHTOB ¢ nogo3peHreM Ha [gAN Mbl peKoOMeHyeM MPOBEICHUE
1ab60paTOPHOI TUArHOCTHKY B 6a30BOM 00BEME, TPETYCMOTPEHHOM
pexomenpanusmu o XbII [24] (ModeBHHA, KpeaTHHUH, 00 OETOK,
caxop KpoBbI, Kaumblwmid, ¢ochop, Kammid, 1wmcranuH C,
tpurmuuepuau,renatur B, C, koarynorpamma, JI-numep,
uHTepiekuH-6, ansoymun, OAK, BCK, KIIC ).

Kommenmapuu: B KiuHuuyeckux  peKOMeHOAyusix
«Xponuuecxkas 6onesnv nouex (XBIl)» OemanvHo ompadicenvl
n00X00bl K OUACHOCMUKE HAUYUSL U BbIPANCEHHOCMU OUCEHYHKYUU
nouex, Komopwvie NOIHOCMbIO NPUMEHUMbL 0151 nayuenmos ¢ IgAN.

Jlis OLleHKM MPOTHO3a M BhIOOpa TepanmuM y MalUeHTOB C
IgAN npu nepBUYHON TUArHOCTHKE MBI PEKOMEH/1YEM ONPEIEIIEHNE
KoJn4ecTBa Oelka B CYTOYHOM MOYE€ M MHKPOCKOIIHMYECKOE

uccienoBanue ocagaka mouu [34,35,36].

Jns omeHku TmporHo3a W JPQPEKTUBHOCTH JICUCHUS Y
naiueHToB ¢ IgAN MBI pekoMeHayeM peryiasipHblii KOHTPOJb
CYTOYHOU TPOTEHHYpHH He peke 2 pa3 B rox [34,35].

Kommenmapuu: I[lo oOannvim  mema-ananuza (MA)
PAHOOMUBUPOBAHHBIX KAuHuYeckux uccredosanuti (PKH) cpeonue
3HAYeHUsl Konudecmea 6enKka 6 CymouHol moue u e20 OUHAMUKA Ha
Qone  neuenus  A6AAOMCA HAOEHCHBIM npeouKmopom
Heonazonpusmusix ucxo0oe |gAN ene 3asucumocmu om xapakmepa
npogooumozo neuenus. Ilocne nauana nevenus 8 meuenue noay200a
onpedeneHue Koauuecmea 0Oelka 6 CYMOYHOU Moye ciredyem
0CyWecmensms He pedice, yem Kaxcovle 2 mecayd, a 6nociedCcmeun
2 paza 6 200. Yacmomy ob6cnedoganuti ciedyem onpeoenimv 8
3agucumocmu om cmaouu XbBIT u epadayuu
anbOyMuHypuu/npomeunypuy.  AnvmepHamueou — onpeoeieHuro
Konuvecmea 0enka 8 CYmOYHOU Moue Modcem Oblmb onpeoeieHue
anbOyMuHa 6 mMoue U UCCie008aHue YposHs KpeamuHuHd 6 Moye ¢
pacuemom omuouleHus: anboymun/kpeamunun [24].

V nanuenta ¢ nomo3peHueM Ha IgAN uimu ¢ U3BECTHOMU

IgAN B nemsx quddepeHmaIbHON AMArHOCTUKH Mbl pEKOMEHIYEM,
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YTOOBI JII000€ J1ab0paTOpHOE UCCIIEAOBAHUE FeMAaTypUH BKIIIOYAIIO
MHUKPOCKOIIMYECKOE HCCIIEIOBAHUE OCaJKa MOYU C OIPEIECICHUEM
JTUCMOPQHBIX  (M3MEHEHHBIX) KJIETOK M JPUTPOLUTAPHBIX
uuIuHIpoB [37].

Kommenmapuu: Maxpo- unu mukpoeemamypus ces3aHa
HOYUMU CO 8CEMU 2NOMEPYIAPHbIMU 3a00ae8aHusmMu. Hcnonvzoeanue
Mecm-noaoCcoK Modxicem onpedeaums 16 Hanudue uiyu omcymemeue
MUKpocemamypuu, O0OHAKO MUKPOCKONUYecKas uoeHmupurayus
OUCMOP@HBIX  (UBMEHEHHBIX)  KIeMmOK U  IPUMPOYUMAPHLIX
YUTUHOPOB MOJICEN UMEMb CYUIeCMBEHHOe 3HaueHue OJisi NePEUUHOLL
oughghepenyuanvrou ouazHoCmuKu IgAN u opyeux
enomepynonamuti. Credyem yuumvléams, 4mo MOP@HOI0SULEeCKA.
OYeHKa 2eMamypuu 4y8CmeumenvHa K 6peMeHU Mencoy cOopom
00pasya mMouu u npogedeHuUem Uccie008anus (mpebyem «ceexrcezon
obpasya), a maxaice — K KOHyenmpayuu moyu, pH mouu, noocomosxe
ocaoka u onvimy ucciedoeamens. JuHamuka cemamypuu umeem
sadxcHoe 3HaueHue npu oyenke akmuenocmu IgAN, 6 m.u. Ha ghone
mepanuu. B yumupyemom MA cpeonue 3umavenus u 95%
Odosepumenvhvle  ummepeanvt (M)  uyscmeumenvHocmu  u
cneyuguunocmu  00aU  OUCMOPDHBIX (UBMEHEHHbIX) KIemoK U
IPUMPOYUMAPHBIX  YUTUHOPOE OJisl  2IOMEPYIAPHOU  NAMON0UU
cocmasuau 0,88 (0,86-0,90) u 0,95 (0,93-0,97), coomeemcmeaento, 6
cpasneHuu ¢ peghepercom (buoncueti NOUKU,).

VY manueHToB ¢ MOATBEpXKIAeHHON Mopdonoruyecku IgAN
MBI pekoMeHayeMm ompezaeneane ypoBHed C3 u C4  ¢dpakmmit
KOMIUIEMEHTa U ucciienoBanue yposHs IgA, IgM, 1gG B kpoBu — 1y1st
OLIEHKM aKTMBHOCTH I1aTOJIOTMYECKOrOo Mpolecca U mporHosa [38-

42].

Juast nuddepeHIHAIBHON JTHATHOCTHKE HA10 IPOBEPATH:

e AHIIA rtect (ArTHHEWTpOoUIBLHBIE L{UTONNIa3MaTnyeckue
AHTuTENA)

e 1AHIIA (uuromma3zmatudeckue - AHIIA, cANCA)

e TAHIIA (nepunyxneapusie AHIIA, pANCA)

e Anti-dsDNA Ab B kpoBu

e Anti-La/SSB Ab B kpoBH

e Anti-Ro/SSA Ab B kpoBH

e Anti GBM-Ab

e Awnrurena k peuenropy pochonunazsl A2 (Anti-PLAZR), 19G

e lMmyHOrpamMma B KpOBH (KJIETOYHHN)

e AHA (AHTHHYKIJICapHBIC aHTUTENA)

e Awnrurena k kapauonununy (aCL), IgG u IgM/

21




e BomganouHslil anTukoaryinsut (BA),

e Amntwmrena k 6era-2-rmuxomnporenny-1 (af2-GP-1),
e Takpomumyc,

e Penum,

o Koptuzon, AgpaocTepoH

e Bupyc OnmreitH-bappa

e NGAL

MOAXO/IbI K JIEYUEHUIO MIEPBUYHON UMMYHOIJIOBYJIUH A-
HE®POITATUH

MNoareepaeH anartos nepsuuHoi IgAN

l

OqBHH& HaNMMMHMA aKTMBHOIO BOCHBHEHHR!
nporpeccii/HedpoTHYECKOrO CHHAPOMA

HeT ecTh
WAT® wm BPA Hanuume BIMHC?
OueHKa cyTouHON
NpOTEHHYpUH
ToHSHNNIKTOMMUA
<1,0r/284 21,0 r/244 A
Nopaepnuesaiowas [niokokoptukougsl || U® + miokokoprukomgp
PEHONPOTEKTUBHER
Tepanua \'(
Pemuccua gocturHyta?
er Aa i | HeT > Dpyraa UCT
KonTtpone 'l'
Peungusbi [niokokopTkougp! + MM®
Temnel nporpeccHpoBaHma

[Tpumeuanue: BITHC — OpicTpornporpeccupyromnuii HepUTUIECKUI CHHAPOM;
D — muxnodpochamug**.

AJUI® - #mukodenonara MopeTu**,
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IlepBoHauyanbHasi olleHKa U BeJeHue nanuenta ¢ IgAN.

IgA-1OMUHAHTHBIN
IIOMEpYJIOHEPPUT

L Nmnomarnaeckas IgAN J

=_
—
S

uATl®, naruburop anruotTeH3uH-npeBpamatonero Gpepmenta; BPA, 6nokartop peuentopa anruorensuta |l; AH, aprepuanbHoe

nasienne; I'H, momepynonedput; BUY, Bupyc ummynonedunuta denosexa; IgAN, ummynornobymun A nepponarus; MEST-C,

mesanrnanbaas (M) 1 sHA0KanmispHas (E) rUIepKiIeTouHOCTh, CerMeHTapHbIH cKkiiepos (S), TyOymspHas
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3.2 UHCTpyMeHTA.JIbHbIE TUATHOCTHYECKHE HCCIeIOBAHMS

YpoBeHb
yoenureabnoct | Y/ Pexomenaanus

peKoMeHIanmn i

Y namuentoB ¢ noxo3peHueM Ha IgAN wim ¢
NOATBEPKIAEHHBIM  auarHo3oM  [gAN MBI pekoMeHayem
BHITIOJTHEHHE HMHCTPYMEHTAIbHOW JUArHOCTHKH B  00beMe,
MpeaycMOTpeHHOM pekomeHgauussMu  no  XbBII, a1 ouenku
BBIPAKEHHOCTH CTPYKTYPHBIX U3MEHEHUU IOYEK, a TAKXKE JAPYrUX
OpPraHOB M CHCTEM, IOPAKEHHE KOTOPBIX ACCOLMHPOBAHO CO
CHIDKeHHEM (YHKIMU MOYEK U PUCKAMH JPYTUX HEOIaromnpsTHBIX
coObITHi [24]

VYbTpa3ByKoBOE HCCIIEIOBAaHUE OPraHOB MOYMBOJSAIIMNA
nyTei. (Mmovek, HaAmOYEeYHUK, MOYEBOU ITy3Hp)

5 OKT', OxoKIT'.

4 CyTO‘-IHOG MOHUTOPHUPOBAHUC aPTCPUAJIBHOTO OAAaBJICHUA

Ilpu  manuuuu  coomeemcmeyloweli  KIUHUYECKOU — CUMNMOMAMUKU — MONCEMm
nompeb06amuvCsl GblNONHEHUE OONOTHUMENbHBIX UHCMPYMEHMANbHBIX UCCTe008AHUN.!

e VYIbTpa3ByKOBOE HCCIIEI0BAHUE OPTaHOB OPIOLUIHON MOJOCTH (KOMIUIEKCHOE);

e VYIbTpa3ByKOBOE MCCIIEIOBAHUE TUM(ATHICCKHUX Y3JIOB (0JJHA aHATOMHUYECKAs 30HA);

e VnpTpa3BykoBas jomimieporpadus CcOCyJ0B TOYeK (apTepuil M BEH) M HIKHHUX
KOHEYHOCTEM;

e KomnsiorepHas Tomorpadus opraHoB rpyAHOM IOJOCTH;

e KomnpiorepHas Tomorpadus OpraHoB OpIONIHOW TOJOCTH H  3a0pIOMIWHHOTO
IIPOCTPAHCTBA,;

e KomnbrorepHo-ToMorpadpudeckas aHruorpadust JIEro4HbIX COCY/10B;

e MarauTHo-pe30HaHCHas ToMorpadus cepAana ¢ KOHTPACTUPOBAHUEM,

e MarHuTHO-pe30HaHCHAsA TOMOTrpadus roTIOBHOTO MO3Ta;

e [[ucrockonus
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3.3 Unble AuarnocTu4ecKue uccjae0Banus

YpoBeHb
yOeauTeIbHOCTH

peKoMeHaaAnui

YA

Pexomengamust

VY nanueHTtoB ¢ mojo3peHueM Ha IgAN B orcyrcTBUM
NPOTUBOINOKA3aHUNH MbI PEKOMEH/IYyeM BBINIOJIHEHHE OUOICUU
IIOYKU II0J, KOHTPOJIEM YJIBTPa3ByKOBOTO HCCIENOBaHUSA C
HOCTEAYIOIUM IaTOJOr0-aHaTOMUYECKUM HccieoBaHueM 17
OuoICUItHOrO MaTepuaia il NOATBEPKIACHUS JUarHo3a, OLEHKU
BBIPA)KECHHOCTH DPEHAIBHBIX IMOBPEXIACHUN M IMPOTHO3a, a TAKXKE
BbIOOpa Tepanuu [43,44].

B Tex cinywasx umsBectHO IgAN, B KOTOpPBIX BO3HHMKAET
HEOOXOJUMOCTh  PEBU3UM  JUAarHo3a  W/WIKM  YTOYHEHHUs
BBIPKEHHOCTU THCTOJIOTMYECKUX U3MEHEHUH W/WIIH MPOTHO3a s
OPUHATHS pPEUICHHs O BBHIOOPE WM U3MEHEHUU TEparuu, Mbl
PEKOMEHJlyeM B OTCYTCTBUM MPOTHUBONOKA3aHUU PACCMOTPETh
MOBTOPHOE BBITIOJIHEHWE OHWOMCHUH TIOYKH 107 KOHTPOJIEM
yIbTPa3BYKOBOTO HCCJIEIOBAaHUS C TMOCIEAYIOUIMM MaTOJIOro-
AHATOMHYECKUM HCCIIeIOBaHUEM OHOMCHitHOTO [45-48].

VY nanuenTtoB ¢ nogo3penreM Ha [gAN MBI pekoMeHayeM,
4yToOBl MATOJIOTOAHATOMUYECKOE HCCIIEJOBAHUE OHOINCHIHOTO
MaTepuana BKIIYalo, KAk MUHUMYM, CBETOBYI0 MHKPOCKOIHUIO U
UMMYHOMOP(HOJIOTHYECKOEe HCCIIEJOBaHKE C OLICHKOM
romMepynspHeix  genosutoB:  IgA, IgM, IgG, ¢paxuwmii
xommiementa (C3, Clq) u nerkux ueneit Ig (kanma, 1amOaa) ams
UCIIOJIb30BAaHUSl PE3YJIbTaTOB HCCIIEIOBAaHUS B JIMarHOCTUKE U
olieHKe mporHo3a 6ose3un [49-54].

C uenpto yHudukanmu  gUAarHocTUKU  IgAN MBI
PEKOMEH/1yeM JJIs BCeX KIMHUYECKHX Cy4aeB CUMTATh Ha/IEAKHBIM
KpUTEpPUEM  OTOTO  JIMar’Hosa JOMHMHUPYIOIIE  WJIHU
KOJOMHUHUPYIOIINE IIIOMepYJIsipHble neno3uTsl IgA [49,55].

JU11st OLIEHKHM MTPOTHO3a U BEIOOPA TEPATUK MBI PEKOMEHIYEeM,
yTOOBl Yy mMalueHToB ¢ jauarHo3oMm IgAN mnpu martosoro-
AHATOMUYECKOM HCCJIeI0BaHUU OWONCHUIHOrO MaTepuana ObuId
omnpezeNeHbl U OTPaXKeHbl B 3aKIOYEHHM, KaK MUHUMYM,
clenymomue Kiaccu(UKalMOHHBIE KPUTEPUH: BBIPAXKEHHOCTH
ME3aHIMaJIbHOU nposindepanu; BBIPAJKEHHOCTh
SHAOKAMWUIAPHOW  mponudepanuy; HaIUYHE CETMEHTapHOIO
[JIOMEPYJIOCKIIEPO3a WIN aAre3uu IEeTeNb KalWULIPOB K Karcyle
KI1yOOuKa; 18 BBIPA)KEHHOCTh TyOyJspHOM
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aTpodUU/UHTEPCTUIIMANBHOTO (UOpPO3a; HANHUKE KICTOYHBIX WU
($rOPO3HO-KIETOYHBIX NOMYITYHHH (Tabum. 5) [43,44].

4. Jleuenne, BKIHOYAS MEANKAMEHTO3HYI0 M HeMeIUKAMEHTO3HYI0 Tepanuu,

AUETOTEpAInIO, 066360JII/IB3HI/Ie, MCIUMIIMHCKHUE MMOKA3aHUA U IIPOTUBOIIOKA3aHUA K

NPUMCHCHHUIO METOAOB JICHCHUS

4.1 O01mMe Noaxoabl K JIEYEHHIO

Yro HYKHO YYMTBIBATbh IIPU JICUCHUHU BCEX NMAIUCHTOB C |gAN, Y KOTOPBLIX HET 0CO0BIX

¢opm nepBuunoii IgAN:

¢ OCHOBHBIM HaIlpaBJICHUEM BEACHHUA OOJIXKHA OBITH ONTHMAaIbHAs NoAACpKMBarKOIIass TCparus.

e OneHurte Cepﬂe‘{HO'COCYHI/ICTLII;'I PUCK U IIpH HeO6XO,I[I/IMOCTI/I HaYHHUTC COOTBCTCTBYIOIIUC

BMEIIATCIbCTBA.

* JlaiiTe pekoMeH Ay 0 00pa3y JKMU3HH, BKITIO Yasi, €CIIM 3TO He00XoauMo, HH(popManuio 00

OTrpaHUYEHUH HATPUS B MUILE, OTKA3€ OT Ky PEHMsI, KOHTpOJIE Beca U (PU3NUECKUX YIIPaK HEHUSX.

* KpOMC OTpaHNYCHUS HATPUA B ITUIIC, HE OBLIIO IMMOJIYYCHO HUKAKHX JaHHBIX O BO3MOXHOM BJIN

STHUM KaKUX-JTHOO JUETHYECKUX BO3AeHCcTBHIA HAa ncxoabl IgAN.

* Oco6bie popmbl IgAN: nero3utsr IgA ipu 6Gone3Hn MUHUMANTBHBIX u3MeHeHui (BMU), IgAN

¢ octpbiM moBpexzaeHueM mnodek (OIII) u IgAN ¢ ObicTpo HpOrpeccCUpyromMM IJIOME

pynonedpurom (BIII'H) moryt norpeboBaTh HEMEAJIEHHOTO CIIEIUATBHOTO JICUEHUS

YpoBeHb
yoenureabnoctu | Y/

peKoMeHaauuni

Pexomenpanus

Y nanuentoB ¢ auarHo3oM IgAN Mbl pekoMeHIyeM
MPOBOJIUTH HEMMMYHOCYTIPECCUBHYIO PEHONPOTEKTUBHYIO
TEpanmuio 1O TOKa3aHusIM W B o0OBeMe, MPeayCMOTPEHHOM
pexkoMennanusmu 1o XbII, 1 cHUKeHUs: IPOTEUHYPUU U TEMITOB
MpOrpeccUpoBanusi  OOJNE3HU, NPEIYNPEKICHUS U JICUCHUS
OCIIO’)KHEHUH nucyHKInU nouek [24].

Y nmanMeHToB ¢ auarHo3oM BTOpU4HOM [gAN MBI
PEKOMEHAYEM  IPOBOAMTH  TEPANMIO  ACCOLMUPOBAHHOM  C
HNOpa)KeHHEM IOYEK MaTOJIOTUU [0 MOoKa3aHWsM M B oObeme, 19
IPEyCMOTPEHHOM COOTBETCTBYIOILUMHU KIIMHUYECKUMHU
pPEKOMEHJALMAMH, a TaKKe C MPUBJICYCHUEM HEOOXOAUMBIX
CHEIMAJIMCTOB HAa MEXIUCLUIUIMHAPHONW OCHOBE JUISI MHAYKLUHU
PEMHCCUH U CHIDKEHUS TEMIIOB IIporpeccupoBanus 6omnesnu [ 1,2].
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VY namuentoB ¢ IgAN u nporteunypueit >0,5 r/CyTKu Mbl
pEKOMEHYEM Je4YeHue MHTUOUTOpaMU AQHTMOTEH3UH-
npeBpamamomnero  gepmenra  (MAIID) wnmm  OGmokaropamu
peuenrtopoB anruoteH3uHa-11 (bPA) — mist cHIKeHUS TpOTEeHHYPUHN
¥ TEMIIOB ITPOTpeccHpoBans 6ose3nu [56-58].

VYV mnaumentoB ¢ nepBuuHoi IgAN u mnporemnypuend >1
r/cyTku  (HeCMOTpsSs  Ha  TPOBOAMMYIO M aJIeKBaTHYIO
HEMMMYHOCYIIPECCUBHYIO PEHONPOTEKTUBHYIO TEpaINui0)  MpHU
OTCYTCTBUH OBICTPOMIPOTPECCUPYIOMIETO  HE(YPUTHUECKOTO
CHUHJPOMA M MPOTUBOMOKA3aHUM MBI PEKOMEHIYEM pacCMOTPETh
JICYCHUE TUIPOKCUXJIOPOXUHOM Il CHUXKEHUS MPOTEHUHYPUU U
WHAYKIMU peMuccuu 6oJ1e3uu [59,60].

Kommenmapuu: I'uopoxcuxiopoxun ciedyem HA3HAYAMb 8
meueHue 6 mecayes 6 ciedyrowux pexcumax. 200 me nepopanvHo
0sa paza 6 Oewv 011 pCK® >60 ma/mun/l,73 m2, 100 me
nepopanvro 3 pasa 6 denv 014 nayuenmog ¢ pCK® om 45 oo 59
m/mun/1,73 m2 u 100 me nepopanvrHo 08a paza 6 OeHb O
nayuenmog ¢ pCK® om 30 0o 44 mn/mun/1,73 m2. [{o3y npenapama
cnedyem cuuzums 00 100 me 6 Oenb 011 nayueHmo8 co CHUMCEeHUeM
pCK® na >25% unu 0o <30 ma/mun/1,73 m2. Kpome nuemenmayuu
KOJICU, CYWeCMBEHHO20 YBeNUUeHUs pPUCKa Opyeux noOOUHbIX
aghghexmoe npumenenus npenapama 6 neoagnem MA ne gvisigneno,
Umo He omMmeHsem HeoOX00UMOCMU UHOUBUOYATLHO2O NOOX00d K
oyenke BEPOSMHBIX noOOYHBIX aghghexmos, BKAIOUAS
ogpmanvmonocuueckue [61].

Y naumenroB ¢ mnepBuuHod IgAN MblI pekomeHayeMm
MIPOBECTH JICYCHHE KIMHUYECKH 3HAYUMOTO MH(EIIMOHHOTO H/HIN
ayTOMMMYHHOT'O BOCHQJICHUS CITU3UCTBIX JIFOO0H JIOKAIU3aLUH IS
CHIDKEHHSI aKTUBHOCTH MTATOJIOTMYECKOT0 MPoIiecca B KITy0ouKax u
WHIYKIUH peMuccuu Oonesnu [62-65].

Kommenmapuu:  Yawe IgAN  accoyuuposana ¢
XPOHUUECKUM — Deyuousupylowum Ui  Npocpeccupyrouum
gocCnaneHuemM — CIUUCMBIX — PEeCNUPAmMOPHO2O U JHCETYOOUHO-
Kuweunoco mpakmog [19,66] (cm. mabn. 4). Hapywenue
NPOHUYAEMOCIU CIUSUCIBIX NPU B030eUCmUU MUKpobo8 u/unu
aniepeeHos  AGNAemcsa  (Pakmopom — aKkmueayuu - JOKAIbHOU
UMMYHHOU cucmembl u NOBbIUEHHO20 06pazoeans
namonozudecxkoeo IgA1 [67-69]. C yuemom smux npedcmasnenuil,
Mbl npeonoiazaem, Ymo 6bvlselleHue U A0eK8AmHbIl KOHMPOIlb
B0CNANEHUsL  CUSUCMBIX MOMNCEM NOJONCUMENbHO 6IUAMb HA
meuenue IgAN (makowce cm. pazden 3.2, pexkomeHOayuu no
MOH3UTIIKIMOMUL).
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4.2 UMMYHOCYIIPECCHBHAS ¥ CONMYTCTBYIOIIAS TE€PANNSA

YpoBeHb
yOeauTeIbHOCTH

peKoMeHaanui

YA

Pexomengamust

VY mnauuentoB ¢ nepBuuyHo IgAN u mnepcuctupyromein
NPOTEUHYPHUECH >1 T/CYyTKH, HECMOTPS Ha TIPOBOIUMYIO aJICKBATHYIO
HEMMMYHOCYIIPECCUBHYIO PEHONIPOTEKTUBHYIO TEPANHIO B TEUECHUE
3 MecsmeB, TMpH  OTCYTCTBHH  OBICTPONPOTPECCHPYIOIIETO
HEQPUTUYECKOTO  CHUHAPOMA, Mbl  PEKOMEHIYyeM JICUeHHE
TIIIOKOKOPTUKOUAAMH I WHAYKIMH PEMUCCUU OONE3HH U
CHIDKEHHSI TEMIIOB €€ mporpeccupoBanus [59,70-74].

Kommenmapuu: [ 11oxokopmuxouobst ciedyem npumeHsams
eHymps, 8 003e 0,4-0,6 me/ke maccel mena/cymku ne 6onee 40 me u
6 meuenue 2 mecsayes, ¢ nocredyrwumM 6 meueHue 4 mecsyes
CHUMCEHUEM KadCOblll Mecsiy cymouHou 003vl Ha 20% 0o ommenbl 6
meyeHnue 6 mecayes. B ciyuasx couemanus evicoxou npomeurypuu
C  AKMUBHLIMU  CUCTNONOSUYECKUMU  NPOsGIeHUAMU  OOne3HU
0ONYyCmMuMoO HA UHOUBUOYAILHOU OCHOBE DPACCMOMPEMb HAYANO0
JleYeHUsl 2NI0KOKOPMUKOUOAMU C BHYMPUBEHHO20 88e0eHUsl 8 003€
250-500 me. Dpgpexmusnocmov 2n0KOKOPMUKOUOOS8 OJis1 UHOYKYUU
pemuccuu U MopMONCeHUs Npocpeccuposanus 0onesHu Oosee
0YeBUOHA Npu 3HaveHusx npomeunypuu donee 2 o/cymku [19]. C
npuUMeHeHueM  2MI0KOKOPMUKOUOO8 — C8A3aHO  3HAYUMENbHOe
yeenuduenue 8eposmHoCmel paseumus pPemMucCuu U CHUINCEHUs
pazeumusi TIIH, no maxoce 2-3 kpamHoe ygenuueHue uacmomaol
nobounvix s¢hghexkmos («llpunoswcenue A3», n.l) — ouceryoouno-
KULULEUHBIX, 2emMamono2uecKux, 0epMamonocuyecKux,
MOYENOoN08bIX UHGEKYULl, a MaKdice HapYuWeHUs: MONePaAHMHOCIU K
2oKo3e unu  ouabema, umo ciredyem yyumsieamv npu 21
HA3HAYeHUu  mepanuu,  UHGOpMUpOBaAHUU  naAyueHma U
NAAHUPOBAHUU — Npourakmuyeckux  meponpuamui.  Pucku
ocnodcHenull mepanuu cyuwecmeenno gospacmarom npu pCK® <50
m/mun/1,73  m2. Dppexmusnocmo  2MOKOKOPMUKOUOOS
yeeauuusaemcsi 6 komounayuu ¢ uAll® wwm BPA uw/unu

MOH3UIIIKIMOMUELL.

JU1st CHYDKEHHSI BEpOSITHOCTH Pa3BUTHA MOOOYHBIX AP PEKTOB
MBI PEKOMEHIYEM, 4TOOBI pelieHne 0 JICYCHUU
[JIFOKOKOPTUKOMIAMU B COYETAaHUU UM 0€3 COYETaHUs C JPYTHMMHU
MMMYHOCYIIPECCUBHBIMM JIEKapCTBEHHbIMU mpenapatamu (ATX
KJIaCCU(PUKAIUS: «IIpoTuBoomyx0seBBIE IpenapaTsl u
UMMYHOMOZYJIATOPbI») y manueHToB ¢ IgAN Obulo MpHHSATO C
Y4€TOM PHUCKOB OCJIOKHEHUH, BKJIOYas MH(EKLIHMOHHBIE, U TMOCIe
UHMBUAYAIBHOTO OOCYXJEHHs C MALMEeHTOM MOJb3bl U PUCKOB
NpUMEHEHUs 3ToM Tepanuu [1].
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Kommenmapuu: K cumyayuam, accoyuupo8anHviM ¢
nosviueHuem puckos MAACENBIX OCNIOJCHEHUU
UMMYHOCYNPECCUBHOU mepanuu (UCT), OMHOCAMCS
HUdICenepeyucienuvlie (HoO He 02paHudyU8aromcs UMU): CaxapHulil
ouabem, yuppo3 neuyeHu, iameHmHvle UHGeKYuu, UHOEKC MAaCChl
mena >30 ke/m2, 3po3usHoe Ul s136eHHOE NOPANCEHUE HCETYOOUHO-
KUULEYHO20 MPAKMA, BbIPAICEHHbIL OCMeonopo3, 6eposmHOCHb
PA3sUmMuUs HEeKOHMPOJIUPYEMO20 NCUXUYECKO20 PACCMPOUCEA.

MpsI pekoMeHyeM, 9YTOOBI JISYCHHE TITFOKOKOPTUKOUIAMH B
COYETAaHUU WM 0€3 COUYETaHUsI C APYTUMH UMMYHOCYTIPECCUBHBIMHU
JIEKapCTBEHHBIMU rpernapaTamu (ATX KITacCUUKAIHUS:
«IIpoTBOOTIYX0JIEBBIE TpENapaThl ¥ HUMMYHOMOIYJISATOPBDY) ¥
nanreHToB ¢ IgAN  compoBOXAQJIOCHh  MOJJIEPKUBAIOIICH
npouIaKTHIECKON Tepanuen, HaIpaBJICHHOU Ha
NpEayNpeKJACeHUEe THEBMOIMTHOW THEBMOHHUM, Pa3BUTHUS H©
MPOTPECCUPOBAHMS  OCTEONOPO3a U TMOPAKEHUS KEIyAOYHO-
KHUILIEYHOTO TpakTa B  COOTBETCTBUU C  JICUCTBYIOIIMMH
pexkoMennauusami [1,75,76].

VY nanueHTtoB ¢ auarHo3om nepBuyHo IgAN, xoTopbIM
3arutaHupoBaHo npoBenenre MCT, Mbl peKOMEHAYyeM BaKIIUHAIUIO
MPOTUB MHEBMOKOKKA JJII CHIDKCHHSI PUCKOB HWH(EKIIMOHHBIX
ocyoxxHeHuu [1].

VY nanueHTtoB ¢ quarHo3om nepBuuHoM IgAN, koTophIM
3armanupoBaHo mposeneHue MCT TIIOKOKOPTUKOUAAMH, MBI
PEKOMEHJlyeM B OTCYTCTBHUM HPOTUBOIIOKA3aHUN BBINOJHEHUE
TOH3WIIDKTOMHH ISl TIOBBIMIEHUS 3(P(EKTUBHOCTH JICUCHUS B
OTHOLIEHUU UHAYKIIMU PEMUCCUU U CHUXKEHUS TTPOTPECCUPOBAHUS
u puckoB TITH [32,33,56].

Kommenmapuu: Jloxazamenvnas 6aza >¢dexmusnocmu
MOH3UNIIKMOMUY OCHOBAHA, 2NAGHLIM 00PA30M, HA A3UAMCKUX
uccneoosanusx. /[nsa eeponetickou nonyaiayuu nayuermos ¢ IgAN
npobiema He OvLIA NOOBEPSHYMA cepbe3HoMY uzydenuio. Buecme c
mem, NO3UMUBHbLIL I¢hheKm MOHUIIKMOMUU 8 COUemAaHUU C
2NIOKOKOPMUKOUOAMU  OJisl  MOPMONCEHUS.  NPOSPECCUPOBaAHUs
bonesHu ObLL  NPOOEMOHCMPUPOBAH 6 KDPYNHOM  KO2OPMHOM
uccneoosanuu nayuenmos c IgAN 6 Poccuu [77]. Tonzunnakmomuro
credyem — GblNOIHAMbL 00 UMW  CpaA3y  nocie  mepanuu
2NIIOKOKOPMUKOUOAMU OISl NPeOYNpedtCcOeHUsi PeKOHCMUmyyuu
2EPMUHAMUBHBIX YEHMPOB8 MUHOANUH NOCIe NPEKPAUeHUs 1edeHls]

[78].

Y nanmeHToB ¢ guarHo3oM nepuyHod  I[gAN m
npoteuHypuer >1 T1/cyTkm 0e3  OBICTPOIPOrPEeCCUPYIOMIETO
HEQPUTHUECKOTO CUHPOMA M BBICOKOTO PUCKA IPOrPECCUPOBAHUS,
Mbl He pekomeHayeM B kadectBe VCT mepBoii JIMHUM pyTHHHOE
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OpPUMEHEHHE JPYIMX HMMYHOCYIPECCHUBHBIX JIEKAPCTBEHHBIX
npenapatoB  (ATX  kmaccudukanus:  «IIporuBoomyxosneBbie
npenapaTsl U UMMYHOMOJYJIATOPBD)), KPOME TIIOKOKOPTUKOUIOB,
JUIs MHOAYKLIUU PEMHUCCUM OOJIE3HM W/MIM CHWXKCHMS TEMIIOB €€
nporpeccupoBanus [59,70,72,74,79-81].

Kommenmapuu: B 6orvwuncmese yumupyemovix MA PKH ne
Ovll0  yOeOumenbHO  NOKA3AHO — Npeumyuwjecms  Opyeux
UMMYHOCYNpecCcugnvlx  Jiekapcmeennvlx — npenapamos  (ATX

Kaaccugurayus: «IIpomusoonyxonesvie npenapamol u
UMMYHOMOOYAAMOPHLY) (6 m.u. 8 KOMOUHayuu c
2/IIOKOKOPMUKOUOAMU) nepeo MoHnomepanuel

2noKoKkopmukouoamu.  Bmecme ¢ mem, mbl  donyckaem
B03MONCHOCMb Npumenenuss Komounuposannou UCT 6 omoenvHblx
cayuasx IgAN, ne noodarowuxcs revernuro 23 eitoKOKOPMUKOUOAMU,
8 PAMKAX NepCOHUPUYUPOBAHHO2O NOOX00a ¢ 00CyHCOeHUem
BEPOSIMHBIX PUCKO8 HACMYNIeHUsl N0OOUHbIX sienenull [§2-86].

VY namuentoB ¢ nepBuuHod IgAN u mporeunypuen >1
r/cyrku, pCK®d  >30  wu/mmw/1,73M2 ©w  HamTu4ueMm
npoau(epaTUBHBIX H3MEHEHHHM (Me3aHTHMalbHOM mpoiudepannu
W/WIU TIOJTYJTYHH ), HO 0€3 MPU3HAKOB OBICTPOIIPOTPECCUPYIOIIETO
HE(PUTHUECKOTO CHHIPOMA MBI PEKOMEHIYEM pacCMOTPETh
KOMOMHHUPOBAHHOE pUMEHEHNE TIIFOKOKOPTUKOUJIOB u
MuKkodeHonaTa Mo eTuIa sl CHIKEHUS IPOTSHHYPHH, MHIYKIUU
PEMHCCUU U CHIKEHUS pUCKa porpeccupoBanus [83,87].

Kommenmapuu: MA PKU npoodemoncmpuposanu 6Oonee
8bICOKVIO I(phekmusHocms 3moti KOMOUHAYUU 6 CPABHEHUU C
noooepacusaioweii mepanuetl 6e3 UCT u Opyeumu sapuanmamu
UCT 6 ommuowenuu meepobix KOHEUHBIX MOYEK NPO2HO3Ad Npu
CPABHUMOU UU MeHbULell Yacmone noOOYHbIX I¢hheKkmoe neuerus.
Opuenmuposounsiii pedxcum oozuposanus [83,87] mukoghenonama
Mogpemuna: UHOYKYUOHHAsL mepanusi (OaumenbHocms 00 6
Mmecayes) — npuem eHympo, 1,5 ep/cymku (no 750 me 2 paza 6 denv),;
noooepoicusarowas mepanusi — npuem enympu, 0,75-1,0 ep/cymxu
(cymounyto 003y pazdenums Ha 2 npuema). I 110KokOpmuxouowl &
KOMOUHAYUU ¢ MUKOpeHonama mMogpemuiom ciedyem npumeHsams
enympuo, 0,4-0,6 me/ke maccovl mena/cymxu 8 meuenue 2 mecsyes,
3amem — 8 meuenue yemolpex Mecayes CHUNCEHUE KaXHCObIl Mecay
cymounou 003wvl Ha 20%.

VY MmanueHTOB C IUArHO30M TMEPBHYHOW WM BTOPUYHOMN
IgAN ¢ OBICTPOIPOrPECCUPYIOUTUM HEPPUTUIECKUM CHHAPOMOM
Ha (poHE BBIpaKEHHOW MpONH(epaTUBHON aKTUBHOCTH W/WJIH U
KJIETOYHBIX TONYIYHUH TIO JaHHBIM TaTOJIOT0aHATOMHYECKOTO
UCCIICJIOBaHMUST OWOINCHHHOTO MaTepuanga, Mbl PEKOMEHIyeM
npoBeneHre komOuHUpoBaHHOW WCT riaokokopTUKOMIAMH B
codyetannn ¢ 1ukiIopochamMumoM™* s WHAYKIIUHM PEMHCCHHI
00JI€3HU U CHIKEHUS TEMIIOB €€ nporpeccupoBanus [88].
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VY nanuenToB ¢ IgAN Ha ¢one cuctemHoro IgA-Backymnura
MBIl PEKOMEHIYEM IIPOBOJUTH TaKO€ K€ JIEYEHUEe, KaK Uit
nepBuyHOM [gAN ¢ 1enpl0 JOCTIKEHUST PEMHUCCHUU OO0JIE3HU U
CHIKEHMSI TEMIIOB €€ TporpeccupoBanus [ 1,2].

IIpu otcyrctBUM >¢dekra OoT NpPOBOIMMOI Tepamnuu y
naieHToB ¢ IgAN Ha ¢Qone cuctemnoro IgA-BackynuTa Mbl
PEKOMEHIYEM PACCMOTPETh #pUTYKCUMada™** ¢ 1eNbIo JOCTHKECHUS
pemuccun 6one3nu [93].

Kommenmapuu: B omcymcmeue PKH, no oJanuvim
cucmemamuyeckoeo  0b6zopa ¢ MA  HabarwoamenvHblx
uccnedosanuil, #pumykcumab** mooicem Ovimeb 0Oe30NACHbIM U
NONE3HbIM A2eHMOM OJisl UHOVKYUU pemMuccuu 3a001esanus u
CHUDICEHUSL UMMYHOCYNPECCUBHOU Ha2py3Kku y nayuenmos c IgA-
BACKYIUMOM, PE3UCMEHMHbIX K 2M0KOKOPMUKOUOAM UNU OPYUM
UMMYHOCYRPECCUBHbLIM — JlekapcmeeHnviM — npenapamam — (ATX
Kaaccugurayus: «IIpomusoonyxonegvie npenapamul u
UMMYHOMOOYIAMOPLLY), a4 MakKdce y mex NayueHmos, Komopuim
9mu  npenapamel NPOMUEONOKA3aHvl. Pedxcum  O0ozuposanus
npenapama. 375 me/m2 1 paz 6 nedenio, 4 esedenus; uau 1000 me 1
paz 6 2 medenu, 2 esedenusn [93]. Ilpasura npucomosnenus,
XpaHeHus,  68edeHusi  Hpumykcumaba**  coomeemcmeyiom
UHCMPYKYUU N0  NPUMEHEeHUI0  JeKapCmeeHH020 npenapama
(«Ipunoscenue A3», n.2).

Y naumeHtoB ¢ BTopuuHOM IgAN ©0e3 mpu3HaKOB
OBICTPONIPOTPECCUPUPYIOIIIECTO HE(PUTHUYECKOTO  CHHIPOMA,
HE(pPOTUYECKOTO CHHAPOMA, BBIPAKCHHOW MPOIH(EepaTHBHON
AKTUBHOCTH W/WIW M KJICTOYHBIX TONYIYHHA MBI PEKOMEHIYeM
JIeYeHUE OCHOBHOI'O IaTOJIOTMYECKOTO Ipolecca ¢  LEJbIo
JTOCTHDKEHHS peMuccuu 6ome3nu [31].

Kommenmapuu: Cmpameeus neuenusi émopuurou IgAN ne
onpeodeieHa  HAOeHCHLIMU  OAHHbIMU. B Oonvuwuncmee
HAOII00AMENbHbIX UCCIe008AHUL NPedazarom Jiedums OCHOBHOE
3abonesanue 8 CO4emaHuu ¢ NPUMEHEHUeM YHUBEPCANbHbLIX
no0x0008 Kk newenuto XBI1. B ciyuasx yenuaxuu u 60cnaiumenbhvix
3a001e6aHUll KUWEYHUKA, UX JledeHue y HEeKOMOpbIX NAyueHmos
Modicem npusooums K paspeulenuto KIuHuko25 mopgonoeuieckux
nposenrenuti IgAN. V nayuenmog ¢ opyaumu npudunamu 6mopuyHou
IgAN omeem na newenue HeOOCMAMOYHO OOKYMEHMUPOBAH

Ilo cpaBHEHMIO C JAPYTMMH INIOMEPYISPHBIMH 3a00Jie€ BaHUSMH, INPH KOTOPHIX MOTYT

HAOTIONAThCsl SIPKO BBl paKCHHBIE pernmauBaMu 3aboneBanus, snu3oasl HC wmm OINII, IgAN

HPENCTaBISIET COO0M MEUICHHO MPOrpec CHpyIoliee 3a0oieBanue. B HacTosiIiee BpeMsi IpH BeJie HUH

IgAN neHTpanabHas pojb OTBOAUTCS CTpaTerusiM KOHTpoiiss AJl 1 MUHMMU3aLUK TPOTEUHYPUU — B
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0 TIOJHEHHE K TMOMBITKAM TOBIUSATh Ha TMAaTOT€HE3 OCHOB HOTo 3a00JieBaHUS C TIOMOIIBIO
ummyHozenpeccanTos [ 100].

Onuaemuonoruueckue uccienoBanus oonpmmx koropt IgAN B CeBepHoit Amepuke, A3uu U
EBpore nocienoBareabHO YKa3bIBalOT HA HEKOHTPOJIUPYEMYIO THIIEPTEH3UIO U IPOTEHHYPHIO KaK Ha
He3aBucuMbIe (pakTopsl pucka nporpeccupoBanust IgAN [94, 101, 102]. B uccnenoBanuu Le ¢ coasr.,
KOTOpO€ OLIEHNBAJIO UCX0Abl y 1155 manueHToB, OTMEUEHO CTATUCTUYECKHU 3HAYMMOe yayuuenue 10-
JICTHEW TOYEYHOW BBDKM BAaeMOCTH y TAIMEHTOB ¢ cTa0wibHOW mporemHypuer 0,5-1 1/cyr 1o
CpPaBHEHHUIO C TEMH, y KOTO MPOTeHUHypus npeBbimana 1 r/cyt, ¢ 10-neTHelt O0e31uanu3HON BBDKH
BaeMocCTbiO 94% (95% IU: 90-98%) u 20-neTHeii 6e3 quanu3HoN BEKHBaeMOCThI0 89% (95% AU:
82-96%) [101]. B PKU c yuyactuem 49 nanuentoB ¢ IgAN no crurayroe cpeanee Al 129/70 mm
pT.cT. cTabunu3u poBano CK® B Teuenue 3 yet, TOrja Kak y MAlMEHTOB, JOCTUTTIUX cpeaHero A/l
136/76 mm pr.ct. cpennHee cHuxkeHne CK® cocraBuno 13 mu/mun B Tedenue 3 ner [103].
PerpocniekTuBHBIE NaHHBIE M3 KPYIHBIX PErHCTPOB MOKa3bIBalOT, 4To manueHTel ¢ IgAN, mo
ayuaBme HAII® nns kouTpons AJl, umenu Gojee HU3KYIO0 CKOPOCTh €XKEroIHON MoTepH (PyHKIMH
IOYEK, YeM Takue e nauueHTsl, He nosydasimine UAIID unu BPA [102]. PKU c ywyactuem 44
nanueHToB ¢ IgAN mponmemoncTpupoBasio npeumyiiectsa MAIID (sHana mpuna) B OTHOIICHUH
nporpeccupoBaHusi 3aboiieBaHMs MOYeK (JIydlnash T[OYeYHass BBDKUBAEMOCTb M CHU)KECHHE
MPOTEUHYPUH) IO CPAaBHEHHMIO C SKBUBAJIEHTHHIM KOH TposieM A/l ¢ mOMOIIbIO anbTepHATHBHBIX
TUIIOTEH3UB HBIX CPEICTB (HU(EAUITNHA, aMIIOUIIHA, aTSHOJIO0NA, JMYPETUKOB U JIOKCa303uHa) [96].
PKU c yuactuem 109 asmarckux manueHtoB ¢ IgAN mokazanu Oosiee BBIpaXXEHHOE CHUKCHHUE
OPOTEHHYPUH W 3aMEIJIEHHE CKOPOCTH YXYAIIeHHs (YHKIUU TMOoYeK Mpu npumeHe Huu BPA
(BasicapTana) mo cpaBHeHuto ¢ tuiane6o [104]. He Obuto momyueHo Hukakux naHHbIX PKU 00
3¢ (eKTUBHOCTHU UM OE30MaCHOCTH JIBOMHOMN 0710 Kajabl ¢ ucnoiabzoBanueM HAIID u BPA npu IgAN.
ITo cnenyrommii anamu3 wucciaenoBanus STOP-IQAN He mnpo JeMOHCTPUPOBA HUKAKOM

JIOMOIHUTENBHOM MOJIB3EI OT ABOWHON OIOKAILIL.

YpoBeHb
yoenureabnoctu | Y1 Pexomenaanus
peKoMeHIanmn i
Pekomenayercs BceM mnanueHTam ¢ npoTeuHypueit >0,5
I/CyT, HE3aBUCUMO OT Ha JTUYHS y HUX apTepUATbHON THTIEPTCH3HH,
npoBOAUTH JeueHue oo nAIlD, mubo BPA.
B 1 .
Kommenmapuu: /lannas pexomeHOayus OCHO8AHA HA
00WUPHOM MaAccuse PaKmuuyeckux OaHHbIX, CBUOemelbCmBYOUUX
0 mMOoM, UMO apmepualbHas 2unepmeH3us U NpPOMeurypus
ABNAIOMCS OCHO8 HbIMU (HAKMOPAMU PUCKA NPOCPECCUPOBAHUSL
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XBII, u umo neuenue apmepuaibHOU SUNEPMEH3UU U YMEHbUICHUE
npome UHYPUU CHUNCAIOM PUCK NPOSPECCUPOBANUS NOYEUHOU
Hedocma moyHocmu. [lannvie konkpemno no IgAN, xoms u mue
CMONb OOWUPHBL, CO2AACYIOMCAL € dmumu HabmodeHusimu. Hem uc
cnedosanuti, nokasvisarowux, umo npu IgAN oeotinas 610 xaoa c
ucnoavzosanuem uAll® u bPA npesocxooum 610Kady ¢ nOMOWbIO
00HO020 K1acca npenapamos. Tlocnedylowutl anaiusz uccied08aHus
STOP-IgAN  He NPOOEMOHCMPUPOBAL OONOTHUMENTLHBIX
npeumywecms om 06ouHou O6nokaovl [89]. Ilo muenuro Paboueii
2PYNNbl, HACMOAMENbHASL PEeKOMEeHOd Yus Onpasoana u3-3a
CO2NACOBAHHOCU ~ NPEUMYWeCm8  JleYeHUs  SUNEPMOHUU U
npomeuHypuu, HaAbI00AeMblX 60 6cem CHeK mpe 3a00je8aHull
noueK, U 8 YeioM HUZKO20 PUCKA 8pedd NPU JiedeHul CUNePmMOHUY U

AHMUNPOMEUHYPUYECKOU  mepanuu, d maKice OmCymcmeust
000cHo8aHUll 01 Opy2oul pekomenoayuu konkpemro 0 IgAN.

B wuccnenoBanusix, nposeneHHblXx B CeBepHoii Awmepuke, Epone u Asum, ObLIO
MIOCJIEZI0BATENIBHO NT0KA3aHO, YTO TSAXKECTh MPOTEUHYPUU SIBIISIETCA HE3aBUCUMBIM (PAaKTO pOM pHCKa
nporpeccupoBanus IgAN [94, 101, 102]. B uccnenoBanuu Le ¢ coaBT., KOTOpOE OIEHHUBAJIO UC XOIbI
y 1155 nanueHToB, OTMEUEHO CTATUCTUYECKM 3HA 4YMMe YyinyduieHue 10-jeTHell nodedHon
BBDKMBAEMOCTH Y MAIMEHTOB ¢ cTa0miIbHOU mporennypueit 0,5-1 r/cyT o CpaBHEHHIO C TEMH, Y
KOTo MpOTeUHYpHsl npeBbimaia 1 r/cyt, ¢ 10-neTHeit 6e3auanu3Hoi BeKUBaeMoCThio 94% (95%
JA: 90-98%) u 20-netneii Oe3auanu3Hol BKUBaeMoCTbio 89% (95% AU: 82-96%) [101]. B me
TaaHanu3e § HCCIeNOBaHMM ¢ ydacTueM 866 MAalMEHTOB OLICHMBAJICS AHTUIIPOTEUHYPUYECKUI
spdexr BPA y HOPMOTEH3MBHBIX MALMEHTOB ¢ NMpoTenHypHen. [lo cpaBHEHHMIO ¢ KOHTPOJIBHOMN
rpynnoii npuMmenenne BPA Obl1o0 CBA3aHO CO 3HAYMTENBHBIM CHIKEHHEM 3KC Kpeuuu Oenka ¢
MOYOM y MalMeHTOB ¢ AMA0ETOM M yMe PEHHOU anbOyMHUHYpUEH, a TakKe y MalUeHTOB ¢ HEPPO
natueil ¢ sBHOU mporeuHypueit 0e3 auadera. ITOT F3PQPEKT mocae0BaTeIbHO HAOII0JaNICs KaK Y
3amajHoro, TaK u 'y asuarckoro HaceneHus [ 108]. B aTor meTa-ananu3 ObUIO BKIFOUEHO HEOOIBIIIOE
uccinenosanue IgAN, B ko Topoe Bouwiu 32 HOPMOTEH3UBHBIX NalleHTa B Bo3pacTe 18-54 ser ¢
nporeunypueit (1-3 r/cyr) m HopMansHO# (yHKIMer nouek (KKp >80 mur/muH), koTopbie ObLIH
cilyyailHbIM 00pa3oM pacrpesienieHsl B 4 Tpynibl jiedeHus (Bepanamui 120 mMr/cyT; TpaHaonanpui
2 Mr/cyT; KaH JiecapTaH HMWJICKCeTH 8 Mr/cyT; 1 tane6o) [93]. AHTH NpOTEeMHYPUUYECKHIA OTBET B
rpyImnax TpaHaoJanpuiIa U KaHaecapTaHa HuiekceTuia Obl1 cxoaHbIM (-38% mipo tuB -40%) 1 ObL1
3HAYUTENBHO BhIIIE, yeM y Bepanamuia (P<0,01). B meTta-ananuse gJaHHBIX HAa YPOBHE OTIEIBHBIX
y4qacTHUKOB, BKirouaBiieM 830 mamuentoB u3 11 PKU, cHmwkenne nporenHypuu ObIIO CBA3aHO C

0onee Hu3zkuM puckoM yaBoeHusi ypoBHsS CKp, KCBII wimm cmeptu npu IgAN, u 310 OBLIO
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MOCJIEIOBATEIbHO OTMEYEHO BO Bcex uccaenoBanusx [106]. Jlanubpiii ekt He 3aBucen or
HAIW4YUS WIA OTCYTCTBUS runepronnn. He Obulo mo nydeHo Hukakux naHHbIXx PKUW 006
3¢ (dEeKTUBHOCTH WM OE30MMACHOCTH JBOWHOW Oyokaznsl ¢ ucnoib3oBanrnem MATID® u BPA mpu
IgAN. TMocnenyromuii anamu3 uccie jgosanus STOP-IQAN He mpoaeMOHCTpUPOBAT HHUKAKOH
JOTIOTHUTEIIBHOM TTOJIB3bI OT JIBOMHOMN OJT0KasbI [89].

Onnako HesicHO, mpuBeneT Ju Onokana PAC k snyu mum pesyasratam npu IgAN c
ymepenHoi anbOymu Hypuei (30-300 mr/cyt) u HOpMansHbiM AJl, yautsiBas orcyrctBue PKU,
MTOCBSIIICHHBIX 3TOMY BOIIPOCY.

Touzmumkromust mpu 1gAN:

* TOH3WIIPKTOMUS HE JODKHA HCIONB30BaThcs B KauecTBe merona jedeHus IgAN y
MTALIMEHTOB €BPOIICOMUTHOM PACHL.

* TOH3WIIOKTOMUS TIPEJTaracTcsl B HEKOTOPBIX HAIIMOHAIBHBIX PYKOBOJCTBAX IO JICUCHHIO
PEMINBHUPYIOINIEro TOH3UUIUTA y nanrueHToB ¢ IgAN.

* MHOTOYHMCIICGHHBIE HCCIICAOBAaHUs, MPOBEICHHBIC B SIMOHHWM, TOKa3ald YIy4lICHUE
MOYEYHOUW BEDKMBAEMOCTH M YACTUIHYIO WIUIIOIHYIO PEMHUCCHIO TEMaTyPHH U IIPOTCHHYPUH TIOCTIE
W30JIMPOBAHHON TOH3WIDKTOMUHM WJIM TOH3WUIDKTOMHH B COYETAaHUU C IYJIbC-Teparueit

DIIFOKOKOpTUKOUAaMu [95, 121-124]

5. IIpo¢puniiakTuka u JUCHAHCEPHOE HAO/II0eHHe, MeAMIIMHCKIE IIOKA3aHUA U

IMPOTUBONOKA3aHUs K IPUMECHEHUIO METOA0B npoc[mnalchm

MeToab! U noaxoabl k nepBu4HOil npoduaakTuke IJAN He paspadoTaHbl.

YpoBenb
yoenuteabHoctu | YL Pexomenpanmsi
pexoMeHaauui
VY nanueHToB ¢ mnepBUYHOW WM BTOpuYHOM IgAN MbI
PEKOMEHIyeM TIPOBOJUTH TPOPUIAKTHICCKHE MEPOIPHUSITHS,
. : HalpaBJICHHbIE Ha TPO(HIAKTUKY OCIOKHEHHH JUCHYHKIIHH
nmouek u OIIIl gucnancepHoe HaOmOACHHE B 00BEME,
NpeIyCMOTPeHHOM pekoMeHmarusmu no XbBII, mis ymydmienus
UCXO/I0B OOJIE3HHU.

6. Opranu3anusi oKa3aHus MeMIUHCKON MOMOIIM

OcHOBHBIE TOKA3aHHUSA K 3KCTpeHHOﬁ TroClMuTAJIM3alui B CTAMUOHAP MAUECHTOB C |gAN
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1) PasButue win nomo3perue Ha pasputue OIII (cHmwkeHnue TeMnos auypesa <0,5 mi/kr/4ac B
TedeHue 26 4acoB WJIM MOBBILIEHUE KpeaThuHUHa KpoBHU >50% OT MCXOMHOro 3a 7 JHEH Wiu
MIOBBIIIIEHUE KpEeaTHHWHA KPOBH Ha >26 MKMOJIB/JI 3a 48 4acos;

2) osicTpornporpeccupyroinee cHrkeHrne CK® u/viiu moBkIIIeHHe YPOBHS KpeaTHHUHA KPOBH (HA
>50% B TeueHue 3 MecsIEB);

3) ocTpslii HEPPUTUIECKUI CHHIIPOM;

4) BOAHO-ANEKTPOIUTHBIE HApyIIeHHs M auuno3 (moTeps S>KUAKOCTH ¥ TUIOBOJEMHUS,
THIIEPKATUEMHUS, TUITOKAJTNEMHS, TUITOHATPUEMUS, MeTa0OoTIeCKUN anuao3,
JIEKOMIIEHCUPOBaHHBIN );

5) moboe U3 CIEAYIONMX OCIOKHEHHM, TPeOyrolee 3KCTPEHHOM Tepanuy, BKIIIOYas Hadajo
Iyanv3a: HapylleHue pyHKIUH HeHTPalbHON HEPBHON CHCTEMBI; CEPO3UTHI; JEKOMIICHCAIIHS
MeTa0OIMYECKOr0  aluz03a; TUIMEPKATUeMUs; HEKOHTpOJHpyeMas THIepTruipaTanus
(aHacapka, OTEK JIETKHX) W apTepHalibHasl THUIEPTEH3Us; TsDKesas OelIKOBO-DHEepreTHYecKas
HEI0CTAaTOYHOCTH;

6) pe3ucTeHTHass K aMOyIaTOPHOMY JICYCHHIO apTepualibHas TUNEPTEH3Us (BKIIOYas
TUNEPTEH3UBHBIN KpU3);

7) Brepsbie BoisiBeHHOE cHIKeHHEe CKD <30 mi/mun/1,73 M2,

OcHOBHBIC MOKA3aHUS K BBIINCKE MAIMEHTA U3 CTAIIHOHAPA M0CJIe IKCTPEHHOH
rocnuraju3anuu nanueHToB ¢ IgAN
1) IMoarBepxaeH win uckiatodeH auaruo3 OINI; mpu MOATBEPIKICHUM YCTAHOBJICHA STHOJIOTHS

OIII'T

2) mposeneno Jjedenne OIIIl B moiaHOM o00BbeMe, 3aBepIIUBIICECS HCXOIO0M (perpecc,
nporpeccuposanue XbII, TITH);

3) ycraHoBiieHa MpuuYnHa ObICTponporpeccupyromero cHiwkeHuss CK® w/wmu moBbIeHUs
YpOBHS KpearnHuHa KpoBu (Ha >50% B TeueHue 2-6 MecCsIEB) U TPOBEICHO JICUCHHUE,
3aBepIIuBIIeecs UCXooM (perpecc, nporpeccupoBanue XbII, TITH);

4) roynupoBaHbI MPOSIBICHUS OCTPOTO HEQPUTHUECKOTO CHHPOMA, YCTAHOBIIEHA €r0 PUYNHA;

5) mpoBeeHO  JieueHHE  KIMHMYCCKH  3HAYMMBIX  OCJIOKHEHUH  TUCHYHKIUU  IOYCK:
BO/IHORJICKTPOJIUTHBIX HAPYIICHWH, HapyIIEHUH KHCJIOTHO-OCHOBHOTO COCTOSHUSI KPOBH:
KyIUpOBaHbl WM KOMIIEHCHPOBAHbl THIIOBOJIEMHUS, THUIEPKAIUEMUsl, THIOKATUEMUs,
THIIOHATPUEMUS, METaOONINYEeCKU ali103, METaOOIMUYECKHA aTKano3
(KOHCEpBAaTUBHBIMU METOJIAMU WUJIU METOJaMU JUaJIN3a);

6) CHIKEHO apTepHalIbHOE IaBJICHUE, YCTPAHCHBI )KU3HE YTPOKAOIIUE MPOSBICHUS THITIEPTEH3UN

Y ONTUMHU3UPOBAHA AaHTUTUIIEPTEH3UBHAs Tepanus y nanueHToB XbII.
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7) npu BrepBbie BbIsiBIeHHOM cHikeHun CK® mi/mue/1,73 M2 mpoBefeHbI UATHOCTHKA U

JICUEHUE OCHOBHBIX OCIIOKHEHUH MUCHYHKIIUU TTOYEK.

OcHOBHBIE TOKA3aHUA K IJIAHOBOM roOCIIUTAJIHA3AINN B craguoHap:

1) [MepBuuHas AuarHocTHKa rpu nopo3peHun Ha IgAN

2) y MalueHTOB ¢ U3BeCTHBIM Auarao3oM IgAN:
e HapacTaHue NMPOTECHHYPUH W/UIIU TeMaTyPHH;
e  BIEPBBIE BHIABICHHBIH HEPPOTHIECKUI CHHIPOM MJIM COUETAHHME THIIOAIL0yMUHEMUH
e nporeuHypuu >3,5 r/cytku/1,73 M%

® HEOOXOAMMOCTb MUATHOCTUKH/MU(GEPCHINATEHON AMATHOCTUKYA C TPUMEHEHHUEM OHMOIICHU
MOYEK WJIH JPYTUX TUATHOCTUYCCKUX UCCIIEAOBaHUH, TPEOYIOIINX FOCIUTAIN3AIINN;
3) popMupoBaHHe AOCTYIA IS JHATTH3A;

4) Ha hoHe OEPEMEHHOCTH;

5) npoBenenne UCT IgAN w/unu jieueHHe acCONMUPOBAHHBIX MATOJOTHUECKUX MPOIIECCOB; 6)
MOJITOTOBKA K MTPOBEICHHUIO ONEPATUBHOTO JICYCHUS M0 Pa3HBIM IMOKA3aHUSM.

OcHOBHBIE ITOKa3aHUs K BBITIMCKE MAIIMCHTA U3 CTAI[HOHAPA TOCIIE TUTAHOBOM T'OCITUTATA3AIIHH:

1) IToatBepkaen wnu ompoBeprHyT aumarao3 IgAN, mpoBemeHbl JI€YeHHE M IIEPBHYHAS
JUArHOCTHKA C TPUMEHEHUEM OMOTICHH MOYEK WM APYTUX TUATHOCTUYECKUX UCCIIeIOBAHHI B
COOTBETCTBUH C PEKOMEH/IAIUSIMH;

2) MOATBEP)KJCH WM ONPOBEPIHYT THATHO3 OOOCTPEHUS/PElUANBA, MPOBEACHO JICUCHUC B
COOTBETCTBUM C PEKOMEHAALUAMU; 3) MpoOBeAeHa AMArHOCTHKa mpuyuH BropuuHoit IgAN B
COOTBETCTBHUH C peKOMeHAanusIMu; 4) chopMupoBaH JOCTYN 7Sl AUATN3A;

5) IgAN Ha (oHe OepeMEeHHOCTH — OIpPEIC/ICH MOYEYHBIH MPOTHO3, MPOBEACHBI JICUCHUE U
JTUArHOCTHKA B COOTBETCTBHH C PEKOMECHIAITUSIMU;

6) mpoBenenne umHAyknuonHoit MCT  mpoBeaeH LUK WIM  TOocnHMTaibHas  (¢asa
MMMYHOCYIPECCUBHON TEpamnuy, BHINIOJHEHA TUArHOCTUKa U JedeHue ocnoxueHuit MCT,
OCYIIECTBIICH KOHTPOJIb (YHKIIMOHAIBHOTO COCTOSHUSI MOYEK, MPOBEACHBI TUATHOCTHKA U
JICYCHUE OCIOKHEHHUN TUCOYHKIIMHU MTOYCK (€CIIU TAKOBbIC ObLIH BBISBIICHBI);

7) MOATOTOBKA K IMTPOBEICHUIO OTIEPATHBHOTO JICYSHHUS OCYIIECTBICHA HEOOX0AMMAst TUArHOCTUKA
n Koppekuus ocioxkHeHuil XDblI, BausomMX Ha PUCKH ONEPAaTUBHOIO BMEMIATEIbCTBA
(KOHCEpBAaTUBHO UM METOJIaMU IMAN3a).

[TpuHIMITEI OpraHu3auyu aMOyIaTOPHOM MOMOIIH:
AwmOynatoproe BeaeHue naiueHToB ¢ IgAN 10mKHO OBITH OPraHW30BaHO B COOTBETCTBHH C

MIPUHIIUIIAMHU, U310KEHHBIMU B pekoMeHaanusax no XbII [24].
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anypruqeucoe BMEIIATEJIBbCTBO:— HEC SABJIICTCA OCHOBHBIM:

. OuoICHUs IMOYKH;
o KaTeTepHU3alysl [IEHTPATbHOMN BEHBI;
° TOH3UJUIDKTOMHSI;

6.0. JanbHeiimee BegeHne: Ha nmonukiIMHUYECKOM 3Tale MOCIHE BBIIMCKU U3 CTal[MOHApa:
coOmofieHNe pexrMa (yCTpaHEHUE MepeoXNIaKIACHUH, CTPeccoB, PU3NUECKUX MEPETPy30K),
TUETBHI; 3aBepIIeHUE JeueHHs (CaHalus Oo4aroB MH(EKIWH, aHTUTUIEPTEH3WBHAS Teparus)
JMCTIaHCepHOe HaOII0IeHUE B T€UEHHUE S JIeT (B MepBbIi roj] — eXXeKBapTaabHO u3Mepenue All,
aHaJIN3 KPOBH, MOYH, OIIPEEIICHUE COAEPKAHUS KpEaTUHUHA CBIBOPOTKHU KpoBH U pacueT CKD
no kpearununy — (opmyna CKD-epi, CMm. kajkymstopsl Ha caitre http://mdrd.com., wmm
Kokpodra-T'onra). Y3U mouek 1 pa3 B rox, onpenencHue Oenka B Mode (KOJTUYECTBEHHAS
npo6a) 1 pa3 B 6 wmecsueB, DKI-no mokazanusMm. [Ipu coxpaHeHHH SKCTpapeHalIbHBIX
npu3HaKoB Oolee yem 2 Mecsa (apTepualibHasi TUIICPTEH3MUsI, OTEKH ), BRIPAXKEHHOTO MOYEBOTO
CUH/IPOMA WJIM YTSKEJIEHUU UX HEOOXOIUMO MPOBeACHHE OMOTICUU MOYKH, TaK KaK BEPOSITHBI
HeOnaronpusiTHeie Mopdonorndeckue BapuanThl ['H, Tpelyromiye uMMyHOCYHpecCUBHOMN
TEpaInH.
OcmoTp Hedposora 3aBUCHT OT CTAAMU 3200J1eBAHUA:
® [IpU aKTUBHOM cTaanu — 1 pa3 B MecHi;

® [IpU HEAKTUBHOM — 2 pa3 B TOJI.
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HAIIMOHAJIBHBIN KJIMHUYECKHWA MTPOTOKO.T
MEJUIINHCKOI'O BMEIIATEJIBCTBA 11O HO30JI10I'MA
“IgA TJIOMEPYJIOITATUA”
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2. OCHOBHAS YACTb.
Beenenue
2.1 TepMuHBI U onpeAeICHUSA

Nmmynoriodynun A-aHepponarus (IgAN) — xponuueckas miioMepyisipHass OOJIE3Hb,
CBSI3aHHAs C BOCHAJIMUTEIbHBIM MOPAKEHUEM IMOYEUHBIX KIIYOOUKOB, OMOCPEIOBAaHHBIM JIETIO3UIUEI
UMMYHHBIX KOMIUICKCOB, COAEpXKalIMX abeppaHTHBIA ceKpeTopHbldi uMMyHODoOynuH A (IgA) u
NPUBOJIAIIAS K PAa3BUTHIO HEOOPATUMBIX (PUOPOILUIACTHUECKUX U3MEHEHMH opraHa [1,2]

2.2 DTHOJI0THA M TATOreHe3 3a00JIeBaHUSI MJIM COCTOSIHUS (Tpynnbl 3a0071eBAHMNA WU
COCTOSIHUI)

IgJAN sBrsercs Hambosee pacHpoCTpaHEHHONM MMMYHHOH Imomepysonatuel B mupe [3],
KOTOpasi MaTOr€HETHUYECKU IMpPECTABISAET COOOH NOBPEXIEHHME IOYKU B pe3ylbTare HW3MEHEHHH
MMMYHHOTO OTBETa CJIM3UCTBIX 000j0ueK. KilloueBbIM MOMEHTOM B pPa3BUTUHU OOJIE3HU SBISETCA
MUHOpHAasi MOJIEKYJISIpHAs IIEPECTPONKA B IIAPHUPHOM Y4aCcTKE CEKPETOPHOTO UMMYHOIIIOOYIMHA A 1
(IgAl), nposiBisiroriiasicss B BUjie HapyIICHHs ralaKTO3UIUPOBaHusl B cTpykType O-rnkana [4,5], uto
MPUBOJIUT K M3MEHEHHMIO KOH(OPMAIMM MOJICKYIbl M NMPUOOPETEHUIO CBOWCTB ayTOaHTHUTEHA [6].
HeobOxonumeiM ycaoBrueM st Tunieprpoaykiuu ranakrosoneduiuraoro IgAl (Gd-1gAl) seasiercst
AKTUBAILUsl UMMYHHBIX PEaKUUi CIM3HUCTBIX U HapyLIEHUE IPOLECCOB cekpeunu [7,8]. YBennueHue
nyna Gd-IgAl B mupkynsuuy NpuBOAMT K oOpa3oBaHHI0O MMMYHHBIX KomiuiekcoB (MK), ocHoBy
KOTOPBIX COCTABIISIOT ayToaHTuTena kinaccop 1gG, IgA (ummyHornoOynuH G, A COOTBETCTBEHHO) UITH
IgM (ummyrorno6ymna M) x Gd-1gAl, CD89 (FcuRlI) u kommemenra [9, 10]. Gd-IgAl-conep:kamne
WK BcaencTsre OONBIIOTO0 MOJIEKYISIPHOTO paguyca HE MOTYT OBITh HMOABEPTHYTHI €CTECTBEHHOMY
KiMpeHcy B remaromurax [11]. B pesynbrare Hakomienuss Gd-IgAl B mupkysisinuu, MpOUCXOTUT
nenosunus TnA-comepxkamux MK B meszanruum m ux B3aumozeiictBue ¢ CD71 (pementopoMm K
TpaHCc(eppuHy), UYTO BBI3BIBAET MpPONU(EPALUI0 ME3aHT'MOIMTOB C TOCIEAYIOLEeH aKTHBaluei
CUCTEMBI KOMIUIEMEHTA, UMMYHHBIX KJIIETOK U APYTUX PE3UACHTHBIX KJIETOUHBIX NOMYISALUN, TPUBOAS
K MTOBPEXKICHHUIO OpraHa U OpMHUPOBAHHUIO TUITUYHONW MOpdoornyeckoi KapTunsl 6one3nu [12, 13].
PacrpocTpaHeHHOCTh, KIHHHKO-MOpGOJOrHUecKue mposBiacHus u mporao3 IgAN  umeror
3HAuUTENIbHbIE Teorpaduyeckue M pacoBble pasnuuusd [14-18]. MHoroneTHue KIMHUYECKHE
HaOmonenus: TeueHust ciydaeB IgAN Mo3BOJSIOT cyMTaTh, 4TO 0OJE3HH B POCCUHCKON MOMYJISIIUU
MOXET  HUMEThb  CYLIECTBEHHbIE  OCOOCHHOCTM  pacHpOCTPAHEHHOCTH,  KIMHUYECKUX U
Mop(hoornyeckux MposiBICHUH, a Takke mporuosa [19].

2.3 DOnuagemuoorus 3a0071eBaHMS WIN COCTOSIHMA (Tpynmnbl 3a00J€BAHUH  WJIH
COCTOSIHUIA)

OTnenbHBIX JAaHHBIX OQUIMAIBHON CTAaTUCTUKU M TMONYJISIMOHHBIX HCCIEIOBAHUN O

pacipoCTPaHEHHOCTH, 3a00J€BaEMOCTH, CMEPTHOCTHU MO INIOMEPYJISIPHBIM 3a00J€BaHUAM, BKIIIOYAs
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IgAN, He mnpencrasneHo. Ilpeanonaraercsi, 4yTo JOIsI MMMYHHBIX IJIOMEPYJIONATHH, K KOTOPBIM
otrHocutcst IgAN, cpeny Bcex MIOMEpY/ISIPHBIX U MHTEPCTHIIMAIBHBIX 00JIe3Hel nouek cocranmser 20-
30% c pacnpoctpanernHoctbio 300-450 va 100000.

PacnipocTpaHeHHOCTb, KIMHHKO-MOp(dosoruueckue mnposieHuss u nporso3 IgAN umeror
3Ha4YMTENbHbIE reorpaduyeckue M pacoBble pasnuuus [14-18]. IgAN BeisBisitor B 41,% cpenu
NEPBUYHBIX UMMYHHBIX [JIOMEPYJIONaTUi ¢ okugaemMon pacnpoctpaHeHHocThio 100-200 ciiydaeB Ha
100000.

HecMmoTpst Ha OTHOCHUTENIBHYIO HU3KYIO PACIIPOCTPAHEHHOCTh, UMMYHHBIE ITIOMEPYJIONaTHH—
HauOojee dacTas MNpPUYMHA PA3BUTUS TEpMUHAIBbHOW moueuHol HexocratouHoctu (TIIH) wu
HEOOXOAMMOCTH MPOBEICHUS JOPOTOCTOSIIIEH 3aMecTuTenbHOM moueunoit Tepanuu (311T) metomamu
IUaau3a W TPAaHCIUIAHTAMKM TOYKU [23], moTpeOnsroiell CyIIeCTBEHHYIO [OJII0 OropkeTa
3apaBooxpaHeHus. HenocTaTouHbli KOHTPOIb QyTOMMMYHHOI'O BOCHIAJIMTEIBHOIO Ipoliecca B MOYKe
SBJISIETCS OCHOBHBIM (DaKTOPOM MPOTrpecCUpYIONINX (PUOPOIIACTUYECKUX H3MEHEHUH U yTpaTbl

¢byHKIMi opraHa.

2.4 Oco0eHHOCTH KOAUPOBAHUSI 3200/IeBAaHMSI MJIU COCTOSTHUS (TPYNNbI 3200/1€BaHUMH WIN
COCTOSIHUM) M0 MexKIyHAPOAHOM CTATHCTHYECKON Kiaccupukauuu 0Oose3Hed U mpodJiem,
CBSI3AHHBIX CO 3/I0POBbEM

C yderoM pa3HOOOpa3usi KIMHUYECKUX M Mopdoiorudeckux mpossiaeHuit IgAN, mis ee

KoaupoBaHUS 1Mo MexayHaponHoit kinaccudukanuu Oonesneir OJICB-10) crmemyeT npuUMEHSTH
COYETaHUSI COOTBETCTBYIOIIMX KOJOB, OTPAKAIOMINX KIMHUYECKHE CHHIPOMBI M THCTOJOTHIO.
Tpex3unaunbie pyopuku NOO-NO6 ocHoBanbl Ha knmHHYeckux cuHapomax. C pyopuxamu NOO-NO6
CJIeyeT UCIOJIb30BaTh YETBEPThIE 3HAKH, KIACCUPUIMPYIOUE MOPQOIOrHYECKUe H3MEHEHHS
(mompyopukw . |, .3, .4, .7, .8). [TocnenHue yka3bIBalOTCS 4Yepe3 TOUKY MOCE KoJa KIMHUYECKOTO
curapoma (Hampumep, NO02.3). [ToapyOpuku He CleayeT HCIONb30BaTh, €CIIU IS WACHTH(DUKAIIHH
MopakeHU He OBLIM MPOBEACHBI CelHalbHble HCCIeI0BaHus (HapuMep, OMOICHS WM ayTOICHS
noyek) (tabm. 1).

Cnyugan IgAN mpu mypmype I'enoxa-lllenneitna (D69.0) cnenyer xommpoBarh kak NO8.2
(I'momepynsipHBIE IOpaXkeHUs IPU OOJIE3HAX KPOBU U IMMYHHBIX HAPYIICHUSX ).

IgAN, 1o omnpeneneHuo, ABIsSETCS XPOHUYECKUM MOBPEKICHUEM TTOUYKH, TOITOMY BCE CITydau
ATOr0 3a00JIeBaHMs JOJDKHBI OBITH KIACCU(MHUIIUPOBAHBI B COOTBETCTBUU C PEKOMEHAALMSMHU TIO
xpoHuueckoi 6one3nn nouek (XbIT) [24].

2.5 Kinaccupukanus 3a00/1eBaHus] MM COCTOSIHUSA (TPyNNbI 3200/ 1€BAHNH HJIH
COCTOSTHUIA)

KJ'IaCCI/I(l)I/IKaLII/I}I |gAN OCHOBaHa Ha OLCHKEC BbIPAKCHHOCTU THUCTOJOTUYCCKUX

U3MEHEeHUl KI1yoouKoB [27,28]:
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Me3aHruaabHoii nposmdepaunuu (MO — He Gonee yem B 50° 0 ky60ukoB, M| n Gonee; Gonee
TpeX KJIETOK B ME3aHTHAIbHOM 00J1acTH),
IHAOKaNULIsIpHOi npoaudepaunu (EO orcyrctByerT, E | yka3piBaeT Ha Hanu4me), CErMEHTapHOTO
CKJIep03a WIJIHM aJre3WH TeTellb KamWUIIPOB K Karcyne krydouka (SO — Her, S 1 _yka3biBaeT Ha
HaJHYHeE),
TyOyJasipHoii aTpoduu/unrepcrunuaibuoro ¢pudposa (TO — menee yem 25% KOpPTHKATHLHOM
30HbI, T 1 — 26-50% xoprukaabHO# 30HbI, T2 6oiee 50% KOPTHKAIbHOM 30HBI;
KJIETOYHBIX WM (GUOPO3HO-KIeTOYHbIX moayaynuii (CO uet, C 1 — menee 25% xiybouxos, C2
— 25% u 6osee KITyOOUKOB).
4) TpeboBaHUsI K CIIEIHATUCTY, IPOBOSIIEMY TPOIEAYPY HIH BMEIIATEILCTBO —
1. Bpaun-uedpomnoru
2. Bpaun-peBmarosioru
3. Bpauun-TepaneBTsl
5) mnepeyeHb OCHOBHBIX U JOMOJHUTENIbHBIX JUAarHOCTHUYECKUX MEPONPUITHH B
MOATOTOBKE K TMPOUEAYpEe WIM BMEIIATENbCTBY (OTAEIBHO TMEPEYUCITUTh: OCHOBHBIC
(oOs3aTenbHBIE) W JIONOJHUTENbHBIE  OOCIENOBaHHS, MHTEpIpEeTalus  pe3yIbTaToB
o0cienoBaHmin);
Bpau gomxeH BBIICHUTH UCTOPHIO 3a00I€BaHNUS, TPOBECTU OCMOTP M Ha3HAUUTH 0OCIEAOBaAHMUS:
OcHoBHBIE:
AHanu3 Mo4YM, YTOOBI OMPENEIUTh HaTW4Yhe OelaKa W IPUTPOIUTOB, ONpeenuTh CyTOUHAS
MPOTCUHYPHUS;
Amnanusbl kpoBu, BCK;
Knunuyeckuii aHanu3 KpOBU, 4YTOOBI OMPENEIHTh YPOBEHb TIE€MOTTIOOMHA U KOJIMYECTBO
SPUTPOIUTOB, JICHKOIIUTOB U TPOMOOITUTOB B KPOBHU
Buoxumuyeckuii aHaau3 KpoBH, YTOOBI ONIPEACIIUTh YPOBEHB OeJiKa, KpeaTHHUHA, XOJIECTEPUHA,
moueuHa, AJIT, ACT, 06 O6unypyObun, moueBass kucnara, Lluctarua C, NGAL, anbymun,
IJII0K03a KpaBhl, J[-TuMep U Ipyrux BEIIECTB;
Kommmment C3, Kommmument C4, AHLIA tect (ArTuHelTpoduasHbIe LluTomasmaTnaeckue
Antutena), tAHIIA (muronnasmatuyeckue - AHIIA, cANCA), mAHIIA (mepunykieapHbie
AHIIA, pANCA), Anti-dsDNA Ab B kpoBu, Anti-La/SSB Ab B kpoBu, Anti-Ro/SSA Ab B
kpoBu, Anti GBM-Ab, Aunturena k peuentopy ¢ochonunassr A2 (Anti-PLAZR), 19G,
NmvmyHorpamma B KpoBu (kietouHuit), AHA (AHTHHyKJIeapHble aHTWUTENa), AHTUTENA K
kapauonununy (aCL), IgG u IgM,, Boryanounsiii anTukoaryiasat (BA),, AHTuTena k 6eta-2-
rinukonporenny-1 (ap2-GP-1);

KoarynorpaMMa;

41



Pacuer ckopoctu kiy6oukoBoi ¢uiabTpauuu (pCK®D), uyToObl OnpeaenuTh, HapylieHa JIu
OCHOBHAasl (PYHKIIMSI TOYEK — CIIOCOOHOCTh (PUIBTPOBATH KPOBb M BBHIBOJUTH BOJY M NMPOJYKTHI
0oOMEHa BelIeCcTB

AHanu3bl Ha aHTUAJEPHbIE AHTUTENA U IPYTUe CIIELUaIbHbIE UMMYHOJIOTHYECKHUE IT0KA3ATENN
buoncust nouku, 4ToOBI HCCIEA0BATH 110 MUKPOCKOIIOM KPOIIEUHBIH KyCOYeK MOYEYHON TKaHH,
OTIPEETUTh TSHKECTh MOBPEXKAECHUS U T0J00paTh HEOOXOJUMOE JICUEHHE;

JlomoJHUTEJLHbIC:

Pentrenorpadust kuctu
YapTpa3ByKOBOE UCCIIEAOBAHNE OPTAHOB OPIOIIHOM MOJI0CTH (KOMILIEKCHOE)
YapTpa3BykoBOE UCCIeA0BaHHE TUM(ATHUYECKUX Y37I0B (0/IHa aHATOMUYECKas 30HA)
YabpTpa3BykoBas nomnmuieporpadusi cocyaoB (apTepuil ¥ BeH) HIDKHUX KOHEYHOCTEH
KommnwroTepnas Tomorpadust OpraHoB TpyaHOM MOJIOCTH
KommneroTepras Tomorpadust opraHoB OPrOITHOM MOJIOCTH U 3a0PIOMIMHHOTO TIPOCTPAHCTBA
KommbroTepHo-ToMorpadudeckast anruorpadust IErouHbIX COCYI0B
MarauTHo-pe30HaHCHas ToMorpadust cep/ia ¢ KOHTPACTHPOBAHUEM
MaruutHo-pe3oHaHcHas ToMorpadus roIoBHOTO MO3ra
6) TpeGOBaHMA K NMPOBEIEHUIO MPOLEAYPHhl WM BMENIATEILCTBA: JICUCHUE TSIKEIBIX
dopMm IgAN, mpeaCcTaBASIONUX YTPO3Y ISl COCTOSIHUS OTIEIBHBIX OPTaHOB M CUCTEM (B ITEPBYIO
ouepenbr — TMOYEK), WX JUIS JKU3HHM TMAIlMeHTa, BKIIOYaeT B ceOs WMHHUIMATBHBIA TEePUOJ
BBICOKOMHTEHCHBHONH uMMyHocynpeccuBHoW Tepanuu (MCT) mist KOHTpOJiE aKTHUBHOCTH
3a0oneBaHusl, W JUIUTENBbHBIA TEPHOA TMOCIEAYIONed MeHee WHTCHCUBHOW Tepanuu s
KOHCOJIUJIAIINHU JOCTUTHYTOTO OTBETA, M MIPEAOTBPAILICHUS PEIIUIUBOB;
7) TpeGoBaHUS K MOATOTOBKE MAIMEHTa — aMOYyJTaTOPHOE MJIM CTAIlHOHAPHOE YCIIOBHUE;
8) uHAUKATOPBI 3(PPEeKTHUBHOCTH MPOIETYPHI HJIM BMEIATEIbCTBO - [TOJTHAS PEMHUCCHUS
IgAN - oTCyTCTBHE KIMHUYECKOW aKTHBHOCTHU 0e3 ucmnonb3oBanus [’ K u uMMyHOCynpeccanToB
(UC) nmocturaercs peaxo.
Kpurtepuu orBera Ha Tepanui/pemuccun OCI'C:
[Tonubiit oTBeT/peMuccus: npoTeuHypus <500 MI/CyTKH M KpeaTHHHH CHIBOPOTKH B IMpeiesax
HOpMbl win He Oonee 10% ot wucxomHoro. s JOCTHIKEHHS IIOJTHOTO OTBETa MOXKET
notpedoBaThest oT 12 10 24 mecsieB
Yactuunslii otBet/pemuccus: >50% CHIKEHHE IPOTEUHYPUH, TIPH
MPOTEUHYPHUH HEPPOTUIECKOTO YPOBHS 00 YIyUIIEHUU CBUETEIBCTBYET
CHUXEHHE MPOTEUHYPUH HIXKE HEYPOTUUYECKOTO YPOBHS; CHUKEHHE  KpeaTMHUHA 10 YPOBHS

He 6osee 10% ot ucxogHoro k 6-12 Mecsiy Je4eHus.
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VYxyamenue - HeT onpeeneHus yxyameHus npu IgAN, KoTopoe 05l TO3BOJIMIIO KOHCTATUPOBATH
OTCYTCTBHME OTBETa Ha TEpamuio W ObIJIO OBl OIEHEHO B MPOCHEKTUBHBIX HCCIEAOBAHUSIX B
Ka4yeCTBE NMOKAa3aHUs K HU3MEHEHUIO CXEMbl MHHMIMAIBbHOM Tepanuu. IHpoko ucnonb3yercs

coxpamnstomeecs 25%-¢ MOBBIIIEHUE KPeaTUHUHA, HO ITOT MOKa3aTelb He OBLI BaTHJIHPOBAH.
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HAIIMOHAJIBHBIN KIMHUYECKHUN ITPOTOKOJI 11O
MEJUIIMHCKOM MPOPUTTAKTUKH UJIN PEABUINTAIIUA
“IgA TTIOMEPYJIOITIATUN”
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2. OCHOBHAS YACTb.
Beenenue
2.1 TepMuHBI U onpeAeICHUSA

Nmmynoriodynun A-aHepponarus (IgAN) — xponuueckas miioMepyisipHass OOJIE3Hb,
CBSI3aHHAs C BOCHAJIMUTEIbHBIM MOPAKEHUEM IMOYEUHBIX KIIYOOUKOB, OMOCPEIOBAaHHBIM JIETIO3UIUEI
UMMYHHBIX KOMIUICKCOB, COAEpXKalIMX abeppaHTHBIA ceKpeTopHbldi uMMyHODoOynuH A (IgA) u
NPUBOJIAIIAS K PAa3BUTHIO HEOOPATUMBIX (PUOPOILUIACTHUECKUX U3MEHEHMH opraHa [1,2]

2.2 DTHOJI0THA M TATOreHe3 3a00JIeBaHUSI MJIM COCTOSIHUS (Tpynnbl 3a0071eBAHMNA WU
COCTOSIHUI)

IgJAN sBrsercs Hambosee pacHpoCTpaHEHHONM MMMYHHOH Imomepysonatuel B mupe [3],
KOTOpasi MaTOr€HETHUYECKU IMpPECTABISAET COOOH NOBPEXIEHHME IOYKU B pe3ylbTare HW3MEHEHHH
MMMYHHOTO OTBETa CJIM3UCTBIX 000j0ueK. KilloueBbIM MOMEHTOM B pPa3BUTUHU OOJIE3HU SBISETCA
MUHOpHAasi MOJIEKYJISIpHAs IIEPECTPONKA B IIAPHUPHOM Y4aCcTKE CEKPETOPHOTO UMMYHOIIIOOYIMHA A 1
(IgAl), nposiBisiroriiasicss B BUjie HapyIICHHs ralaKTO3UIUPOBaHusl B cTpykType O-rnkana [4,5], uto
MPUBOJIUT K M3MEHEHHMIO KOH(OPMAIMM MOJICKYIbl M NMPUOOPETEHUIO CBOWCTB ayTOaHTHUTEHA [6].
HeobOxonumeiM ycaoBrueM st Tunieprpoaykiuu ranakrosoneduiuraoro IgAl (Gd-1gAl) seasiercst
AKTUBAILUsl UMMYHHBIX PEaKUUi CIM3HUCTBIX U HapyLIEHUE IPOLECCOB cekpeunu [7,8]. YBennueHue
nyna Gd-IgAl B mupkynsuuy NpuBOAMT K oOpa3oBaHHI0O MMMYHHBIX KomiuiekcoB (MK), ocHoBy
KOTOPBIX COCTABIISIOT ayToaHTuTena kinaccop 1gG, IgA (ummyHornoOynuH G, A COOTBETCTBEHHO) UITH
IgM (ummyrorno6ymna M) x Gd-1gAl, CD89 (FcuRlI) u kommemenra [9, 10]. Gd-IgAl-conep:kamne
WK BcaencTsre OONBIIOTO0 MOJIEKYISIPHOTO paguyca HE MOTYT OBITh HMOABEPTHYTHI €CTECTBEHHOMY
KiMpeHcy B remaromurax [11]. B pesynbrare Hakomienuss Gd-IgAl B mupkysisinuu, MpOUCXOTUT
nenosunus TnA-comepxkamux MK B meszanruum m ux B3aumozeiictBue ¢ CD71 (pementopoMm K
TpaHCc(eppuHy), UYTO BBI3BIBAET MpPONU(EPALUI0 ME3aHT'MOIMTOB C TOCIEAYIOLEeH aKTHBaluei
CUCTEMBI KOMIUIEMEHTA, UMMYHHBIX KJIIETOK U APYTUX PE3UACHTHBIX KJIETOUHBIX NOMYISALUN, TPUBOAS
K MTOBPEXKICHHUIO OpraHa U OpMHUPOBAHHUIO TUITUYHONW MOpdoornyeckoi KapTunsl 6one3nu [12, 13].
PacrpocTpaHeHHOCTh, KIHHHKO-MOpGOJOrHUecKue mposBiacHus u mporao3 IgAN  umeror
3HAuUTENIbHbIE Teorpaduyeckue M pacoBble pasnuuusd [14-18]. MHoroneTHue KIMHUYECKHE
HaOmonenus: TeueHust ciydaeB IgAN Mo3BOJSIOT cyMTaTh, 4TO 0OJE3HH B POCCUHCKON MOMYJISIIUU
MOXET  HUMEThb  CYLIECTBEHHbIE  OCOOCHHOCTM  pacHpOCTPAHEHHOCTH,  KIMHUYECKUX U
Mop(hoornyeckux MposiBICHUH, a Takke mporuosa [19].

2.3 DOnuagemuoorus 3a0071eBaHMS WIN COCTOSIHMA (Tpynmnbl 3a00J€BAHUH  WJIH
COCTOSIHUIA)

OTnenbHBIX JAaHHBIX OQUIMAIBHON CTAaTUCTUKU M TMONYJISIMOHHBIX HCCIEIOBAHUN O

pacipoCTPaHEHHOCTH, 3a00J€BaEMOCTH, CMEPTHOCTHU MO INIOMEPYJISIPHBIM 3a00J€BaHUAM, BKIIIOYAs
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IgAN, He mnpencrasneHo. Ilpeanonaraercsi, 4yTo JOIsI MMMYHHBIX IJIOMEPYJIONATHH, K KOTOPBIM
otrHocutcst IgAN, cpeny Bcex MIOMEpY/ISIPHBIX U MHTEPCTHIIMAIBHBIX 00JIe3Hel nouek cocranmser 20-
30% c pacnpoctpanernHoctbio 300-450 va 100000.

PacnipocTpaHeHHOCTb, KIMHHKO-MOp(dosoruueckue mnposieHuss u nporso3 IgAN umeror
3Ha4YMTENbHbIE reorpaduyeckue M pacoBble pasnuuus [14-18]. IgAN BeisBisitor B 41,% cpenu
NEPBUYHBIX UMMYHHBIX [JIOMEPYJIONATUH ¢ okugaemMon pacnpoctpaHeHHOCThI0 100-200 ciiydaeB Ha
100000.

HecMmoTpst Ha OTHOCHUTENIBHYIO HU3KYIO PACIIPOCTPAHEHHOCTh, UMMYHHBIE ITIOMEPYJIONaTHH—
HauOojee dacTas MNpPUYMHA PA3BUTUS TEpMUHAIBbHOW moueuHol HexocratouHoctu (TIIH) wu
HEOOXOAMMOCTH MPOBEICHUS JOPOTOCTOSIIIEH 3aMecTuTenbHOM moueunoit Tepanuu (311T) metomamu
IUaau3a W TPAaHCIUIAHTAMKM TOYKU [23], moTpeOnsroiell CyIIeCTBEHHYIO [OJII0 OropkeTa
3apaBooxpaHeHus. HenocTaTouHbli KOHTPOIb QyTOMMMYHHOI'O BOCHIAJIMTEIBHOIO Ipoliecca B MOYKe
SBJISIETCS OCHOBHBIM (DaKTOPOM MPOTrpecCHpYONNX (PUOPOIIACTUYECKUX H3MEHEHUH M yTpaThl

¢byHKIMi opraHa.

2.4 Knaccudukanusi 3a00J1eBaHUsI MJIH COCTOSIHUS (TPyNnbl 3a00JeBaHUI WJIH
COCTOSIHMIA)

Knaccudpukamuss IgAN ocHOBaHa Ha OICHKE BBIPAKCHHOCTH T'HUCTOJIOTHYSCKHX

u3MeHeHul Kiryboukos [27,28]:

e MesanrmajabHoii nposudepaunun (MO — e Gonee yem B 50° 0 ky60uKoB, M] H Gonee; Gonee
TpexX KJIETOK B ME3aHTHAIbHOMN 00JIacTH),

e SHAokanusipHoii npoaudepaunu (EO otcyrerByerT, E 1 ykaspiBaeT Ha HalIM4uue), CCTMEHTapHOTO
CKJIep03a WM aJire3WH TeTellb KamWUIAPOB K Kamncyne krydouka (SO — Her, S 1 _yka3biBaeT Ha
HaJHYHeE),

e TyOyasipHoii aTpodumn/uHTepcTHIHAIBHOTO puopoza (TO — menee uem 25% KopTHUKAIHHOMN
30HBI, T 1 — 26-50% kopTukansHO# 30HBL, T2 6osee 50% KOpTUKAILHON 30HBI;

® KJETOYHBIX WM (GUOPO3HO-KIeTOUHBIX Mmoayaynuii (CO uet, C 1 — menee 25% xirybouxos, C2
— 25% u 6oiee KITyOOUKOB).

ABTOpBI MOJTHOCTHIO MOJJACPKUBAET MHEHHE MEXKIYHAPOAHBIX IKCIIEPTOB M CUUTAIOT, UTO

cienyeT MOAYEPKHYTh, KIMHUYECKHE PEKOMEHJALMU MpelCcTaBisdiomue coboi Hambosee

TOYHYI0 WH(GOPMAIIMIO, JOCTYIMHYIO JKCIepTaM Ha MOMEHT myonukauuu. OHH CMOTYT

3aMEHUTh KJIMHUYECKUW OMBIT MPHU ONPEAECIEHUN TAKTUKHU JIEUEHUs MAlMEHTa, a, CKOpeEe,
MIOMOTYT CJIeJaTh BRIOOP ¢ YIETOM 0COOECHHOCTEH U MPEIITOYTCHUN MTAallHeHTA.

2) Peaouauranus Ha Jgarbine rehabilitatio — o3nauaeT BoccranoBiIeHUE, B MEIUIIMHE

OHO COCTOMT M3 KOMIUIEKCA MEAULUMHCKUX, MEJArOTMYECKUX M COLHMAIBHBIX MEPOIPHUATHI,

HAIPaBJICHHBIX HAa BOCCTAHOBJICHWE HAPYMIEHHOW (DYHKIMH OpraHuU3Ma M TPYAOCIOCOOHOCTH
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OOJBHBIX M WHBANUIOB. MeAUIIMHCKas peabuInTalus HampaBieHa Ha YacTUYHOE WIIU TOJHOE
BOCCTaHOBJICHHE (DYHKLIMU OpraHa, yTPaTUBIIETO CBOIO (DYHKIIMIO BCIEACTBUE 3a00ICBaHMS, UITU
MaKCUMaJIbHOE MPEeI0TBpaIIeHre 000CTpeHus mpoliecca B 00apHOM obmactu. [1]

[TpodunakTrika Ha rpedyeckoM TPOPVLANKTIKOG — BKIIOYAIONINI, MPEAyNpekKIaroni -
3alIUTHBIE, TPOPUIAKTHUECKHIE, SJKOHOMUYECKUE, COLIMATIbHBIEC, THTUEHNYECKUE U METUIITHCKUE
MEphl, HalpaBJICHHbIE HA IMPOJUICHHE MU3HU JIOEH, COXpaHEHHE HX TPYAOCHOCOOHOCTH,
yaydlieHue (U3NYecKOro pa3BUTHUSI HACEJCHUs, MPEAYNPEeXJCHUE BO3HUKHOBEHHS U
pacrpocTpaHeHust 3a00JIeBaHUI, OXPaHy 3I0POBbS - COCTOUT M3 KOMILJICKC MEpOpUATHA. [1]

3) MenunuHcKast NPOQPUIAKTHKA AeJIUTCS HA NEPBHYHYI0, BTOPHYHYI0 H TPETHYHYIO.
[IepBruuHas npo¢uaakTuka — cCOlUaIbHble, MEAUIIMHCKNE, THTUEHUYECKHE U MPOCBETUTEIbCKUE
MEpOTIPUATHS, HallpaBJIeHHbIE HA IPUYMHBI U pa3BUTHE 3a00JIeBaHUMN, OJEpKaHUE 30POBOTO
COCTOSIHMSI OpraHM3Ma, MpeaynpexieHue (akTOpoB, OKa3bIBAIOIIUX HA HETO IMaTOJOTHYECcKOoe
BO3JICHICTBHE;

Bropuunas mpo¢unakTika — paHHEE BBbISBICHHE 3a00JIeBaHWN, MeEpHl, HAINpaBJICHHBIE Ha
MpenynpekIeHne pa3BUTHS MaTOJIOrMYECKOTO MPOIIECCca, €ro OCIOKHEHUH U peluIUBOB.
Tpetnunas npoduiakTuka — JeyeHHe UMEIOMIMXCs 3a00JeBaHMMi, peaduinTanus MnamueHTa C
LEIbI0 YAY4YIIEHHUS MCXOJOB M YIAy4YUIEHUS KAadecTBa JKU3HM, CHIDKEHMS WHBAJIUAHOCTH U
CMEPTHOCTH.

3.1. MeToabl npopUIAKTHKH:

1) Henp npodpmnaktuky (ykazaHbl TPOPHUIAKTHYSCKUE LICITH):

2) 1-npodpmaaktuxka — [lepBuunas npodunakruka IgAN 3akirodaeTcs B MPenyNnpeKICHUN
(GakTopoB, BIMSIONIMX Ha pa3BuTUE 3aboneBaHus. [lepBUuHyr0 NPOPUIAKTUKY HTPOBOAUT
Y4acTKOBBIN Bpau. boNbHBIM pa3zbsACHAIOTCS MEPbl MPO(PUIAKTUKY TPUYHUH 3a00JIEBaHUS.

3) Cxkpununr — BOII u mecTHbIi Hedpomnor yuacTBytoT B ckpununre IgAN. Ilpu otcyrcTBun
penuanBa 3a00J€BaHUs CYUTAIOT HEOOX0UMBIM npoBeaeHre OAM, MoueBUHA, KPEAaTUHUH, MOYU
no Heuunopenko 1 pa3 B 4 mec. [Ipu oOHapy)eHUN U3MEHEHUH JIeYEHUE CIIEYET MPOBOIUTH O]
HaOII0IeHueM Bpada Hedposiora Mo MECTy KHUTEJIbCTBA.

4) 2-npopunaxktuka — Bo BTOpHYHON NMPOPUIAKTUKE OCTPOro HEPPUTHUYECKOTO CHHIPOMA
BakHa poiab BOIl u Bpaua Hedposora mo wmecty >KUTENbCTBA. BONBHBIM C JaHHBIM
HO30JIOTHYECKUM 3a0ojieBanreM HeoOxogumbl aHanu3el OAM, wucciieqoBaHHe MOYHM IO
Heunnopenko, MO4YeBUHBI TUIa3Mbl KPOBH, aHAIU3 Ha KpeaTWHUHA | pa3 KaxIblil Mecsl Mpu
JUTUTEIILHOCTH 6 MeEcC.

5) 3-nmpodmnaktuka — Tpernynas mnpodHIAKTHKA OCTPOr0 HEPPUTHUUECKOTO CHUHApPOMA

OLCHUBACTCA IMPABUJIBHBIM JICHCHUCM 3a6OJ'IeBaHI/I$I, YCTpaHCHHUEM IIPHUYNH 336OJIGBaHI/I$[,
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M3MEHEeHHEeM o0pa3a >XKM3HU OOJIbHOTO, BIUSIOIIETO Ha pa3BUTHE 3a0O0NEBaHUs, M XOpoulei
peabunuTanmeit 3a0oneBaHus.

3.2. MeToabl peadWJINTAIIUM U MPOLETYPHI:

- IIpodunakrtrka BOCIATUTEIHHBIX MTPOIECCOB BEPXHUX AbIXaTeIbHBIX MyTel u JIOP-opranax;
- VYMeHbIIeHe KOHTAaKTa C COJIIMH TSDKCIIBIX METaJIOB U pas3siIndHbIMU  XUMHUUYCCKUMHU
BEIIIECTBAMH;

- CBoeBpeMEHHOE JIeueHHE OOJIbHBIX BUPYCHBIM T'€lIaTUTOM;

4.1. Kputepuu onpeaejieHusi BUA0B NPOPUIAKTUKH (B COOTBETCTBUM € MEKIYHAPOIAHBIMHU
CTaHJapTaMM, HA OCHOBE 10KA3aTeJIbHOW MeIMIUHbI);

5.2. Kputepuu onpeaesjieHusi 3Tana u 00beMa peadMIMTAMOHHBIX Mpoiueayp (orpaHnyeHue
JKM3HEAesITeJIbHOCTH U 310POBbS J0JKHO COOTBETCTBOBATh MEKIYHAPOAHBIM IIKAJAM Ha

ocHOBe MexayHapoaHOH KjIaccuUKANNH BUIOB /1eITeILHOCTH).
KondmukT nHTEpECOB:

Hu y xoro u3 wieHoB paOouell rpynmel Npu pa3pabOTKE HACTOSALIMX KIMHUYECKUX
peKOMeHIauuMii  He  BO3HHUKIO KOH(IJIMKTa HWHTEPECOB, a HUMEHHO MEepCOHAJIbHOMI
3aMHTEPECOBAHHOCTH B MOJIyYE€HUH JTMYHO JHO0 Yepe3 NpeCTaBUTEINsl KOMIIAHUU MaTepHUaIbHOMN
35 BBITOABI WM WHOIO MPEUMYIIECTBA, KOTOPOE MOBIHMIO OBl MM MOIJIO TMOBJIHMATH Ha

Ha/IJIeKalee UCIOIHEHHE UMH NMPO(EeCCHOHAIBHBIX 00s13aHHOCTEH.

Opranu3anMOHHbIE ACHEKTHI MPOTOKOJ1A:
1) Bee wiensl paboueii rpynmbl cooOuuin 00 0TCyTCTBUH KOH(INKTAa HHTEPECOB;
2) Dxcnepmol:

lNaitmoB A0ay:kanmap JDpkuHOBHY - K.M.H. JlomenT Memunuackoi mkoasl Nazarbayev
University,

AraxomxkaeBa I'yr1uexpa AoayHadueBHa — 1.M.H., TOLEHT Kadenpsl BuyTpenHnue 0onesHu,
He(POIOTHS ¥ TeMoAranu3 TalkeHTCKOTO MeNaTpUYECKOTO0 MEAUIIMHCKOTO HHCTUTYTA
3) Iocne pa3pabOTKU U yTBEPKICHHUS MPOTOKOJIA ITOT MPOTOKOI MOXKET OBITh MEPECMOTPEH U
JIOTIONTHEH B ciy4yae pa3paOOTKM HOBBIX METOJOB JI€YEHHs M JAMArHOCTHKH C YpPOBHEM

J0Ka3aTCJIbHOCTH.
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