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" OtoeneHve 3aboneBaHuii BepxHux otaenos XKT, KnuHuka KaponvHckoro yHuBepcuteta, CTokrosibm, LLiBeuvsi, v otaeneHvie
KJIMHUYECKOM MeanumHbl, BMeLuatensctsB u texHosnornii (CLINTEC), KaponvHckuii nHCcTutyT, CTokrossm, LLiBeuns

2 OtgeneHune racTpoOsHTEPOIOrN 1 renaroaoruv, MeanumHCknii LeHTPp AMCTEPAAMCKOro yHuBepcuTeTa, AMcTepaam,
HugpepnaHabi

3 OtgeneHne 3aboneBaHuii BepxHux otaenos XKKT, KnuHvika KaponvHckoro yHusepcuteTta, CTokrosbm, LLseuus, v OtgeneHve
meanumHbl XyaavHre, KaponvHckuii uHCTutyT, CTokrosibm, LLBeumys

4 OTgeneHvne TPaHCISLUMOHHO U MHAUBUAYAIN3UPOBaHHOM MeanLnHbI, YHnBepcuteT CanveHua B Pume, Pum, tanns

5 OtgeneHue pagvionoruy, kimHuka yHmsepcuteta Onbbopra, Onb6opr, JaHus

5 OtgeneHne peBMaToI0rviv U KITMHUHYECKOM MMMYyHOo10ruv, MeavunHckuii yaneepceuTeT LLlapute bepnvna, bepavH, [epmarus
7 OTHeneHvie naHKpeaTobuINapHO 3HAOCKOMUY 1 SHAOCOHOrpaguu, LIeHTp TPaHCASILMOHHbBIX Y KITMHUYECKUX UCCEA0BaHU
noaxenyno4yHou xenesbl, Hay4dHbii nHctutyT IRCCS CaH-Pagaanis, MunaH, Utanvs

8 OTgeneHne TPaHCISLUMOHHOW racTpoaHTeposiorum, 6obHULa JxoHa Paaknvgga n meanumHckoe otaeneHve Hapounaa,
Okcgopuackuii yiuBepcuteT, Okcgopa, BenvkobputaHus

9 OTgeneHvne racTposHTEPOIOrv, KIMHMKA 0bLLero npoguns yHusepcuteta AnvkaHte, ISABIAL, AnvkaHTe, VicnaHus

10 [lIkona meauumHsl, yHuBepcuteT Buta-Cantote CaH-Papaanb, MunaH, Utanus; OtaeneHne uMMyHOI0riv, PeBMAatosioriv,
anneprum v peakux 6onesreri (UnlRAR), Hay4Hbivi uHctutyT IRCCS CaH-Pagaans, MunaH, Utanus

" OTneneHvie naronorum, MaHkpearonorundeckuii ueHTp OneHce (OPAC), KnuHuka yHuBepcuteta OneHce, OneHce, [aHus

2 OTneneHve racTpo3HTEPOIOr M Y renartosiorm, yHuBepcuTeTckas KinHvka CaHtesro-ae-Komnocrena, CaHTbsiro-ae-
Komnocrtena, Vicnanuvs

3 OTneneHvie racTposHTEPOIOr UM, renaTosiorum, HapyLLEHWI UTaHvs v neanatpumi, MemopuasbHbIi MIHCTUTYT ETCKOro
340poBbs, Bapluasa, lNonbLua

4 IHCTUTYT 3HAOKPUHOI0r W, AnabeTonorui u Metabonin3ma, KivHuka yHneepcuteta loxaHHeca BectavHra, MurngeH, lepmarus,
u [cceHckuii yaneepcuteT umeHu KOctyca Jinbuxa, [icceH, lepmaHuns

5 OTneneHvie meguumHbl, IHCTUTYT NOAXENyA04YHOM Xene3bl, yHuBepcuteT BepoHsl, BepoHa, Utanus

6 Kacpeapa BHyTpeHHux 60s1e3He, JJoHeLKni HaumoHaIbHbI MeaULIMHCKUY yHuBepcuTeT, JlumaH, YkpavHa

7 Kagenpa ractpoaHTepos0ruv, MeauumMHCKni pakynbTeT, yHusepcuteT Mapmapa, Crambyn, Typuus

8 Kacbeapa obLueri xupypriv, Xupypriv OPIOLLIHOV MOJI0CTU 1 TpaHcnnaHTauuu, yHuepcuteT levinensbepra, levinensbepr,
repmaHus

19 OTneneHvie ny4eBoi AuarHoCTUKY BproLLHO nosocTu, KnuHnka KaponuHckoro yHuBepcuteta, CTokronbm, LLiseyms

20 Kaghenpa xvipypravi v KIIMHUYEeCKO MeANLMHbI Y TPAHCISILIMOHHOM MeavLVHbI, yHuBepcuteT CanveHua B Pume, bosbHuLa
CB. AHapes, Pum, Utanus

21 OtneneHve meauuuHel Il, Meanum+Hckuii LueHTp CaapnaHackoro yHusepcuteta, Xombypr, [epmaHus

22 OTneneHve [ETCKOM racTPO3HTEPOJIOrM, rernarosioruv v nutanus, KnuHuka KaponavwHckoro yHuusepcuteta, CTokrossm, LLBeuus
23 [epBbivi MOCKOBCKUIA rocynapCcTBeHHbIN yHuBepcuteT um. Y. M. CedeHoBa (CeveHoBckuii YHnsepcuteT), MockBa, Poccusi

24 IHCTUTYT TPaHCASILUMOHHOM MeauuuHbl, ViccnenoBarensckuii LeHTp um. CeHtarotam, MeauumHckas wkona yHusepcuterta lleya,
lNe4, BeHrpusi; HauvoHanbHbIvi MHCTUTYT neamatpum um. lNana Xevima, bynaneLut, BeHrpus

25 OtneneHve naHkpearosoriv, 6osbHuLa boxoH, Knuiuw, MNapvxcknii yHnBepceuteT, PpaHums

26 Kagbeapa BHyTPEHHUX 6onesHeri |, ynmBepcutet um. MaptuHa Jliotepa, lanne, lepmaHus

27 OtneneHve BHyTpeHHUx bonesHeri Timone, locynapcTBeHHas 6onbHULa Mapcens, yHuBepcuteT Skc-Mapcesb, Mapcess,
bpaHumsa

28 OTaeneHve racTpo3HTEPOJIOrM 1 renarosiorum, knvHvika ban-Xepcoensaa, ban-Xepcoensn, lepmarus

29 OTneneHve BHYTpeHHVXx 6one3Hei, [0n1aHACKUI HaLMOHa IbHbIV SKCIEPTHbIN LIEHTP 110 PETPONEPUTOHEAIbHOMY (rbpOo3y,
6osbHULA M. AnbbepTa LLBerilepa, opapext, HuaepnaHab

30 Otnenenve naronorum, KnuHuka yamsepcuteta Ocno, Ocno, n yHusepcutet Ocsio, Hopserus

31 Otnenenve paavosnorum, 6oabHuya boxoH, K, dpaHumns

32 | leHTp AneTonorum Snb3bl KpoHep dpeserunyc, oTaeneHne AeTCKom AueTonoruv, TexHu4deckuii yHuBepcutetT MioHxeHa,
®parisuHr, lepmaHus

33 CM. nepeyeHb B KOHLIE 3TOV CTaTbu
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University Hospital, Stockholm, Sweden and Department of Clinical Science, Intervention and Technology
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Pesiome. O6LLan LLenb AaHHOMO pykoBoACcTBa — 06ecneynTb Hay4yHO 0O0CHOBaHHbIE PEKOMEHZALMN MO AMa-
FHOCTUKE U NIe4eHU0 UMMYHOrnobynuH G4 (IgG4)-accoummnpoBaHHbIX FACTPOIHTEPONOrMYECKNX 3ab0oneBaHnin
y B3pochnbix 1 geten. IgG4-accounmpoBaHHbIE FrAaCTPO3HTEPOSIOrnYeckme 3aboieBaHNa MOTyT OblTb AUArHOCTU-
POBaHbI TONbLKO MOCNE KOMIMJIEKCHOrO 06Cnen0BaHuns, BKIOYAIOLWEro rMCTON0rMYECKOE UCCef0BaHNE, OLLEH-
Ky MOpP®ONOrMn opraHoB NOCPEACTBOM BU3YaNTN3NPYIOLLMX NCCNEA0BaHUN, CEPONIOrMYECKNE UCCef0BaHNS,
OLEHKY MOpaxeHnsa Opyrux OpraHoB 1 OTBET Ha Tepanuio MIKOKOPTMKongamu. JleueHne npoBoauTCcsa y naum-
E€HTOB C HaJIMYMEM CMMNTOMOB (0OCTPYKTMBHAS XeENTyxa, 60/1b B XNBOTE, 60J1b, CBA3aHHAS C XBOCTOBOM YaCTblO
noaXXenyaoyHOM Xenesbl, U NOPaXXeHNne OpraHoB NULLEBAPUTENIbHON CUCTEMbI, MOMUMO NOAXENYAOYHOM Xe-
nesbl, Bko4vasa lgG4-accoummpoBaHHbIi XoNnaHrnT). [Jo3a rmioKOKOPTUKONAO0B Npy Tepannu 3aBUCUT OT MaccChl
Tena naumeHTa; HaunHaT ¢ fo3bl 0,6—-0,8 Mr/Kr/cyT BHYTPb (TUNUYHasa HavanbHasa no3a 30—-40 Mr/cyT 9KBMBa-
JIeHTa NpegHM30/0Ha) B TeyeHne 1 mecsaua, 4To6bl BbI3BaTb PEMUCCUIO, MOCIIE YEro 403y HA MPOTSXEHUN eLLe
ABYX MecsueB cHuxatlT. OTBET HAa NepBOHAYaNbHYIO Tepanuio cneayeT oueHnBaTb Yepes 2—4 HeJenu No Kiu-
HUYECKUM, BUOXMMUYECKUM U MOPdONOrnyecknm mapkepam. Mpu nonvopraHHomM 3aboneBaHnum UM Hann4yMn
peumaoMBOB B aHaMHe3e pekOMeHAyeTCs NoALepXMBaLasa Tepanms rmoKoKopTukongamn. Ecnm akTMBHOCTb
3a60n1eBaHNSA 1 BbIPAXXEHHOCTb CUMNTOMOB 4Yeped 3 MecsLLa HE CHU3UIINCL, CIEAYET 3aHOBO NMEPEOLLEHNTD Ana-
rHo3. MNpu peunavee 3aboneBaHns B Xoae 3 MecsaueB Tepanun cnenyet 0o6aBUTb UMMYHOCYNPECCUBHbLIE Npe-
napatbl.

KnioueBble cnoBa: |gG4-accounnpoBaHHbIi, NULLLEBAPUTESNbHbIN, 3ab0neBaHne, IOKOKOPTUKOWAbI, MopaXxe-
HUE OPYrnx opraHoB, GUOMapKepbl, ayTOUMMMYHHbI/ NaHKPeaTuT Tuna 1, MMMYHOOMNOCPEAOBaHHbIN XONaHTUT,
3/10Ka4eCcTBEHHbIE HOBOOOpPAa30BaHuUs, caxapHbli avuaberT.
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Abstract. The overall objective of these guidelines is to provide evidence-based recommendations for the diagnosis
and management of immunoglobulin G4 (IgG4)-related digestive disease in adults and children. IgG4-related
digestive disease can be diagnosed only with a comprehensive work-up that includes histology, organ morphology
at imaging, serology, search for other organ involvement, and response to glucocorticoid treatment. Indications
for treatment are symptomatic patients with obstructive jaundice, abdominal pain, posterior pancreatic pain, and
involvement of extra-pancreatic digestive organs, including IgG4-related cholangitis. Treatment with glucocorti-
coids should be weight-based and initiated at a dose of 0.6—-0.8 mg/kg body weight/day orally (typical starting dose
30-40 mg/day prednisone equivalent) for 1 month to induce remission and then be tapered within two additional
months. Response to initial treatment should be assessed at week 2—4 with clinical, biochemical and morphological
markers. Maintenance treatment with glucocorticoids should be considered in multi-organ disease or history of
relapse. If there is no change in disease activity and burden within 3 months, the diagnosis should be reconsidered. If
the disease relapsed during the 3 months of treatment, immunosuppressive drugs should be added.

Keywords: IgG4-related, digestive, disease, glucocorticoids, other organ involvement, biomarkers, autoimmune
pancreatitis type 1, immune-related cholangitis, cancer, diabetes mellitus
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BBeaenue u MeTo10J10TUSA u sedeHnio 1gG4-accoMmpoOBaHHDIX FaCTPOIHTEPOIOTHYE-

CKHX 3200JIEBAHMIA Y B3POCJIBIX 1 JieTeit. [lesieBbiMu mostb30-
Iem pykoBoacTsa BaTeJIsIMU JTAHHOTO PYKOBO/ICTBA SIBJISIOTCS BPA4H, 3aHIMA-
O6ast 1eb JAHHOTO PYKOBOJCTBA — OOECHEUMTh  IONuecs BegeHueM maimenTtos ¢ IgG4-acconmupoBatHbMu

Hay4IHO 060CHOBAHHDIE peKOMEH/{ali 110 JUArHOCTUKE  raCTPOIHTEPOJIOrMYeCKUMU 3a00JI€BAaHISIMH.
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O630p suTEpaTypsbI

Bb1r mpoBesien BcecTOpOHHMIT TTONCK B JINTEPATy e Te-
MAaTHYeCKUX ITyOIMKALINA, [JIsT 4€T0 MCII0Ib30BAIN 6a3bl
nanapix PubMed, Embase n KoxpanoBckyto Ga3y jpaH-
HBIX. B PasjMyHbIX COYETAHMSIX MCHOIb30BATN CJIEIYIO-
e KJoueBble TepMuHbL: “pancreas” OR “pancreatic”
OR “pancreatitis” AND “autoimmune” OR “IgG4”
OR “rheumatoid”; “cholangitis” OR cholagiopathy”;
“other organ involvement” OR “systemic disease”.
Kpowme Ttoro, paGoune rpymiibl UCIOIH30BATH JTOTIOTHY-
TeJIbHbIE KJIFOUEBbIE CJI0BA /TSI HOMCKA JAHHBIX 110 CBOUM
KOHKPETHbIM TeMaM, Harpumep “therapy”, “treatment”,
children”, “pediatric”, “kidney” u 1. a. ITouck orpamu-
YUBAJICS WMCCJIEIOBAHUSAMI Y 4YeJIOBEKa C OrpaHmYeHneM
10 s13bIKY aHT/IHicKIM 10 1 centsiopst 2019 r. [lyist owc-
Ka MOTEHI[MATbHBIX JIOTIOJHUTETbHBIX UCCJAEIOBAHIN HC-
HOJIb30BAJICS] TAKIKE METOJl «CHEXKHOTO KOMay, BKJIIOYAst
MOUCK BPYYHYTO B CHHCKAX JINTEPATYPbI UCCIEIOBAHNUII,
0TOGPAHHBIX B OHJIAWHOBBIX 0asaxX MAHHBIX W B CIIH-
CKaxX JIMTEpPATypbl paHee OMyOJMKOBAHHBIX 0G30POB.
Vcnonb3oBamy CaeAylonue Kputepun BraoueHns: (a)
PaH/IOMU3MPOBAHHbBIE WM OGCEPBAIIMOHHbBIE KOTOPTHBIE
UCCJIE/IOBAHNS, BKJIIOYAas CHCTEMATHYecKire 00630pbl,
mo manmeHTaM ¢ IgG4-accolmmpoBaHHBIMU TacTPOIH-
TEPOJIOTUYECKUMH  3200JIEBAHUSIME, TOCBSIIEHHbIE OT-
JebHBIM nccaeayeMbiM BonpocaM; (b) wccnenosanms,
oryGIMKOBaHHbIE Ha aHIJIMACKOM s3bike; u (¢) mecse-
JIOBaHUS, JIJIST KOTOPBIX OBLT IOCTYTIEH TIOJTHBIN TEKCT.

C yd4eroM CpaBHUTEJBHO MAJOTO YHCJA UCCIEN0BA-
Huit o IgG4-accolmmmpoBaHHBIM  TaCTPOIHTEPOJIOTH-
4ecKUM 3a60JIeBAHUSIM, KOTOPbIE DEIKO BCTPEYAIOTCS
B MOBCE/THEBHOI KJIMHIUYECKOW MPAKTUKE, UCHIOIb30BAN
JlasKe HepaHIOMU3HPOBAHHBIE UCC/IEIOBAHNUS, BKJIIOUAB-
e MeHee 20 TTAIMEeHTOB.

PexomMeHnjaiiuu, ypoBHH
JIOKa3aTeJIbHOCTU
U cooOIeHne 00 ucxoaax

DopMar peKoMeHzaInii BKIUaeT B cebst BOIPOC,
YTBEPIK/IEHHE, YPOBEHb JIOKA3aTeJIbHOCTH, CUIY Pe-
KOMEH/IAl[MK ¥ [POLEHT COMVIACHS MEsK/YyHAPOIHON
COTJIACUTENIbHOM TPYIIbI € OKOHYATEIbHOW BepCUeil.
3a yTBepPIKACHUAMU UAYT YTOUHSIIONINE KOMMEHTapHH,
coCTaBJIeHHbIE Kax10ii paGoueii rpymmoit (PT) (crmcox
COKpaIleHnii MOKHO HAHTH B TIPUIOKEHUU) U ITPOCMO-
TPEHHbIE BCEM HAYYHBIM COBETOM (MCTIOTHUTETbHBIM
KOMUTETOM). YUHTBIBAIOTCS TaKKe 3HAYNMble KOMMEH-
TapUU U MPEJIOKEHNST, BHECEHHbIE MEK/[YHAPOHON CO-
rJIaCHTeJIbHOI TPyIoil (duTaBIe PEKOMEH/ AN KC-
IEPTHI).

ITpumensimace  CucreMa — OIEHKM  Pa3pabOTKH
n wusyuenus pexomengammii GRADE (Grading of
Recommendations Assessment, Development, and
Evaluation) (ta6mma S1). Bee paspaGotumkm u pe-
[IEH3EHTHl PEKOMEH/IAINIT  UCIOIb30BAIN 00y YArOIIHI
kypc no cucreme GRADE (ccepuika Ha caiit UpToDate:
http://www.uptodate.com,/home/grading-tutorial).

OKoHuaTeTbHbIE PE3YJIbTAThl CHCTEMATHYECKUX 0O30POB
00CysKIaNCh umeHaMu Kaxaoit PT.

OKCIIEPTHBIE TPYMIIBI JJI KaK/IOTO KJIMHUYECKOTO
BOTIPOCA TIPEIOCTABJISN CAEAYIONTYI0 MH(POPMAIHIO:

1. PexoMmengarms: cmiaa peKOMEHIAINH IO CHCTEMe
GRADE (1 = cumbHasi, 2 = ciabast) U KauecTBO JIaH-
ubix (A = Bbicokoe, B = ymepennoe, C = Hu3Koe).

[lepBasi BcTpeua TpyMIbl  MPOXOJUIA B XOJIE
OOGI1eeBpOIIEiCKON  HeJIe 10 TaCTPOIHTEPOJIOTUI
(United European Gastroenterology Week, UEGW)
B Bene, Ascrpus (oxra6pp 2018 r.). Bbur yreepsxiaen
OKOHYATEBbHBIN COCTaB PabOUUX TPYII, M JJIsT KasKI0M
13 HUX ObLI HAa3BaH PYKOBOAUTETb BMECTE C MJIAHUPOB-
KoM padodero Bpemeru. Mopmbr 1m0 KoH IUKTAM
WHTEPECOB OBLIM PO3/IaHbl BCEM YYaCTHUKAM, W TOJ-
MMICAHHbIC OTCKAHWMPOBAHHbBIC KOIWH OTOCTAHBI B TI€H-
TpasbHbI oduc OOIIeeBpoIeiickoro ofIecTsa 1Mo ra-
crpoaureposornn (United European Gastroenterology,
UEG) B Bene B coorBercreun ¢ mpasmwiamu UEG.
[Tocne Bcrpeun B Bene mbr cpopmupoBanu PT, BbiGpa-
au uinenoB PI (rabimia S2) U IIpeaiosKeHus: Mo BO-
npocaM. Ilocne toro kak Bce PI' cocraBuim mnepsblii
BapUaHT PEKOMEH/AINI, BOIPOCHI W  yTBEPK/IEHUS
ObLIN PACIIPOCTPAHEHDBI CPE/IM BCEWl TPYMIIbI IKCIEPTOB.
Borpochbl 1 0TBETbI, BKJIIOYAsi COMYTCTBYIONIE KOMMEH-
Tapuu, ObUIN 3arpy’KeHbl Ha maartdopMy Ui TpoBejie-
HUSI TOJIOCOBAaHUS 10 Jienbuiickoit cucreme. Bce Bo-
mpockl ¢ cormacueM Meree 80% 06CYKIAIICH HAa Che3/e
EBporeiickoro mankpeatndeckoro kiay6a B DBeprewne,
Hopseruss (miorb 2019 1.), ¢ TOCTEAYIOUMM TOIO-
coparmem 10 cucreMe TED (Test and Evaluation
Directorate, TED). KomMeHTapuu KO BCeM BOIPO-
caM, 0co0eHHO K BorpocaM ¢ Meree yeM 80% coryacust
B xo/ie rosiocoBanust TED, 6b BoBpaiiieHbl paGounm
rpynmaM. Bropoil payHz TosiocoBaHusi Ha matdgopme
Jemndu npomien ocenbio 2019 1., a 3aBeprmamonmii pa-
VHJ o6cyskaeHnil, BKmodas rojocosanne TED, mpormes
B xoze megen UEG B Bapcenone, Mcnanna (okTsa6pb
2019 r.). Tloce KoHceHcyca, JOCTUTHYTOTO B XOJI€ He-
nema UEG (2019), u 3aBepimaioniero paysja mormpaBok
nepBasg Bepcusi peKoMeHjanuii  GbLia TOATOTOBJIEHA
B siekabpe 2019 r. u oToc/aHA BHEITHUM pelleH3eHTaM,
1ocJie Yero B COOTBETCTBUU C IOJyYEHHbIMU KOMMEHTA-
pusiMmu ObL7Ia COCTaBJIEHA OKOHYATEJbHAST BEPCUST PEKO-
MeHAaMii. B gomonHeHne K 3TOM MUCHbMEHHOH Bepcuu
6b17I0 pa3paboTaHo GeciyIaTHOE MHTEPAKTUBHOE MPHUJIO-
SKeHUe /It cMapT(OHOB.

Pa6ouast rpyrma noJydana noJ/iep:KKy u (puHaHCH-
poBanne or UEG uepes IlIBenckoe 0O6IIECTBO racTpo-
suteposornu  (Swedish Society of Gastroenterology,
SGF) kak HaIMoOHAJIbHOE OGIECTBO, BO3TJIABJISIONICE
pas3paboTKy JaHHBIX PEKOMEH/IAINI.

00630p

1. Buomapkepnr 1gG4-accolmmMpoBaHHBIX TaCTPO-
HTEPOJIOTHYECKUX 3a00JIeBaAHMIA.

2. lgG4-acconmnpoBannoe 3a60JI€BaHUE TTOKETY-
JTOYHOU JKeJIe3bl.
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3. IgG4-acconumpoBaHHbie 3a60JI€BAHUS TEYEHU
U JKETYHBIX TTPOTOKOB.

4. IgG4-accounnpoBannble 3a60J€BAHUS TTHIIEBO-
J1a, JKeJTYyKA, TOHKOW W TOJCTON KUIIKH.

5. Knmnuveckue nposiBjieHUsI U JieYeHHE CUCTEM-
HbIX [gG4-accormmpoBaHHBIX 3a00JI€BAHWI.

6. IgG4-acconunpoBannbie 3a60/1€BaHUs y JIETEN.

7. lgG4-accorumpoBaHHble 3a60J€BaHUS TMHITEBA-
PUTEJIbHOI CUCTEMBI U CaXapHbIil A1aber.

8. IgG4-accommmpoBaHHbIE TACTPOIHTEPOJIOTIYE-
cKue 3a00J1eBaHKs M 37I0KAYeCTBEHHDIE OIIYyXOJIH.

9. Cucremnasa tepamust [gG4-acconmmmpoBaHHBIX
racTPOIHTEPOJIOTHYECKUX 3a00JIeBaHUI.

PT 1: buomapkepsl IgG4-acconuupoBaHHBIX
3a60JIeBaHUil OPraHOB MUNIEBAPEHUST

B1.1. CyuiecTByIoT Jii CHIBOPOTOUYHbIE GHOMApKe-
Pbl, YPOBEHb KOTOPBIX MOKHO M3MepPSTh /S MOCTa-
HOBKH auarHo3a IgG4-acconumpoBaHHOTO TaCTPOdH-
TEPOJIOTHYECKOTrO 3a00/1eBaHus?

Ymeepxdenue 1.1: Onpenenenne yposus I[gG4
B CHIBOPOTKE B KAueCTBE CAMOCTOSITEIbHOTO TTOKA3aTeJIst
00J1a/1aeT HU3KOH YYBCTBUTETBHOCTBIO W CIEIU(DUIHO-
CTbIO, HO MOJKET TIOMOYb B IOCTAHOBKE JAMarHo3a, I10-
9TOMY €TO0 11eJIeCO06PA3HO ONPEIENSATh IPHU OI03PEHIN
Ha [gG4-accormmnpoBanHOe TaCTPOIHTEPOJIOTHIECKOE 3a-
6onesanne. (CTEIIEHD 2C; cunbHast peKOMeHIAINST)

Kommentapmu: /[lna muarnoctukn  IgG4-acco-
[UMPOBAHHBIX 3a60JIeBaHNN TeKyIllne pPeKOMeHIAIIN
MpeIaraloT  KOMILIEKCHOe 06C/e/[0BaHNe, BKJIIOYAs
THCTOJIOTUYECKOE HCCJIeJOBAHIE, OIEHKY MOPQOJI0-
MU OPraHOB NPU BU3YAJIU3UPYIOIIUX HCCIETOBAHUIX,
CepOJIOTHYECKUe CCJEIOBAHNS, OLEHKY MOPAKEeHIs
JIPYTUX OPraHOB M OTBET Ha TEPAIMIO TJTIOKOKOPTUKO-
ugamu [1, 2]. Heckoapko Tpyni cooOmami 0 HU3KON
YYBCTBUTENBHOCTH U CHEIU(PUIHOCTH  OTIPE/ICTEHIS
ypoBHsa [gG4 B chiBopotke mist auarHoctukn 1gG4-
ACCOIMMPOBAHHBIX 3a60seBaHmil K A depeHInab-
HOU IMarHOCTUKU C TEPBUYHBIM CKIEPO3UPYIONIUM XO-
JIAHTUTOM WJIM XOJIAHTHOKapuuHoMmoii [3—6]. YpoBuu
IgG4 B cbIBOPOTKE, TO-BUIUMOMY, UMEIOT HArHOCTHU-
yecKoe 3HavyeHne, Korja oHu 0oJjiee YeM B YeThIpe pasa
[IPEBBIIIAIOT BEPXHIOI TPAHUILY HOPMBI, UTO HAGJIIOLA-
eTCsT JINIb Y HeOOIbINOil 1o naruenToB [7]. B oxnom
KPYIIHOM KOTOPTHOM HCCe[oBaHnu B BennkoOpuranuu
ObLIO TTOKA3aHO, YTO TOJBKO 22,4% MAIMEHTOB C YPOB-
Hamu 1gG4, npeBbIaoNIMI BEPXHIOI I'PAHUILY HOP-
Ml (1,4 Mr/Mi), COOTBETCTBOBAIM JAMATHOCTUYECKUM
kpurepusim  [gG4-accoruupoBanioro  3a6o0JieBaHus.
[Ipy MOBBIIEHUH TIOPOTOBOTO 3Ha4YeHust 710 2,8 Mr/
MIT crielinpuaHOCTh BBIpOcaa 0 96%, HO 4yBCTBUTEb-
HOCTb PE3KO ymaja, a MPOTHOCTUYECKAST IEHHOCTD I10-
JIOKUTENBHOTO Pe3yJibTaTa CHU3UIACH [0 Meree 50%
[8]. Tloaromy kpaiite HEOOXOAUMBI HOBbIe OGHOMAapKe-
PbI, U B MPEIBAPUTENBHBIX HCCJAETOBAHUIX MOJIYYEHbI
O0HAIEKUBAIOIINE PE3YIbTATDI.

[Ipr cekBeHMPOBAHWK METOJAMHU HOBOTO ITOKOJIe-
HUsT ObLIO TOKa3aHo, 4To IgG4-moiosKuTeIbHbIE KJIO-
HbI C [epeKIIoueHneM Kjacca HMMYHOTJIOOYINHOB

npeobaganu cpegn [gG-perentopoB Ha MMOBEPXHOCTH
B-mmMdonuToB, UTO TO3BOJISIO OTJIMYUTH AKTHBHOE
[gG4-acconmupoBanuoe 3aboJieBaHWe OT JIPYTUX 3a-
GOJIEBAHWIT TTEYEHH, TTO/KETYOUHON Kesle3bl M JKeJrd-
upix myteit [9, 10]. Hakower, 611 pazpaboTan MeTo[
C WCIOJIb30BAHUEM KOJMUYECTBEHHOW MOJUMePa3HON
nennoil peakumn (xITI[P) a1 aHajmsa OTHOIIEHHS
PHK IgG4/1gG, KOTOpBIi JeEMOHCTPUPYET IMePCIeK-
TUBHBIE PE3YJIbTAThI, TT03BOJISIA 9(PEKTUBHO OTJINUYUTD
IgG4-accommmpoBaHHDLI XOJAHTUT OT 3JIOKAYECTBEH-
HBIX OITyXOJIeil U JIPYTUX BOCIIAJUTENbHBIX MTPOIECCOB.
Hy>xubl nmasbHelimme TPOCIIEKTUBHbBIE NCCIIE0-
BaHUs, 4YTOOBI JIydllle OIEHUTHh JTOCTOBEPHOCTH 3TOTO
anaymusa npu [gG4-acconmupoBaHHBIX 3a00JEBAHISAX
MeYyeHu, TO/PKENTY0YHON JKeJle3bl M JKeJTIHbIX TyTeld,
a TakK)Ke JJIsi CHCTEMHBIX Pa3HOBHJIHOCTEH 3a60jieBa-
HUSI, XOTSI YK€ BCTPEYaroTCsT PEKOMEH/IAINH BKJIIOYATh
9TO MCCJIENOBAaHNE B [UArHOCTHYECKOE O0C/eJ0BaHIE
MaIueHToB ¢ nogo3penneM Ha [gG4-accormupoBaHHbIe
3aboneBanus [11]. Haxower, 3HaunMyio posib B jma-
rHoctuke [gG4-accormupoBaHHBIX 3a00JI€BAaHUI U HA-
OJIIOIEHNN 32 TeYeHNeM 3a00JeBaHs, TO-BUIMIMOMY,
UTpalOT  Co/lepsKaHne  I1a3MalbiacToB W JIMTaH[a
18 CC-xemoxnnos (CCL18) [12]. Kpome Toro, meo6-
XO/IMMO TIOATBEPIK/EHNE TIPE/BAPUTENbHBIX PE3yJIbTa-
TOB, TIOJTYYEHHBIX JIJIT 060X HTUX MapKepoB, Ha GoJiee
KPYITHBIX TPYyTIIaX MaI[eHTOB.
B1.2. Ilomoraer s omnpeaesenue ypoBHsa IgG4
npu HaGIOJEHHH 3a TedenueM 3aGojieBanus?
Ymeepooenue 1.2: Oupenenenne yposusi 1gG4
B CBIBOPOTKE /IJIsT HAGJIO/IEHNST 32 TeueHrneM 3a60/eBa-
HUS MOXKET ObITh MOJIE3HBIM Y HEKOTOPBIX MAI[HeHTOB.
(CTEIIEHD 2C, cuibHas peKOMeHIalus)
Kommenrapun: Kak u 1pu 1mocraHoBKe uartHosa
[gG4-acconuupoBanHOTrO 3a00JI€BAHUS, TIPU KOTOPOM
onpenenenre ypoBHs 1gG4 B cbiBopoTKe o6iamaer
HU3KUM KadecTBOM, ypoBHU [gG4 Henb3s MCIOJIb30-
BaTb JJISI TOYHOrO HAOJIIOJEHUS 3a TeueHueM 3aboJie-
BaHWS, OHM TaK)Ke HeJI0CTATOYHO KOPPEJUPYIOT C Pas-
BUTHEM OCJIOKHEHUI WK faske ¢ penuausom [13, 14].
B HeKOTOPBIX ciydasx JeueHne MpUBOJAUT K HOPMaJIu-
3aIu TOBBINIEHHBIX ypoBHeN 1gG4 nim K X pesko-
My CHIIKEHWIO, a y JPYTuX mamueHtoB ypoBHu 1gG4
B HOpPME B Hadajie JieYeHHs, KaK MOKa3aHO y Malli-
€HTOB, TIOJYYAOUNX BTOPYIO JIMHUIO TePaIui UMMY-
HoMonysitopamu [15]. B apyroii rpymie manueHToB
KJIMHWYECKWIT OTBET Ha TEPANHi0 TJIIOKOKOPTUKOW/IA-
MU ObLT JOCTUTHYT W cOXpaHsiics, HO ypoBHU [gG4
B CHIBOPOTKE He HOPMAJM30BaIKCh y 63% MaIlMeHTOB
[16]. Oanako wactorbl peruanBa ObLIU 3HAYUTETBHO
BbIIIIE Y TIAIIMEHTOB C TOBbIIEHHbIMI YpoBHsIMU ¢G4
10 CpaBHEHWIO C TeMHu, y Koro ypoBeHb [gG4 HOp-
mammsosajicsa (34,115, 30%, no cpashenuio ¢ 7,69,
10%; p = 0,003) [16]. Takum o6pasoM, KOHIEHTpPA-
st IgG4 B CHIBOPOTKE He SIBJISIETCS] HAZIESKHBIM GHO-
MapKepoM aKTHUBHOCTHU 3a60JIeBaHUSI, 32 UCKIIOYEHIEM
HeOOJIBIION /101 TallMeHTOB. B 01HOM ucc/e0BaHnn
UPKYJIUPYIONHE UMMYHHDBIE KOMILIEKCHI OBLIN TO-
JIE3HBIMU TTPOTHOCTUYECKUMU (DaKTOpaM¥ PeIu/InBa,
OJTHAKO ATH PE3YJIbTATHI MOKA He TMOTBEPKIeHBI [17].
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WutepecHo ormeruth, uro otHomenne PHK IgG4,/1gG
KOPPEJMPOBAJIO € OTBETOM HA TEPANUIO TJIIOKOKOPTH-
kouzgamu y 20 narmentoB ¢ 1gG4-accormmnpoBaHHbIMI
3a00JIeBaHUSAMEI Yepe3 4 U 4epe3 8 Heleab U, TaKUM
06pa3oM, IpPeCTaBIsIeT cO60il MepPCIEeKTUBHBIN HOBBII
6uoMapkep /st MOHUTOpUHTA 3aGosieBanus [9]. Itu
Pe3yJIbTaTbl, OJHAKO, [OJCKHBI OBITh IIOATBEP:KIEHBI
B GoJiee KPYIHBIX KOTOPTaX MAIMEHTOB, TIPEKIE YeM
MOKHO OYZIeT aTh O6IIie PeKOMEHJAINN 110 UX JJOCTO-
BepHOCTH. [lOMUMO TOJBKO OHOMAapKepoB, B OyayIeM
JUIST TIPOTHO32 U OLEHKU 3(D(PEKTUBHOCTU TEPAMUU MO-
TYT UCHOJIb30BATbCS MHCTPYMEHTDI OIEHKH aKTUBHOCTH,
takne kak M-ANNHEIM-AiP-Activity-Score, BkJoua-
folue GUOMAapKepbl, MOAXOAIINE [T UCTIOJb30BAHUS
npu [gG4-accormmupoBanibix 3a6oseBanusx [18].

B1.3. Pekomenayercs Ju wu3MepeHHE YPOB-
Hs yraeBoanoro antureHa CA 19-9 B coiBopotke
st qupepeHnuaibHoro AMarno3a ayTouMMYyHHOIO
nankpeatura (AWUII) u ageHOKapIMHOMBI MO/KETy-
JIOYHOI1 >Kere3bI?

Ymeepxoenue 1.3: Tlosbimenune yposus CA
19-9 B cbIBOpoTKE MOKET OBITH OOYCJIOBJIEHO PSIOM
(hakTopoB, HampuUMep XOJAHTUTOM, M IPU HCIOJIbH3O-
BaHWU B OTPBIBe OT Jpyrux ¢darropo CA 19-9 06-
JIAJIaeT OTPAHUYEHHOI TOYHOCTBIO TIPU PA3IUYEHUN
ANII n aseHOKaPIIMHOMBI TO/IKETyI0THON >KeJse3bl,
HO C Y4YeTOM IIPOCTOTbI U [IeNIeBU3HBI ITOTO HUCCJIe-
JIOBAaHHUS B COYETAHWU C TMPUEMJIEMON YyBCTBUTE]H-
HOCTBIO U  CIEHU(UIHOCTHIO €ro  MCIOJb30BAHNE
B COUETAHWN C JPYTUME AUATHOCTHYECKUMU METOTAMU
BTOPOTO ypoBHs (Hampumep, GUOTICHsT, KOMIIbIOTEPHAST
tomorpadust (KT)) npusercreyercs. (CTEITEHD 2C;
CUJTbHAST PEKOMEH AN )

Kommenrtapun: B mannbix pexomenpanusx AWII
osznauaer AUII tuna 1, 1. e. [gG4-acconmmupoBanHbIit
AyTOMMMYHHBII TTaHKPEATUT, €CJIM He OTOBOPEHO
unoe. AUII 1-ro Tuna — peakoe 3aboseBanue. B ot-
JIT4re OT HETO aJIeHOKAPIIMHOMA TTO/IKEJTy TOUHON JKe-
ae3bl (AKIIJK) — cpaBHUTENBHO Yactas OIyXOJb,
oHa gBisieTcs 12-if IO pacpOCTPAaHEHHOCTH 3JI0Kave-
CTBEHHO} omyxoJipio B Mupe [19]. O6beMHOe 06paso-
BaHue nojskenaygounoil skenespl npu AUII 1-ro tuna
n npu AKIDK tpyaHo oramuyuth Ipyr OT JApyra
MpU  BU3YAIN3UPYIONUX HUCCJAETOBAHUSAX, TOITOMY
6uoJioruYecKue MapKepbl MOTYT TOMOYb TIpH [ud-
(epentmanproil muarnoctuke. OmnpeeseHne ypoBHS
CA 19-9, nemeBoe, mpocToe HCCIeOBAaHNE, SBJISET-
Cs CaMbBIM YaCTBIM M JIydllle BCETO BAJUANPOBAHHBIM
omyxosieBbiM MapkepoM AKIIJK; mpu pacnpocrpanen-
oM AKIIJK ono o6mamaer HamGosiee BBICOKOI TOY-
Hoctbio [20]. OpHako 1EHHOCTh M3MepEeHUsl yPOBHS
CA 199 cumwxaercd B ciaydae HJIMYUSA SKEJATYXU.
WccnenoBanus, MOCBSIIIEHHbIE THATHOCTUYECKON TOY-
voctn CA 19-9 npu pasamuennn AUIIL n paka momxe-
JIYTOUHOU JKeJie3bl, Tepedncaenbl B Tabauie 1 [21—
23]. Ilpm uCMOTH30BAaHUM PA3JIUYHBIX MOPOTOBBIX
ypoBHeit CA 19-9 uyBcTBUTENBHOCTL U crienuduy-
HOCTH cOCTaBsin oT 56 10 84% u ot 73 mo 96%, co-
OTBETCTBEHHO. UyBCTBUTEJBHOCTb U CIEIUMDUIHOCTD
3HAYNTEJNHbHO BO3PACTAJIN MPHU UCHOJb30BAHUU HTOTO

MOKa3aTeass B COUETAHWM C JPYTMMHU MOKA3aTeasIMU
(CA 199 mmoc 1gG4 [21, 22] mwm CA 19-9, npo-
IIEHT 303MHOMUIOB, YPOBHU TJOOYJIUHOB U TEMOTJIO-
6una [23]), HO 9T METOBI He OBLIN BaIHIN3HAPOBAHBI
B KOrOpTaX MAIMEHTOB C YCTaHOBJIEHHBIMU MOPOTO-
BbiMu 3HaveHWsiMu. Ompenenenne yposHs CA 19-9
CJIe[IyeT BKJIIOUATh B JAMArHOCTUYECKOE 0OCIe0BaHUe
He KaK eMHCTBEHHBIH ¥ ompeessaonuil (Gpakrop Ha-
JINYUST W OTCYTCTBUSI IEHOKAPIIMHOMBI TTOKEy-
JIOYHON >Kesie3bl, HO KaK WMCCAeIOBaHWe, Pe3yJbTaThl
KOTOPOTO CJIe/lyeT HHTEPIPETHPOBATD BMECTE C JAPYTH-
MU KJIMHUYECKUMU U JIaOOPATOPHBIMU MOKA3aTESIMU
U pe3yJbTaTaMi BU3YATU3UPYIONINX HCCIeTOBAHMI.

PT 2: IgG4-accouuupoBannoe 3a6o.ieBanue
MOJKEJNy/IOYHOU JKeJie3bl

B2.1. KakoBbl rucromarojormieckue NPH3HAKH
AUII tuna 1?

Ymeepxoenue 2.1: O AUIL 1-ro Tuma xapak-
TepHBI YEThIPE THCTOJOTMYECKNX IpusHaka: (a) M-
ornazmonurapras WHOUIbTPAIMS TKAHU KEJIE3bl,
6o auddysnas, mmubo oyarosas, (b) BUXpeBUAHbBII
du6pos, (¢) obaurepupytomuii gpreéur u (d) Bospac-
tanne KommdecTBa IgG4™ mmasMaTUYecKUX KJIETOK.
(CTEIIEHD 1B; cunbnast pexoMeHAaIs)

Kommentapun: Ectpb uerbipe OCHOBHBIX TI'H-
crojormueckux npusHaka AWII 1-ro Ttuma [24].
Jlumoriazmorurapuass  uHQUIBTPAINSA  BbIpa’keHa
BHYTPH JIOJIEK U COCPEJOTOUYEHA B TIPOTOKAX CPEIHETO
pasmepa. Yacro, HO He Bcerjia, NMPHCYTCTBYIOT 03H-
Houbl [25, 26]. XapakTepHblil OKPYTJIbIA, BUXPe-
BU/IHBIN puOPO3 MOXKeT HAOMIOAThCST JIUITb OT/Ehb-
HBIMU OYaraMu, B TO BpeMsl KaK KJETOUHbI (huépos
C BBIPQKEHHOI XPOHWUYECKOI mH(UIbTpaIfeil Boca-
JINTEJTBHBIME KJIETKaMU OOBIYHO HAOJIOIAeTCST TI0 BCei
skeseze. Kilerounoe BocmasieHye mpu [[JTUTESBHOM Te-
YeHUN 3a60JI€BAHUST WJIN TOCJE JIEYeHUsT MOKET ObITh
BbIpakeHo ciabee [27]. O6autepupyiommuii ¢aedur
HNPUCYTCTBYET, TIPUBOJIS K YACTUYHON WJIH MOJHON 06-
JIUTEPAIA BeH WM K€ MOXKET TPOSIBJISTHCS BOCIHA-
JINTEJTBHBIM Y3€JKOM PSIIOM C TIPOXOJIUMOIT aprepueii.
Mosker OBITH MOJIE3HBIM OKPAIIUBAHUE JTACTUIECKUX
BosIoKOH 10 Ban-T'mzony i Bepxoddy. /s nocra-
HoBKH janarHosa AVII 1-ro tuma Kputuyueckyio poJib
Urpaer  MUMMYHOTUCTOXUMHYECKOE  OKpallUBaHUE
na IgG4. /lnsa nocranoBku quarno3a AWII kosmdaectBo
IgG4* nmasMaTUYecKUX KJETOK OJIKHO OBbITh GoJiee
50 Ha nose 3perust mpu Goabinom yseaunvennn (HPF)
JUIsE Xupyprudeckux o6pasios u 6osee 10 ma HPF
11 00pasIoB, B3ATBIX Ipu 6uoncun (Cpeanee KoImde-
CTBO B Tpex «ropsumx Toukax» [400 x]). Kpome Toro,
ornonrenne [gG4,/1gG gomxno cocrasiasats Goee 40%.
Xots1 Boapacranme KosmvectBa 1gG4-TIO3UTUBHBIX
[Ia3MAaTHYECKUX KJIETOK SIBJISIETCS] BAYKHBIM PE3yJIbTa-
TOM, €aMo 1O ceGe 9TO He SIBJSAETCS [TUATHOCTHYECKIM
npusnakoM AWII 1-ro tuna [28, 29]. [Ipeanoxennt cu-
crembl kaaccudukanuu Bepositioct AUITI (¢ BbicOKO#
BEPOSITHOCTHIO, BO3MOYKHO, HEOJHO3HAYHO), OCHOBAH-
HbI€ HA PA3JUYHBIX COUETAHUSIX TIPU3HAKOB, OCOGEHHO
JUI OlleHKH OOpPAa3IoB, MOJYYEHHbIX ITIPH HUrOJbHON
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6uoricuu [1, 24, 30, 31], HO oHU TPeOYIOT KJIMHUYE-
ckoil Basmpanuu. Tonpko naHHBIE 6Woricuu 6Ge3 TpH-
3HAKOB WJIM C He3HauuTeJbHbIMU TNpusHakamu ANII
HEJIb3s UCTOJIH30BATh JIJIS UCKJIIOUEHUS HTOTO TUATHO-
3a, He CYMTAsI CJAYYAEB, KOTJA MOXKeT OBbITh OJHO3HAY-
HO TIocTaBJeH nHoil nuarHo3 [30]. Bwonrarer u3 omy-
XOJIEBU/HBIX 06pa3oBaHuil ¢ JuMOIIa3MOIUTAPHOI
uHpmIbTparMeil Hy;kHO okpammBath Ha 1gG u 1gG4;
BO3pacTaHne WX YPOBHeil [O/KHO MOOYAUTH Bpaya
K KJnHWYeckoMy o6crienoBannio Ha tmpeamer AWII,
HE3aBUCUMO OT HAJMYUS WX OTCYTCTBHUSL BUXPEBU/L-
Horo ¢hubposa wim obautepupyiotniero diedura [32].

AUIT 2-ro tuma o6iagaer psgaoM OOMMX UepT
¢ AUII 1-to tuma (cM. Taba. 2), HO Majioe KOJIMIeCcTBO
[gG4* nna3MaTnyeckux KJIETOK UM UX OTCYTCTBHE B CO-
YEeTAaHNW € HAJMYUEM TPaHYJIOIUTAPHO-3TNTETNATBHBIX
o6paszoBanuii (F'I0) cunraercs JOCTOBEPHBIM THUCTOJIO-
THYeCKNM Tpu3HakoM. D0 xapakTepusyoTcs HHOUIb-
Tpaieil HeHTPOMUIBHBIMU TPAHYJIOIUTAMI SIHTENS
MTPOTOKOB >KEJIe3bl, YTO BBHI3BIBAET J€T€HEPATHBHDIE M3-
MEHEeHHUs JIUTe/Ns, 4acTo ¢ ero orcjaoenueM. Hammune
anHapHbIX  WHGUIBTPaToB (BKMOYas HeHTpoduIb)
B orcyrcTBre D0 nm Bo3pacranus kosmdectBa [gG4*
nasMatndecknx kaetok (<10 na HPF) pacemarpusaert-
cst kKak BepositHoe Hasmmure AUVIT tuma 2 [1].

B2.2. Kakossl npuaHaku AVII npu Busyaansupy-
IONIUX HCCJeI0BAHUSIX ?

Ymeepoxodenue 2.2: K kiaccuyeckuM HpU3HAKAM
AUII oTHOCSTCS yBeJUYEHHe TMapeHXUMbBI, <KOJ6a-
coBuHas» (opMa Kee3bl, TepUlaHKpeaTHIecKuit
000/I0K 32 CUET OTeKa ¥ CYKEHHEe TJABHOTO MaHKpe-
ATMYECKOr0 MPOTOKAa 0e3 pacIIipeHus €ero IUCTab-
HOIT yacTu. JTH U3MeHeHus MOryT ObITh [udy3HbIMU
MW OYarOBBIMY W OTJUYAIOTCS CUJIbHOM Baprabea bHO-
croio. (CTEIIEHD 2C; cunbHas pexoMeHaIus)

Kommenrapun: [Ipusnaku, omnrcaHHbie HUXE, BbI-
ABJISAIOTCS TOCPEJCTBOM KaMHUYecKH JoctynHoit KT,
MarHuTHO-pe3oHaHcHoi Tomorpadpuu (MPT), yabrpa-
3ByKOBOTO HccaenaoBanus (Y 3U) u mo3uTpoHHO-9MUC-
CHOHHOI ToMOTpadui ¢ KOMIBbIOTEPHOI ToMorpadueit
(II9T-KT) [8, 33—41].

YkaspBatomune Ha AVII naMeHeHNsT mapeHXNMbI:

(i) [udpdysuoe unm (mosmu-)oyarosoe ypesnde-
HHUE C yTpaTroil HOPMaJbHON [I0TbYATOH CTPYKTYPBI
(«xon6acoBuanas» (opma); auddysHble n3MeHeHUs
yarte HaOmogaorcest npu AUIL tuna 1, ogaroBbie —
npu AWII 2-ro tuna (puc. 1).

(ii) V3MeHeHusT CBOWCTB M300paskeHNsI, HAIIPIMED
cHmkenne uHTeHcusHocTH curiata (MC)/sxoreHHo-
cru ipu T1-w MPTI 6e3 KOHTPACTHOTO YCHJICHUS/
(5H10)Y 31 COOTBETCTBEHHO; YMEPEHHOE BO3PACTAHUE
NCupu T2-w MPT, ymenbmenne quddysnn npu MPT
n Bozpacrtanue 3axBara 18F-dTopae30KCUTIIOK03bI
(DAr) npu MOT-KT mo cpaBHEHUIO ¢ HOPMAJIBHOI
napeuxumoii. Ilocie MHbEKIIMKM PEHTTEHOKOHTPACT-
Horo mpenapara (¢ HOAOM, TaJOJMHUEM WM KaBU-
TAIOHHOTO) HAGJIOAeTCST TOYEUHOE WJIM OYaroBOe
yCUJIeHe WHTEHCUBHOCTH, HAYMHAS C TO3[Hell apre-
PHAJIBHOM / TTapeHXMMATO3HOU (hasbl, KOTOPOE BO3PaC-
TaeT K MO3JHUM BaCKYJSPHBIM (azaM.

(iii) IpsmoyrosbHas gopMa xBocra xkenesbl («06-
PYOIEHHBIT XBOCT> ).

(iv) ToHKMI mnepuilaHKpeaTHYeCKuii 060JOK OT-
€YHOI TKAHW WM TOCTENEHHO HAKAIJIUBAIONAs KOH-
TpacT UCTUHHAS KallCyJa XKeJe3bl.

YkaspBatomune Ha AVII naMeHeHnsT TPOTOKOB:

(i) Bosseuenne anmuuoro cermenra (>1/3 pnu-
HBI) WJIM MHOroodYaropoe BojedeHue (cyskeHne
WM  UCYE3HOBEHWE) TJIABHOTO TAHKPEATHYECKOro
nporoka (ITIII) 6e3 pacmmpeHuss ero AUCTaJIbHON
YacTU WJIN JAPYTUX MPU3HAKOB OOCTPYKTUBHOTO IaH-
Kpearnra.

(ii) MosanuHOCTh M3MEHEHHH, T. €. >2 IopakeH-
wbixX cerMeHTOB ['TII1, pasmeneHHBIX HOPMAJBHBIM CeT-
MEHTOM.

(iii) CUMIITOM <II€HETPUPYIOIEro MPOTOKa» (Buan-
mbtii TTIIT u/unn o6umii sxeaunbti nporok (OXKII))
U CHMOTOM <«COCYJIbKH» (IIOCTETeHHOE yMEHbITEHNE
nuamerpa TTIIT) B o61acTi U3MEHEHUH MApEHXUMBI.

B2.3. KakoBa poJib 3HOCKONUH IPU UATHOCTH-
ke AUII tuma 17?

Ymeepoodenue 2.3: Iugockonnyeckoe yJabTpasBy-
KoBoe uccrepoBanne (au10-Y3UM) cnoco6HO BBISBUTD
U3MEHEHWS B MO/KETY/IOYHO JKese3e, YKa3bIBAoIIe
Ha AWII, n ucnonb3yercss AJsi mosydeHus: o6pasion
TKaHW JJIS THCTOJIOTHYECKOTO TIOATBEPIKIEHUS 3a60-
nesanusg. (CTEIIEHD 2B, cuibHasi peKoMeHaaIs)

KomMenrapuu: OJu10-Y3Il wurpaer 3sHaunMyimo
posb B auarnoctuke AUIT u Ig G4-accormmmpoBanHoro
xosmanruta (IgG4-AX) [1, 42—45].

ANII cnenyer nudpdepeHImpoBaTh OT paKa MmojprKe-
Jyq04HOM Kene3sl [ 1, 42—46]. PesynbraTsl, moTydeH-
Hble IIPU HaHKpeaTorpadun, Takue Kak IPOTSKEHHOe
Cy’KeHNMe TJIaBHOTO MaHKpeaTudecKoro nportoka (>1,3
quinbl TTIIT), OTCyTCTBHE PACIHIMPEHUST €T JAUCTAIb-
HOIl YacTh, MO3aWYHOCTH CYKEHWUS W BU3YaJTN3aIlHs
OTXOJSIINX OT CY’KeHHOIT yacTi 60KOBBIX BeTBeil, yKa-
spiBatoT Ha ANII, a He Ha pak TMOKETyTOUHOHN >Ke-
aespt [1, 42—45]. Tonoxurenbubrii pesyabrar MI'X
Ha [gG4 s 6uonTaToB OOJBIIOTO COCOYKA JIBEHA-
LATUNIePCTHON KUIIKK TnoajepskuBaer aumarHos ANII
[1, 43, 45]. 1gG4-AX caenyer muddepeHIIPOBATH
OT XOJIAHTMOKAPIMHOMbBI U [E€PBUYHOTO CKJIEPO3UPY-
romero xoaanruta (IICX) [43—45]. XapakrepHble pe-
3yJIbTaTbl XOJaHTHOrpaduu IOALEPKUBAIOT AMArHO3
IgG4-AX (cm. Hmke) [43—45]. TToa0KUTENBHBINH pe-
syaprar T'X nHa 1gG4 nas o6pasiioB, MOJYyYEeHHBIX
MPU TPAHCHATIISPHON OWONCHH CY>KEHHBIX JKesd-
HBIX IIPOTOKOB, IIOMOTAeT HCKJIOYUTb XOJIAHTHMOKap-
UHOMY U TofiiepkuBaet auarno3 1gG4-AX [43—45].
[Tpu sumo-Y3U Moxker ObiTh o6HapyskeHo anddys-
HOe THIIOIXOTEHHOE YyBeJIWYeHUe TOKETyT0UHON
JKeJie3bl M IpyTue IPU3HAKK ee MOPasKeHUs B ciydae
naruentoB ¢ AUIL [43—45]. Buorncust moj KOHTPO-
JeM au10-Y 3V ucnosb3yercs /st NOJIydeHus: o6pas-
1IOB TKAHWU [T TUCTOJOTUYECKOTO MOITBEPSKICHIIS
quarnoda AUWIl m g uckIO4eHus paka IOJKeTy-
nounHoil xeme3bl [1, 43—45]. Pexomenmyercs 1po-
BOJIUTH TOJICTOMT'OJIbHYIO OHMOIICHIO € UIJIOWH Kajaubpa
19G, HO mosy4nTH Marepmas A TUCTOJOTHYECKOTO
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MCCIEOBAHUS MOYKHO Jlaske C TIOMOIbIO UTJIbI KaJIu-
6pa 22G [43—45]. llpu sum0-Y 3U 1 BHYTPUITPOTOKO-
BoM Y 3U Mo:xHO BbIsiBUTH yToJmienne crenkn OZKII
y marmenToB ¢ [gG4-AX (eMm. nmke) [43—45].

B2.4. KakoBa poJib XUpypruueckoro BMeniaTe ib-
crea npu AUII tuma 1?

Ymeepxoenue 2.4: Xupyprudeckoe JieueHue
npu AUIL 1-ro Tuma o6brYHO He Tokazano. Omeparis
MOJKET MPOBOJIUTHCS TIPY TOJ03PEHUH HAa PaK IO/ Ke-
JIyTOYHOU KeJie3bl, €CJM €T0 He YAeTCSd WCKIIOYHUTDH
[IOCJIe  TOJIHOIO JMarHOCTHYECKOro 0O0CJe 0BaHus.
(CTEIIEHD 2B, cuipnas peKOMeHIAI:)

Kommenrapun: /[luarnoctuka AUIl  criosxHa,
U B HEKOTOPDBIX CJIyYasiX €ro HeJeTKO OTJMYUTH OT PaKa
MOJIPKEJTyIOYHON Kesie3bl. Kpome Toro, uacrora co-
MYTCTBYIONINX OIyX0Jiell TO/KeTyT0OUHON  Kese3bl
(Kak DOGPOKAYECTBEHHDBIX, TaK M 3J0KAYECTBEHHBIX )
y manuentos ¢ AUIIL goxomut mo 7% [47]. B cormacu-
TeJTbHOM 3asgBaeHN MeKyHaPOHON NCCIe/10BaTeb-
CKOIl TPYMIIBI MO XUPYPTUU TO/KETYIOYHON Keie3bl
roBopurcs, 4to y 5—13% maiueHToB, KOTOPHIM IIPO-
BOJIMTCST XUPYPrAUecKass Pe3eKIns M3-3a MOJT03PEHIs
Ha 3JIOKAYeCTBEHHYIO OIYXOJb, MPU TUCTOJOTUYECKOM
UCCTEIOBAHNN OOHAPYKUBAIOTCS JJ0OPOKAUECTBEHHDIE
usMenenust, npu stoM Ha AUIT npuxomurcs 30—43%
ciaydaes [48]. B perpocrieKTHBHOM HCCJIeIOBAaHUT, T/€
MIPOBO/ININ AHAJIN3 TUCTOJOTUYECKUX JIAHHBIX 274 1ma-
IIUEHTOB, KOTOPBIM BBIMOJHSIN MAHKPEATOyOTeHIK-
TOMUIO B CBSI3U C TIOJI03PEHUEM HA 3JIOKAYECTBEHHYIO
OIyXOJIb, YaCTOTa JAOOGPOKAUYECTBEHHBIX 3a00Je€BaHUI
cocrasigana 8,4%, a obmas vacrora AUII — 2,6%
[49]. EBpomeiickue mmareHTbl MOCJe PE3EKIUH M0/
JKEJTYIOUHON JKeJe3bl C TOCTe0nePAIIHOHHBIM JIHarHO-
3oM AUII Oblin BKJIIOYEHBI B MHOTOIIEHTPOBOE UCCJIE-
noBanne. Cpenn uux 63 manmentam ¢ AUII 1-ro tuna
ObLjIa TIPOBE/IEHA OMePaIus B CBS3U C IMOJ03PEHNEM
Ha Ppak TIIOJDKETY/IOUYHON JKese3bl 13-3a HEeKyNupy-
eMbIx Gosiell mam skeatyxu (Mam u3-3a KOMOUHAIMH
STUX CHMIITOMOB WM IPHU3HAKOB). Peruaus zaboe-
BaHUSI TOCJE omeparmu orMedasncs B 41,2% ciaydaen
[50]. ¥V 74 mammenToB u3 ceBepoOaMEPUKAHCKON cepuu
cJIy4aeB, KOTOPBIM Oblia TPOBe/leHa MaHKPeaTsKTO-
MHUS C 3aKJuuTeJbHbIM gauarHo3om AMII, ugacrtora
pelUANBOB B OTAajeHHON mepcmektuse (17%) ObLia
HamHoro Hizke [51]. OrgajeHHble MMOCIAEACTBUSI XU-
pypruueckoro Jedenus y 13 manueHnToB ¢ rECTOJIOIH-
YyecKu yctanoBjaeHHbIM guarno3oM AVII 1 tuna ¢ ITX
okpammBanneM Ha IgG4 peTpociieKTHBHO CPaBHUBAIN
C JMaHHBIMU A7 34 TAIMeHTOB ¢ OOBIYHBIM XPOHU-
YeCKUM TaHKPEATHTOM, YTOOLI OIEHUTH OCTATOYHYIO
(QyHKIIMIO  TOJPKETYJIOYHON  KeJsie3bl;  MCCJIeI0Ba-
Hue npoBoamwioch B Anonun [52]. Penmausa AUII,
MO0 KJIMHUYECKUM IPOSIBJIEHUSIM U JAHHBIM BU3YaJH-
3UPYIONNX UCCAEOBAHUIN, HI y OJHOTO W3 HTUX Ta-
IIMEHTOB TIOCJIe oTepaly He Haba0aan0Ch. B ncce-
nosanvn u3 CIIIA coo6manock, urto y 8 us 29 (28%)
naineHToB ¢ AVII oTMeuen peruauB mnocje pe3eKkiuu
JKeJIe3bl: Y CeMU C JKeJTYXOH W y OJHOTO C PEeIujin-
BUPYIOIUM HaHKpeatuToM (MeanaHa BpeMeHU [0 Pas-
BuTHs peruanBa 11 Mecsiies; Mennana MOCTIeIyOIIEro

Habmonennss 38 Mecsues) [53]. BosMosxkHOi#T mpuun-
HOI 9TUX pacxoskjeHuil B coobuiaemMoir vacrore AUII
MocJIe OTepaIu MOTYT ObITh TPYAHOCTH B JHATHO-
ctuke pernuamBa AUWII B ocrtatodHOil YacTu sKee3b
[52]. Omnako HEOOXOAMMO TPUCTATHHOE TUTETHHOE
HaOMO/IeHre 32 MAIMeHTaMH TIoc/e TTAHKPeaTIKTOMUN
B cBsi3u ¢ AUII tuna 1, mockoibKy 3abo/ieBaHie MO-
SKET PeruIMBUPOBATD, MW OCTATOYHAS (DYHKITUS O~
SKEJTYTOUHON SKeJe3bl MOXKET YXYAIIUTHCS CTOJb JKe
CUJIBHO, KaK W y TAaIUEHTOB, KOTOPBIM TIPOBOJUTCS
MAHKPEATIKTOMUST B CBSI3U C OOBIYHBIM XPOHUYECKUM
na"kpeaTuTom [52].

B2.5. KakoBbl oxujaeMpie UCXOAbl U HAMIYY-
masi TaKTUKa IocJaeayounero Haéaoaenus npu AWII
tuna 1?

Ymeepidenue 2.5.1: AUl — aro ocobasi Gpopma
XPOHUYECKOTO TTAHKPeaTHTa, KOTOpasi XOPOIIO IMo/|j1a-
eTCsT Ha4albHOU Tepaniy TTIOKOKOPTUKOWAMHU, OJHA-
KO C BBICOKOIT 4acToroii peruauBupyer. Yacro Habmo-
JlaeTcst opaskeHne IPYTUX OPraHoB, UTO ONpe/esseTcs
KaK HaJN4Yne BHEMAHKPEATHYECKUX MPOSIBJIEHUI 3a60-
nesanusg. (CTEITEHD 1A, cunpHas pexoMeHaanus)

Ymeepixkdenue 2.5.2: AWNII 1-ro Tnma dvacro
NPUBOJAUT K OTAAQJEHHBIM TIOCJTEJICTBUSM, TaKUM
KaK 9K30KPUHHAST U HHAOKPUHHAST HEIOCTATOUHOCTH
TTO/KENTYZIOYHON >KeJse3bl. (CTEIIEHD 1B; cuabHas
PeKOMEeH/IalIKs)

Ymeepixdenue 2.5.3: HeoO6XoiuM CKPHHUIHT
Ha aedUIUT KUPOpacTBOpUMbIX BuTaMuHoB (A, D,
E n K), Zn, Ca u Mg B COOTBETCTBUH ¢ HAyIHO 060-
cHoBaHHbIME pekoMenpanusMu UEG 1o aumarHocTuke
n Jjiedernio xpormueckoro nankpeatnta (HaPanEU)
[54]. (CTEIIEHD 2A; cuibHas peKOMeHAaLus)

Ymeepikoenue 2.5.4: Iammenram ¢ AUII 1-ro tu-
a pekoMeHayercs noxustHentoe Habmozaenne. (CTE-
[IEHD 2C; cunbHas peKOMeHIAINsI)

Kommentapun: AUII npenacrasisier co6oit 0co6yio
(bopMy XpOHWUYECKOTO TTAHKPeaTuTa, KOTOpask XOPOIIo
MO/IIAETCST TePANK TJIIOKOKOPTUKOUJIAMU, HO C BBI-
cOKolt "acTtoToit permauBupyet [13, 535, 56]. YHacrora
PEIUINBOB B €BPOMNENCKIX UCCTEJOBAHUSIX COCTABJISI-
er ot 7 10 55% [57—62]. TlopaxkeHue apyrux opra-
HOB, UTO OIpeJe/sSeTcsl KaK Hajiudie BHETaHKPeaTH-
YeCKMX TPOSBIEHNI 3a60JeBaHus, 00HAPYKUBAJIOCDH
y 47—84% mnaiueHToB B PasHbIX €BPOIEHCKUX HCCJIEe-
JoBaHusgxX [57, 59—62]. BeposATHOCTh 5K30KPUHHON
HEIOCTATOYHOCTU TO/PKENTYJ0UHON Keae3bl O BCeMU
ee TIOCJIEe/ICTBUAMH efre GOJIbIIe BO3pAcTaeT y MallieH-
TOB C XPOHUYECKHUM TTAHKPEATUTOM, CaXapHbIM jJrale-
TOM W TIOCJIE€ PE3EKITNH TO/KENTyT0UHOM Keme3nl [S4].
HenoctaTouHOCTh TOUKETYOUHON JKesle3bl CBs3aHa
¢ 1epUIIUTOM KUPOPACTBOPUMBIX BUTAMIHOB, MaTHUS,
IIMHKA, KaJbIUS, JKeJe3a, CHIKEHNEM YPOBHel reMo-
riro6uHa, anbOymMuHa W mpeasbOymuHa [d4, 63—66].
Y manmeHToB ¢ XPOHUYECKUM TMAaHKPEATHTOM 000
STHOJIOTUN, BKJIIOYAs ayTOMMMYHHYIO, BBICOK TaKKe
PHUCK Pas3BUTUsI OCTEONEHUN U OCTEONOPO3a, OCOGEHHO
y TeX, KTO TMOJyYaeT TepPanuio TJIIOKOKOPTUKOUIAMU
[54, 67, 68]. ¥V 5—40% naumenrto ¢ AUII coobuia-
JIOCh 0 KaMHSX B MPOTOKAX MO/UKETYJIOUYHON Kese3bl
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[69, 70]. NsBectubie organennble nociaencTsuss AT
(9K30KpHHHAS W SHAOKPUHHAS HEJOCTaTOYHOCTD,
KaMHHU B IIPOTOKAaX IOIKENYJOUHON Kejesbl) Tpedy-
0T TIOCTOSTHHOTO HAOMOJIEHUS JIJIS TOTO, YTOOBI JIydIIie
OIIEHUTDb BCIO KJIMHUYECKYI0 3HAUUMOCTb 3THX TOCJE/I-
CTBUH, W Ha CETO/HS PEKOMEH/IYeTCS TMOXN3HEHHOe
exkerojiHoe obcsenosanne naiuentos ¢ AVII tuma 1.

PT 3: IgG4-accouuupoBannbie 3a601eBaHus
MEeYEHU U JKEJYHBIX MPOTOKOB

B3.1. KakoBo ompejaeneHne H TpeIOKeHHAS
kaaccuduranusa IgG4-acconuupoBanHoro mnopase-
HUS TE€YEHH M KEeJTYHbIX MyTeii?

Ymeepxoenue 3.1: Hanbosee 4acTbIM IIPOSIBJIE-
HueM [gG4-acconmmpoBaHHOrO TOpa)KeHUsT TeYeHn
u sKemuHbIX nyTell spistercs [gG4-acconnnpoBaHHbIN
xonanrut. (CTEIIEHD 2C; cunbHas pekoMeHgamnus)

KommenTtapuu: Vmmynorno6ymnn G4-accormmmpo-
BaHHOE TIOpa’KeHUe TeYeHU W JKeJYHBIX IyTell Mpej-
cTaBisieT  coO0  COOTBETCTBYIOIINE  MPOSBJICHUS
IgG4-acconunpoBaHHOTO CUCTEMHOTO 3a00JIEBAHMUS.
[gG4-acconmmupoBanHoe MOpaskeHUe MEeYeHU U JKeJTd-
HBIX MyTell MPOSBISETCS TJABHBIM 06pPa3oM Kak XO-
JIAHTUT, OTBEYAIONINN HA TePanuio TJIIOKOKOPTUKONIA-
MU, BHEMEYEHOUHBIX JKEJYHBIX ITPOTOKOB M MTPOTOKOB
B 00JaCTH BOPOT TI€YEHHU, OJIHAKO B TATOJOTHYECKUI
MPOIECC MOTYT BOBJIEKATHCS W BHYTPUIIEYEHOUHbBIE
nportoku. [gG4-accormupoBanHoe MOpaskeHne Me9eHn
M JKeJYHBIX TyTell 4YacTO COMPOBOXK/AETCS TIPU3HA-
kamu  [gG4-acconmmpoBaHHOrO MOPAKEHHST JIPYTUX
OpraHoB, B OCOOEHHOCTH AyTOMMMYHHBIM IaHKpea-
tutom Tuma 1 [71]. Xosanrur, KOTOpbI OTBEYaer
Ha Teparuio ITIOKOKOPTUKOWIaMU, — HauboJee da-
CTOEe TPOSBJIEHNE TOPAXKEHWS TE€YeHN U SKEeJTYHBIX
nyreil, HO Ha IO3JHeH cTaguu 3TOro 3aboJIeBaHUS
MOTYT Pa3BUTbCA TaKKe BOCIAJUTETbHBIE TCEBIO-
OIyXOJIM TIleYeHW W OWamapHbli 1mppos. Hescho,
apasierca qu 1gG4-acconuupoOBaHHBIN TemaTuT mep-
BUYHBIM TposiBienneM 1gG4-acconmnpoBanuoro 3a60-
JIEBaHUS, OTYACTH MoToMYy, 4To nHdummbTpaus 1gG4*
NJIa3MaTHYECKUMU KJIETKAMH MOKeT OGHAPYKUBATD-
CS TPU PA3JIUYHBIX MATOJOTUYECKUX COCTOSHUSX,
HUKaK He cBa3aHHBIX ¢ [gG4-accormmpoBaHHBIM 3a-
6oneBanueM [72]. Kpurepun HISORt, mnpemnnosken-
wble Ghazale et al. [73] B kauectBe amarfocruye-
ckux kputepueB [gG4-accolmmpoBaHHOTO XOJTAHTHUTA,
BKJTIOYAIOT B ce0sI TUCTOTATOJOTUYECKUE TPU3HAKI
U M3MEHEHUS TPH BU3YAJU3UPYIONMX HCCAeIOBAHI-
ax, Bbicokne ypoBHU IgG4 B CbIBOPOTKe, TIOpaskeHue
Apyrux opranoB (HanmpuMmep, TO/PKeNyIOUHON JKeJie-
3bl, CJIOHHBIX,/ CJIE3HbIX,/ IIIUTOBU/IHOMN KeJles, JErKuX,
JuM(baTHIeCKUX Y3JI0B CPeflocTeHnsT W GPIONTHON 1MOo-
JIOCTH, 3a6PIOIINHHOTO MPOCTPAHCTBA, A0PTHI, TOYEK,
MOYETOYHUKOB, MPEJCTATEIbHON >KeJae3bl U SAUYEK)
U OTBET Ha Tepanuio TJIIKOKopTuKongaMu. Ornucanbl
Takxke ciaydan IgG-acconMMpoBaHHOTO XOJIEIUCTHUTA.
WpyTt cnopbl OTHOCUTEJbHO HOMeHKJATypbl 1gG4-
ACCOIMIPOBAHHBIX 3a00JIEBAHUN TEUYECHW W SKEJTYHBIX
npoTokoB. IgG4-accormupoBaHHBIN XOJAHTUT Ha-
3piBalOT Takke IgG4-cBsg3aHHBIM XOJaHruToM [71,

73, 74], IgG4-acconuupoBaHHBIM CKJIEPO3UPYIONIUM
XoJaHTATOM [75, 76], ayTONMMyHHBIM XOJIAHTH-
oM (panee ompeessicss Kak NepBUYHBIN Gruap-
HBIII 1Uppo3 6e3 aHTUMUTOXOH/IPUATBHBIX AHTUTEJ
(AMA) [74], uto BHOCUO TyTanuiy) uan 18G4 xo-
ganrnonarneii. KpafiHe >kesaTeTbHBIM TIPeCTaBJIS-
eTCsl MCIOJIb30BaHUE B MEXIYHAPOAHOM Maciitade
OJTHOTO TepMUHa. 3ab0JeBaHNe MOJHOCTHIO 0OPATUMO
IpHY paHHEM Hayaje Tepallud TJIIOKOKOPTUKOUJIAMHU,
B CIJIy Y€ro MpeAloYTHTETbHBIMU SIBISIOTCS TEPMU-
ubl «IgG4-accormuposannbiii xomanrut»> (IgG4-AX),
«IgG4-cazannpiii xomanrut» (IgG4-CX) nmn «IgG4
xousanrnonatusi> (IgG4-X), B 10 BpeMsi Kak Gosee
MO3/THIE CTAJNH, HA KOTOPBIX 3a00JeBaHme YKe HeoO-
paTuMo, JIydllle XapaKTepuayloTcs TepMuHoM «IgGi4-
ACCOIMIPOBAHHDIN  CKJIEPO3UPYIONIMIA  XOJTAHTUT»
(IgG4-CX). Tepmun [gG4-CX cosgaer y malueHToB
cBa3b ¢ IICX u, B ocobernocru, ¢ IICX ¢ Hannuuem
IgG4 B cbIBOPOTKE, TPOrpeccupylonuM 3a60J1eBaHu-
eM ¢ KpaifHe HeOJIaronpusiTHbIM mporao3oM. Ilo ana-
JIOTUM CO CMEHOH Ha3BaHUA C LUPPO3a HA XOJAHTHUT
NPy MEPBUYHOM OUIMAPHOM XOJAHTUTE, paHee Iep-
BUYHBIN OUIMApHbIH 1uppo3 [77], Mbl mpeamaraeM,
9TOObI He 3aIyTbiBaTh HAIMUX MAIUeHTOB, B Oy.Iy-
IeM HUCIOJIb30BaTh 6ojiee «6IaronpusiTHBINY TepMUH
«IgG4-acconmmuposannbiii  xomanrut»  (IgG4-AX).
CoorsercrBenno, [gG4-acconunpoBanHas remarorna-
g (Brmiowas [gG4-acconnmpoBaHHbBIE TICEBIOOTY-
xoym nedenn) n IgG4-accoUUMPOBAHHDBIA XOJELUCTHT
SBJSIOTCS HA3BAHUSIMU, TIPEITOKEHHBIMH [IJIS TTOPa-
SKeHUSl [e4eHU W oKesJyHoro Iy3bipg. OcraeTcs He-
scHbIM, sBiasercs mu [gG4-acconnnpoBaHHas renaro-
HaTH CaMOCTOSITEJIbHBIM IIPOSIBJICHUEM 3a00JIeBaHus,
OTJIMYHBIM OT TOPAKEHMS SKEMUYHBIX TyTell, Il Ke
910 ciaezctBue IgG4-acconMnpoBaHHOIO XOJIAHTHUTA.

B3.2. KakoBbl kJInHMYeCKHE, OHOXHMHYECKHE,
THCTOJIOTHYECKHE U PEHTTeHOJIOTHYeCKUe IIpU3Ha-
KH, HA OCHOBE KOTOPBIX cTaBHTCS auarHo3d IgG4-
aCCOIMMPOBAHHOTO XOJIAHTHTA?

Ymeepoxoenue 3.2: JKenryxa, xosecrarmyeckuii
npoduib (epMeHTOB B CBHIBOPOTKE, IIOBBIIICHHbBIE
koHneHTpainn IgG4 B CBIBOPOTKeE, THCTOJOTHYECKUE
npusHaku  (BraOYas JUMQOIIAZMOIMTAPHYIO WH-
dumprpamuio ¢ >10 IgG4™ mrasMaTHYecKX KJIETOK
Ha TI0Jie 3pEeHNusi, BUXPEBUAHBIN (Hubpo3 u/mimm 06-
auTepupytonui (pae6uT) n cysKeHne BHEIeYeHOUHbIX,
BHYTPUIIEYECHOUHDBIX JKEJYHBIX IIPOTOKOB, a TaKxKe
MIPOTOKOB B 00JTACTH BOPOT — XapakTepHbIe MpU3HA-
ku IgG4-acconunposannoro xomnaurura. (CTEIIEHD
2C; cumbHas PEeKOMEHIAINs)

KommenTtapuu: Kiunudeckiue HOPU3HAKUM M CHM-
nromer [gG4-AX Brmowaior skearyxy (wame Bcero
6e360J1€3HEHAYT0), 3y, NOXYyJaHUue W HENpUATHBIE
onrymenuss B xuBoTe. [gG4-accommMMpoOBaHHBIN XO-
JIAHTUT YacTO COYeTaeTcsl € CaXapHbIM JAualbeToM
[73, 78]. /lekommneHcupoBaHHbIi GUINAPHBIN TUPPO3
WM XOJAHTHOKAPIMHOMA Ha MOMEHT IIOCTAaHOBKHU
JInarHo3a OGHApYKMBAfOTCS KpaiiHe peako [73, 78].
buoxumuuecknumu  npusnHakamu  [gG4-AX  gBastior-
cs TIOBBINIIEHNE YPOBHEH CBIBOPOTOYHBIX MapKepPOB
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XoJiectada, BKJIOYad Ienounyio ¢docdarady, ram-
Ma-TJIyTaMIaTpaHcdepasy u  HpsaMoil  OmImpyOuH.
Yposenb «onyxosneBoro mapkepa» CA19-9 npu IgG4-
AX MoskeT ObITH KpaiiHe BbICOKHM, HO OBICTPO CHUMKA-
eTcd Ha (poHe Tepalnuy IJIIOKOKOPTUKOUIAMH. Y POBEHD
IgG4 B CHIBOPOTKE TOBBINIEH MPUMEPHO Y 75% Ta-
IMUEHTOB U sBJIeTCS Ha/leXHbIM TnpusHakoM [gG4-
ACCOIMMPOBAHHOTO 3a60JIeBaHus, ecau Gojee YeM
B 4 pasa IIpeBbIIIaeT BEPXHIOIO TPAHUIy HOPMBI [3,
6]. YMepennoe nosbiienne yposus 1gG4 B cbIBOpOT-
Ke Takyke HaOsogaercss npumepHo y 10% marueHTosB
¢ [ICX, x0omaHTHOKAPIIMHOMOM, TTAaHKPEATUTOM W pa-
KOM TOJUKesTyIouHOl sxene3bl [3, 6, 9]. OtHorienue
PHK IgG4/IgG B KpoBH, KOTOPOE OIPEAESIOT MO-
cpeactBoM KIIIIP, okasanoch oyeHb TOYHBIM MapKe-
pom Hammunsa [gG4-AX (B cpasaennu ¢ IICX u xoman-
THOKAPIIUHOMON MM PAKOM MOJKEITY IOUHOIT JKeIe3b)
B OJTHOM HccaeoBarn [9], HO 5T0 GBLIO OMPOBEPTHY-
TO B KPYITHOM 06CEPBAIMOHHOM HCCJIEI0BAHUY, BKJIIO-
yagiem G6osiee 200 nanwmenrtoB [79]. 9to sgBHO Tpe-
OyeT IMPOCHEKTUBHON HOBTOPHOI OIIEHKM B XOPOIIO
O0TOOpaHHBIX Koroprax. [Hmcromatonorndeckie Kpute-
pun IgG4-AX Brmovaior B ce6st muMdOILIa3MonuTap-
Hyo nHbuabTpammo ¢ >10 [gG4+ mrasmMarmaecKux
KJIETOK Ha T0Jie 3penust (OnpeaesnseTcs Kak By uMast
Mo/l MUKPOCKOTIOM o0sacth npu 400-KpatHOM yBesu-
YEHNM), BUXPEBUIAHBIN (HUGpo3 u obaurepupyonuii
reour [24]. [lonosHUTEBHBIE KPUTEPUH BKJIIOYAIOT
903MHOMDUINIO U YACTUYHBIN 06JuTEepuUpyomuil g.Jie-
out [24].

Juarnos IgG4-AX Mosker GbITh TPYJAHO TOCTABUTD
6e3 OWONCUW W THCTOJOTMYECKOTO WCCJAETOBAHUS,
U, KaK aTo ciaydaercsd Ha (oHe Tepaluu CTepouaMu,
ypoBenb [gG4 moxer y:xe npuiit B Hopmy [80, 81].
Namepenne yposaa I1gG moakaacca 2 (IgG2) moxer
noMoub TOATBepAUTh auarHo3 IgG4-AX, kak ObLIO
[IOKa3aHo B HeJaBHeM uccjexoBannm [82].

[Toxazatesu mpm XosaHrnorpapuu u Kiaaccudu-
Kalusl TnpuBe/eHbl Ha pucynke 2 [83]. Yaimme Bce-
TO BCTpedaoTcs cyskeHns HIKHUX otaenoB OJKII
6e3 Cy:KeHMs JIeXKallUX BbIIIe SKEeJYHBIX IIPOTOKOB
(tun 1). Buyrpuneuyenounsie cermentapubie  (Tum
2a) u auddysusie (tun 2b) cykeHusr B JONOJHEHNE
K cyxenuto HKHuUX otzaesoB OJKII B coBokymHO-
CTH TIPEJICTABJSAIOT COOOW BTOPOI MO YACTOTE CIYYAii.
KomGuHamust cy:xeHwit B 06JacTH BOPOT W HUKHUX
orgenos OJKII (tuir 3) 1 cyKeHus TOIbBKO B 061aCTH
BopoT (THI 4) IpeACTaB/IAIOT COO0M JOIOMIHATE/IbHbIE
BapuanTbl [83].

B3.3. fBasiercsi i1 OTBET HA TEPANMIO TJIOKO-
KOPTHKOUIAMH 00SA3aTebHbIM /ISl TIOCTAHOBKY /IHA-
rHo3a IgG4-acconunpoBaHHOTO MOPa’KeHUS NEYEeHU
U KeJYHBIX myTeii? Ymeepxdenue 3.3: OTBeT Ha Te-
pammio paccMaTpUBaeTCs KaK BasKHBIN JMArHOCTHYE-
CKUIl KpUTepHil, HO OH He SBJSIETCS 06s13aTeNTbHBIM
JUISL TIOCTAaHOBKHM amarHo3a I[gG4-accommmpoBaHHOTO
xomanrura. (CTEITEHD 2C; cunbHas pexoMeHaals )

Kommenrtapun: YTo6bl TOATBEPAUTH, YTO OTBET
Ha Tepanuio TJIOKOKOPTUKOMIAMHU IPE/ICTABJISET CO-
6011 HeOOXOMMOE YCIOBHE JIJTsT TOCTAHOBKY TNATHO3a,

HEOOXO/IUMO TIOJYYUTH JIaHHBIE O TOM, YTO [OYTH
100% manmeHToB OTBEYAOT HA JIUeHNE WM YTO He-
yaada JiedeHust mo3BoJisieT 6€30TOBOPOTHO UCKIIOUHUTD
orpe/ieleHHbIT  auarHo3  [gG4-accommmpoBaHHOTO
MOPaKEHWsT TIeYeHW U JKeJYHbIX myTeil. Mcexons
13 UMEOIMUXCS JUTEPATYPHBIX JAaHHBIX Ha 3TOT BO-
MPOC MOKHO OTBETHTD JiulTh B oTHOMeHnn 1gG4-AX.
PanoMu3UpOBAaHHBIX KOHTPOJHUPYEMBIX HUCCIEI0BA-
HUll KpatkocpouHoit Tepanun 1gG4-AX He TPOBOAM-
JIOCh, He TMPOBOMJIOCH TaKKe PAHIOMU3MPOBAHHBIX
KOHTPOJIUPYEMbBIX UCCIEIOBAHUN OTBETA HA TEPAInio
TTIOKOKOPTUKOU/IAMY KaK [IHATHOCTUYECKOTO KpPUTe-
pusa IgG4-AX. Boun npoBefieH aHaMM3 JAHHBIX JIBYX
MPOCIIEKTUBHBIX HccaefaoBanmii [84, 85], miectu pe-
TPOCTIEKTUBHBIX, 00CEPBAIIMOHHBIX KOTOPTHBIX HCCJIe-
posanuit (>20 naruentos B kaxaoMm) [73, 78, 86—89]
U OJIHOTO cucteMartmiyeckoro o63opa [90] mo orenke
OTBETa Ha TJIOKOKOPTUKOUIBI; PSJI UCCAETOBAHUI
ObLJI UCKJIIOYEH KaK HePaHJIOMU3MPOBAHHBIE U BKJIIO-
yapmue MeHee 20 mammeHToB. B aTHX WcciemoBaHU-
ax [73, 78, 84—90] Obuium o6GHAPYKEHDbI Pa3TUUHS
B KPUTEPUSX BKJIOYEHHS W MOPAKEHUS KETIHBIX
IIPOTOKOB, B OIpeJeNeHusax orsera (KIMHUYECKUI,
OUOXMMHUYECKHI, PEHTIeHOJIOTHMYECKU), THIE TJI0-
KOKOPTUKOW/IOB, WX JI03aX U JUINTEJIHHOCTU TEPaITHH,
cXeMaxX CHIIKEHUS JI03bl U JIOTOJHUTETHHBIX METO/[aX
teparnuu (XUpyprusi, creHTupoBanne). TeM He MeHee
B 9TUX HCCJEOBAaHUSAX Oblla HaiijleHa 4acToTa OTBe-
ta or 62 g0 100% c wacToTOil peruauBa MPUMEPHO
30% B TepPHOI CHUKEHUS 03Bl TIOKOKOPTHKOUIOB
WM TocJie uX OoTMeHbl. HecMoTpst Ha ycmexu B Ha-
YaJIbHON Tepanun W TPHU CHIDKEHNN 035/ TIOAIEPIKI-
Barolell Tepanuyu TrIIOKOKOPTUKOUIAME, MMEOIecs
ceifyac UCCIeIOBAHNS TOKA3BIBAIOT, YTO HA OCHOBAHUHT
JIAaHHBIX BU3YJIN3UPYIONUX HMCCJAETOBAHMI JKETIHBIX
MIPOTOKOB B HEGOJBIIIOM KOJUYECTBE CIYYAEB JeueHWe
Hea(pDEKTUBHO, I ITUX CJydaeB XapaKTepHbI 60-
Jiee BBIpaKeHHBIN (hUOPO3, MHOKECTBEHHBIE CY KEHIIS
JKEJIYHBIX MPOTOKOB WM MOPaKEHUE J[PYTUX OPraHoB.
MpbI nostaraeM, 4TO JlaJIbHENIINE UCCIeJOBAHUS BPSI/I
JIN TIOBJIUSTIOT HA HAMTy YOEK/IEHHOCTb B OIEHKE TI0JTh-
3Bl I PUCKA.

B3.4. KakoBsl HayyHO mOATBEp KJAEHHBIE IIPO-
sigaenns  IgG4-accouMupoBaHHOTO  MOpaskKeHHS
nmeYyeHd W >KeJYHbIX myTteil B aomosHenue K IgG4-
aCCONUUPOBAHHOMY XOJIAHTUTY?

Ymeepxoenue 3.4: 1gG4-accoruupoBaHHBIN XO-
gaarut u IgG4-acconmnpoBaHHbBIE TICEBIOOITYXOJN
MeYeHN SBJSIOTCS TIPOSIBJIEHUSIMI TIOPASKEHUS TIeUeHn
npu IgG4-acconunpoBanubix 3a0oseBaHusgx. [Ipyrue
TUCTONATOJIOTUYECKUE M3MEHEHUSI CO CTOPOHBI Tieve-
HU MOYKHO OTHECTH K PEAKTUBHBIM M3MEHEHUsIM, 00-
ycaoByieHHbIM  [gG4-acconmmpoBaHHBIM — XOJAHTUTOM
i ayroumMyHHbiM nankpearutom. (CTEITEHD 2C;
CUJIbHAST PEKOMEHIAINS )

Kommenrapuu: ¥ naruentos ¢ AUII onrcansl 1s1Th
TUIOB U3MeHeHuH B Tedenu: (a) moprajbHOe Bocmae-
HUE C aKTUBHOCTBIO Ha TPAHUIAX MEXKIY MOJbKaMu
win 6e3 wee, (b) oGyasapublii renatut, (¢) noprajib-
Heiii ckaepos, (d) moGynsapubiii (nepuBeHyISpPHDBIIL)
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xomecras u (e) o6erpykius (KPYIHBIX) SKETYHBIX
mporokoB [91]. OpHako MOKeT OBITH TPYAHO pa3-
JIUYUTHh TIePBUYHOE TopaskeHue tedenn npu 1gG4-
accoMUPOBAHHOM 3aboJieBanuu, BKoudas 1gG4-AX,
U peakTUBHbIE OOCTPYKTUBHbIE WM3MEHEHWSI B Ieve-
HH, obycaoBiaerHple AUIIL. Jlo6ynapHbIii Tematut
paccMaTpuBaeTcsi HEKOTOPBIMH JKCIIepTaMu Kak OT-
JIeTbHOE COCTOSTHUE, HAIIOMHHAIOIIee KJIACCHIEeCKUN
ayroummynnbiii rematut (AWT), ¢ BospacranmeMm
konmmaectBa IgG4A-TIOMOKUTENBHBIX TIIa3MaTHIECKITX
KJIeTOK. B OJHOM eBpOINeicKOM W JABYX SIMOHCKUX
nccaenoBannax  omncad  [gG4-acconmmmpoBaHHBIN
AUT [92—94]. Opnako amarHOCTUYECKHUE KPUTEPUU
B PA3HBIX WCCAEOBAHUSAX PA3JINYaINCh, a KOJde-
CTBO cJy4aeB ObLIO Majo, T03TOMY KJINHUYECKast
3HaunMocTh [gG4-accommmpoBannoro AUT B KOHTeK-
cre IgG4-acconmupoBaHHBIX 3a00JIEBAaHUI B IEIOM
OCTAeTCs HESICHOW WM 3acJHy’KMBaeT JaJbHEeHInero ms-
yuenus. Ilocie TpaHcIIaHTalMKM TIEYEHU  OMHUCA-
HO pasBuTHe «IoctTpaHcmiantaiuorrnoro AUT de
NOVO», WHOI/IA HA3bIBAEMOTO <«IJIA3MOIUTAPHBIM Te-
TMaTUTOM», C BAXKHBIM BKJIaA0M [gG4-TIOMOXKUTENHHBIX
MIa3MaTuueckKuX KieTtok. CBsI3b 3TOTO COCTOSIHHS
¢ IgGé-accorumpoBanubiMu  3a00JIEBAHUSAMEU, €CJIN
OHa BOOOIIEe UMEETCsI, BHI3bIBAET OOJIbITNE COMHEHUSI.
XapakTepHble TPU3HAKW, TaKWe KaK BUXPEBUIHBIIN
(bubpo3 wmu obaurepupyonmii HaedUT, OTCYTCTBYIOT
[95]. Hakownen, mammume BocmaguteabHbrx (mmmdo-
m1asMoiuTapubix)  IgG4-TI0I0KUTENbHBIX — TICEBIO-
omyxoJeii omrcano B meyenu npu 1gG4-AX [96—99].
TakuM 06pa3oM, pa3aryuHble MPOSIBIEHMS TOPASKEHMS
nedeHn 1pu  1g G4-accolMMpPOBaHHDBIX 3a00JI€BAHUSX
OTIMCAaHbl B OCHOBHOM B HEGOJIBIINX PETPOCTEKTUBHBIX
KOTOPTHBIX MCCAEOBAHUSX WU B COOOIEHUSX 06 OT-
JIETTbHBIX CJydasiX, TP 3TOM OIpeaeeHnst 3a60eBa-
HUS y Pa3HBIX aBTOPOB pasHble. OTINYUTD PEAKTHB-
Hble uaMeHenus1, BbisBanuble AUIT u/umm 1gG4-AX,
n mepBUYHBIe TposBiaeHUs [gG4-accormmpoBaHHOTO
3a60J1eBaHNs CO CTOPOHBI MMEYeHN 3a4acTyIO TPY/IHO.

PT 4: IgG4-acconnupoBanHbie 3a60J1€BaHUs
MHIIEBO/IA, KeJy/AKa, TOHKOU U TOJCTOU KHIIKH

B4.1. Kakx w4yacto Bcrpewaorcs  IgG4-
accoluupoBaHHble 3a00/I€BaHUs NMUILEBOAA, KEAY/-
Ka ¥ KUIIEeYHHKa?

Ymeepixoenue 4.1: IlopakeHnne THIIEBOA, Ke-
Jyaka m kumednnka mpu [gG4-accormmpoBaHHbIX 3a-
GoneBanuax Berpedaercs kpaiine peako. (CTEIIEHD
2C; cunbHasg peKoMeH/IalIlusl)

Kommenrapuu: Vmelorcss Juiib OT/eJIbHbIE  KJIH-
nnueckne Habmogenns [100—102] u webomabinme ce-
puu (rpyrmsr) naruentos [102—105]. Topal et al.
ob6Hapy:xumn  1gG4-mososkuTeTbHbIE  TITa3MaTHYecKue
KJIEeTKN B OmonTarax o600uHOi kummku y 21 u3 119
(17,6%) manMeHToB C BOCHAJUTEIbHBIMEI 3a00JeBaHN-
amu kumredHnka B otcyrereue AWIL [105]. M3 atoro
21 marmeHTa y mATH GbUIH TIOBBINIEHBI ypoBHH [gG4
B coiBopotke (>140 mr/ ). U3 obmero uncia y 4,2%
(5/119) o6napyskeHbl ¥ HWMMYHHOE OKpallMBAHHE
Ha IgG4, u nosbimennble ypoHn IgG4 B cbhiBOpoTKe.

Obiorah et al. uzyunnm o6pasiibl, B3sTble y TAlMEH-
TOB € XPOHWUYECKUM 330(arutoM ¢ JMOOTLIA3MOITI-
TapHOil MHOUIbTPAIMEll, TTOJYYEeHHbIE HA TPOTSKE-
HuUM 6 JieT, Ha OCHOBe aHam3a aMOyJaTOPHBIX KapT
[103]. VIMMyHOTHCTOXUMHUYECKOE OKpaluBaHue
Ha IgG4 atux o6pasiioB noareepaio aunarao3 [gGé-
acCOIMMPOBAHHOTO d30darura y BocbMu u3 18 marmen-
toB. Notohara et al. ormcamu ceMpb KIMHITIECKIX CTyda-
eB [106], oTo6paHHbIX B MHOrOLEHTPOBOM 0630pe (OHI
ObLT OGHAPYKEHDI CTyYaiiHO, TIPU BU3YJTU3UPYIONIEM
WM TUCTOJIOTHYECKOM uccaenoBannn). Cropaudeckue
CJIydan OTMCAHPBI TAKKE JUIst TOHKOW Kumikn (ouH cry-
yait) [100], uneoananbHoro pesepsyapa (Ba ciydas)
[102], mmeonekambhoii o6mactn (ommn caywait) [101]
u npstvoit kumikn (oxun cayyait) [107].

B4.2. KakoBbl THNNYHBIE KJIHHUYECKHE TIPH-
3HaKH W JuarHoctudyeckue kpurepun I1gG4-
acCOIUUPOBAHHOTO 3200JI€BaHKS UINEBO/IA, JKETY/I-
Ka U KHIIeYHUKa?

Ymeepxoenue 4.2.1: Tunudnple KJIMHUYECKHE
NpU3HAKK ¥ JuarHoctuueckue kpurtepun 1gG4-
ACCOIMIPOBAHHOTO 3a00JIEBAHMS MUTIEBO/IA, JKEJTyIKa
U KHUIIEYHUKA OIMCAHBI JUIIb B PEAKUX CIAyYasdx —
U YacTo JaHHBIE MO AUATHOCTUYECKMM KPUTEPUSIM
npusozaarcsa He noanocteio. (CTEIIEHD 2C; cuib-
Hasl PEKOMEH/IAINS )

Kommentapuu: [lo pannbiM  HeGosblInX 06cep-
BAIMOHHBIX WCCJIEOBAHUI, TOCBSIIEHHBIX THIIEBO-
oy ¥ OKeJdyAKy, rucrojormyeckue kputepun IgGé-
ACCOTIMUPOBAHHOTO 3a00JieBaHUS ~ TPHUCYTCTBYIOT
B HEKOTOPBIX CJIyYasiX; TO K€ CIIPABEJINBO JIJIsT KOJIH-
yecTBa [gG4-110/I0KUTENBHBIX KIeTOK 6ostee S0 Ha TToJTe
3penusi u ornomenusi [gG4,/1gG Gonee 40%, a Taxske
nosbinerns ypoBHst 1gG4 B chiBopoTke Oosiee uyeM
B 1,5 pasa 1o cpaBHEHMIO C BepXHEil rpaHulleil HOp-
Mol [1, 2]. st KuledHrKa MMEIOTCS JINIIb OT/EIbHbIE
COOOIIEHNsT O CJAyYasX, U T'UCTOJOTHYECKUE KPUTEPUU
MIPUBOAATCS PeKO. KpoMe Toro, /It KHIIEYHIKA PEIKO
npuBoauTcst yposeb 1gG4 (um OH pefiko TOBBIIIAET-
cs1) [105, 108]. BOJIBIIMHCTBO CJIyYaeB ANArHOCTHPYET-
Cs1 TI0 TIOBBINIEHIO KosinyecTBa [gG4-TI00KUTeNbHBIX
kaerok [100, 105, 107—109], npu 3TOM YacTo He Npu-
Bojgarcs otHomenust 1G4,/ 1gG [107, 108]. Takum o6-
pa3oM, MopakeHue MUIIEBO/A, KeJyIKa U KUIIEeUHIKA
npu 1gG4-accormnpoBaHHbIX 3a60JIEBAHUSIX TIPOJIOJ-
JKAaeT OCTaBATHhCS OJHUM W3 KPYITHBIX HEMPOSCHEHHBIX
BOIIPOCOB.

B4.3. Kakor goJs:keH ObiTh MOAXOJA K JIEYEHHIO
npu IgG4-acconunpoBanHoM nmopaskeHNH MUIEBO/IA,
JKeJyIKa W KHINeYHUKAa?

Ymeepsxoenue 4.3.1: MeaukaMeHTO3HAs TepaIust
IgG4-acconuupoBannbix  3ab6oseBannii JKKT ocHo-
BbIBA€TCS Ha TeX Ke NpuHIUNax, uyro un npu I1gG4-
ACCOIMIPOBAHHBIX 3a00JIEBAaHUSAX JIPYTUX OPTaHOB.
(CTEIIEHD 2C; cuibHas peKOMeHIalus)

Ymeepixoenue 4.3.2: Y nanueHra ¢ 0OGbEMHBIM
obpazoBanneM JKKT u HeomHO3HauHON, HenHDOP-
MaTUBHOU TUCTOJIOTMYECKON KAapTUHOW B OTHOIIEHWHN
IgG4-accounnpoBanuoro 3a6ojieBaHus C OTCYTCTBU-
€M OMYXOJEBBIX KJETOK BO3MOXKHO SMITMPUYECKOE
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HazHavyeHue ITIOKOKOPTUKOUIOB B TedyeHue 1 Mecsia.
(CTEIIEHD 2C; cunpHasg peKOMEHIALNU)

KommenTtapuu: BoJbIMHCTBO ONMMCAHHBIX B JIUTEPA-
Type cJydaeB OTHOCUTCS K TIAIHEHTaM, KOTOPBIM MPO-
BOJIUJIN OMEPAITUH TI0 TIOBOJY OOBEMHBIX 0Opa3OBaHUIT
TOHKOTO KHUINEYHWKa 0e3 MpeIoNepaIiioHHOr0 oTpe/ie-
gernst ypoBusi [gG4 B CbIBOPOTKE, M €IMHCTBEHHBIM
nHauKaTopoM Hammuus [gG4-accormmpoBaHHOTO  3a-
6osieBaHMsT GBLJIO TOCTEONEPAITMOHHOE THCTOJOTUIECKOE
uccyaeoBanre. B gasbHeTeM TAleHTbl He ToJyda-
JIN TJTIOKOKOPTUKOU/IOB WJIU JIPYTUX UMMYHOCYTIPECCH-
PYIOIIUX TPEnapaToB, W HaGIOJeHNe 32 HUMH BEJIOChH
Heslosiro, ecsm BoobGiie npoBouioch [100, 110—114].
[gG4-acconmupoBantoe 3a6oseBanue JKKT Bo MHOTHX
CJTy4astX BBISIBJISIIM TIOCJIE ONIEPAIINH TI0 TTOBOJLY TIPEJITTO-
JIaTaeMol OTyXOJI!, W TAIIMEHTDI He TIOTy9aTi HIKAKOTO
crierupuIHOTO JIeUeHusl, a Toce/yiolee HabgoIeHre
He TpeBbIano 6 MecsreB. DoJbIMHCTBY TallMeHTOB
MPOBO/INIM  XUPYPIUUYECKYI0 WM 9HOCKOIMYECKYIO
PE3eKIo, W JIMITh HeGOJbINas [0S UX TMoJydasa
TJIFOKOKOPTUKOU/IBI 1,/ WK MMMYHOCYIIPECCHBHbBIE TIpe-
naparpl. B GOJBITIMHCTBE CayvaeB MOCTe Havaaa Tepa-
MUY TJIIOKOKOPTUKOUIAMU HAGJIIOANICS XOPOIIHIA OTBET
Ha JiledeHue, XOTS TPU [ITTEJSHHO CYIIeCTBYIONIEM 3a-
6osleBaHUN OH GBI HETIOJTHBIM, UTO MOXKET OOBSICHSITHCS
BbIpaKeHHBIM (hubpo3oM. [gG4-accormmpoBanHoe TI0-
paKeHWe JKeTyJKa MOXKET OTBEYaThb Ha aHTHUCEKPETOp-
Hyto Tepanuio [115]. B oTenpHbIX cirydasx maiueHTsl
MOJIYYaJTH TTO/I/IEPKUBAIONILYIO TEPAITII0 KMMYHOCYTIPEC-
cuBHBIME Tipenapatamu (MUKO(EHOTAT, UKJIOCTIOPHH,
asatuonpuH), koropas 6buta apdexrusHoii [116—118].
Heo6xommMo Takske mpuCTaIbHOE HAGJIO/EHNEe 32 Ta-
IMeHTaMM, TaK KaK MMpPU ecTecTBeHHOM TeueHun IgG4-
ACCONMIPOBAHHOTO  3a00JIEBAaHUST  MOTYT TOSIBUTHCS
JIaTTbHENTIIe U3MEHEeHNsI, NHOT/IA Yepe3 HECKOJIbKO JIeT
MoCJIe TIePBOHAYATBHOTO JIMarHO3a, M BO3MOXKHO MOpa-
JKeHue Apyrux opranos [119].

PT 5: Kinnuvyeckue nposiBJ€HUS U JeUeHHE
cucremubix IgG4-acconnnpoBaHHbIX
3a00.J1eBaHuii

B5.1. KakoB cmekTp mopaskeHHsi OPraHOB U KJIH-
HHYeckue nposisiaeHus npu IgG4-accomnnpoBaHHbIX
3a60eBaHUAX ?

Ymeepoxoenue 5.1.1: Kiunndeckue mpOsIBICHUS
[gG4-acconuupoBanubIx 3a60/€BaHUl KpaliHe pasHO-
00pa3Hbl U 3aBUCST OT TUIA U KOJMYECTBA TTOPASKEH-
meix opranos u Ttkaneil. (CTEIIEHD 1A, cunpnas
PEeKOMeH aIHs1)

Ymeepixoenue 5.1.2: 1gG4-accormmpoBannoe 3a-
6oJieBaHUE TIPEJCTABJSET COOOU CHCTEMHOE COCTOSI-
HUe, 0ObIYHO 3aTparuBaoliee JiBa nin 6oJiee OpraHos.
(CTEIIEHD 1B; cunpnas pexoMeHAaI)

Ymeepixdenue 5.1.3: Uame BCeTo MOPayKaioTCS:
MOJKENTyI0UHAs JKejie3a U MedeHb C JKeJTYHBIMU ITy-
TSAMM, CJIIOHHBIE W CJIe3HbIe JKeJie3bl, 3a0pIoNIuHHAs
KJeTdaTKa, mouku, jgerkue u aopra. (CTEIIEHD 1A,
CHJIbHAS PEKOMEHIAIN)

Kommentapmu: [gG4-acconnmpoBanuoe —3a6ote-
BaHWe TPeJCTaBseT COOON CHCTEMHOE COCTOSTHUE

C HOpayKeHHEeM >2 OpraHoB y 75% IalMeHTOB, O JaH-
HBIM KPYTHBIX cepmii caydaes [120—128]. BosmoskHO
HOPa)KeHNe PAa3HbIX OPTaHOB, OJHOBPEMEHHO WJIU Me-
TaxpoHHo (HanmpuMep, Mpu peruanse). AHaMHE3 Tarm-
€HTA HY>KHO COOMPATb OCTOPOIKHO, TIOCKOJIBbKY TIpe/Iiie-
CTBYIOIITIE MEAUITNHCKIE TTPOOTIEMBI TIPU PACCMOTPEHUN
YaCTO OKA3bIBAIOTCS HEPACIIO3HAHHBIMHE TIPOSIBJIEHUSIMU
aroro 3a6osneBanus. [gG4-accormupoBanHoe 3a60-
JieBaHe OOBIYHO IMOPAKAET JIIO/Iell CPEeIHEero BO3pac-
Ta, OJHAKO omucaHbl u caydam y gereil (em. PT 6).
[Mpogsaenust IgG4-acconmmpoBanHoro 3a6ojieBaHus
cBsI3aHbl JMOO ¢ OOGBEMHBIM O0PAa30BaHUEM, ClIaBJe-
HIUEM TKaHell /Wi OPraHoB ONMyXOJbIo, JHOO C Ha-
pymeHnsMI (YHKIMN opraHoB. CTofikas JIMXOopajka
U KOHCTUTYIIMOHAJIbHBIE CUMITOMBI He SIBJISIOTCS 00sI-
3aTeqbHbIM TposiBieHneM [gG4-accormmpoBaHHBIX 3a-
6oJieBaHmii, HO MOTYT ObITh OCJIOKHEHHUEM, HAIIPUMED,
TP BOCXOATIEM XOJIAHTUTE BCIEACTBIE TTOBPEKICHIS
JKeJYHbIX  TPOTOKOB  [122].  IgG4-accormmpoBanHoe
3a0o0/eBanne OOBIYHO TPOSIBJSETCS KaK OIyXOJemno-
J06HOe 00BbeMHOEe 0Opa3oBaHue, Beayliee K ClaBJie-
HUIO COCEHUX OPTaHOB, CTPUKTYpaM U, B KOHEYHOM
cuere, HapylleHusiM ¢yHKunu opraHa. Hampumep,
HEBPOJIOTUYECKIE CHMIITOMBI BO3MOKHBI TIPH TOpa-
SKEHUHM MO3TOBBIX 060JI0YeK, a 00Jib B JKMBOTE, OOKY
u/WIN TIOSICHUIIE MOYKET Pa3BUTHCS B CJAydasX (hu-
6po3a 3abpiomuHuoi Kiaetdatku [129]. OmyxosieBbie
00pa3oBaHusi MOTYT ObBITh OOHAPY>KEHBI TIPU OCMO-
Tpe WU BU3YaJTU3UPYIONMX uccaegoBanusx [129].
[To maHHBIM KPYMHEHIINX MEXIYHAPOAHBIX KOTOPT
nanuenToB ¢ IgG4-accormupoBaHHBIME  3a60/I€BAHM-
MU, dYallle BCEr0 TOPasKAIOTCS CJEAYIONIIe OPTaHbl:
HO/DKENY/IOUHAST JKesie3a, IedeHb U JKeJYHble ITyTH
(~45%), xpynmble caorHble Keqesbl (~37%), cnesHbie
skenesbl (~26%), sa6pronmuHas kiaerdatka (~15%),
noukn (~15%), merxue (~14%) u aopra (~10%) [122].
IgG4-acconnmpoBantbie 3a60JIEBAHIS YaCTO TAK)Ke CO-
MTPOBOK/IAIOTCST YBEJMYEeHNEM JUM(MATHIECKIX Y3J0B,
HO TIaTOJIOTHYeCKasi 3HAYMMOCTh HM30JMPOBAHHOIO TIO-
pakeHus JUMQPATHIECKUX Y3JTI0B B OTCYTCTBUE JIPYTHX
XapakTepHbIX mposiBiaenuii  [gG4-accormmpoBaHHbIX
3a00JeBaHUil TOKa He ycTaHoBJeHA. /[pyrue mecra mo-
pakenns 1pu 1gG4-acconnmpoBaHHBIX 3a00I€BAHUSX
BKIIOYAlOT B cels: aprepuu (IIOMUMO aopThI), TJIas-
HHIYy, MO3rOBble 06O0JIOUKH, IIPEICTATETbHYIO JKeyesy,
SWYKU, KOXKY, HOCOBBIE Ta3yXu, OPbIKENKY, cpeaocTte-
HIe, NepUKap/l, IIeBpy, epudepiyeckue HEPBbI, KO-
cti u Mume! [ 120, 122, 124—128, 130].

OryacTu Ha OCHOBAHUM TIOPAJKEHHBIX OPTaHOB
MPe/JIOSKEHDI YeThbipe KanHnYecknx ¢enorumna 1gG4-
ACCONMUPOBAHHbBIX 3a60ieBanuii: (a) mopaskenue moj-
SKEJYJIOYHON JKee3bl, MeYeHN U JKEeJYHBIX MyTel;
(b) za6prommunbii Gu6pos u/mmu aoprur; (¢) mopa-
skenue Tog10Bel n men; u (d) Kmaccuueckuit cuHAPOM
Mukysnya ¢ CHCTEMHBIM TopakeHueM. HekoTopbie
13 3THUX TMPEIJIOKEHHBIX (DEHOTUTIOB, OJHAKO, 3HAYM-
TEJIbHO MEPEKPLIBAIOTCS MEKIY co60il, 1 GHOJIoTHYe-
ckast ocHoBa (1 OCTOBEPHOCTD ) HTNX (PEHOTUTIOB HESIC-
Ha. Menorunsl [gG4-accormmpoBanHoOro 3a60JI€BaHNS
Pa3IMYAIOTCS TI0 IeMOTPAGUIECKIM U CEPOTIOTTIECKIM
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npusHakaM. MeHOTHIl «II0OpPaskeHue TOJOBbI U IIEN»,
K TIpUMeEpY, Yalle BCTPEeYaeTcs y KEHIIUH, XOTS pac-
npocrpaneHHocts 1gG4-acconunpoBanuoro 3a6oJeBa-
HUS B TIeJIOM BbIIIe Y My:K4YrH. « CuHgapoM Muky/mda
C CHCTEMHBIM TIOPRKEHHEM» TIPECTaBJsIeT COOO0it
derotun  IgG4-accormmmpoBaHHOTO  3a00JI€BaHUS,
JUISL KOTOPOTO XapakTepHbI Gojiee BLICOKHE YPOBHU
IgG4 B coiBopoTke [122].

B5.2. KakoBa ontuMajbHad TaKTHKa 00cJje/0Ba-
Hust U HaGmoaenns: npu IgG4-accouunposannom 3a-
GosieBaHun?

Ymeepixoenue 5.2.1: [lns Haubosee TOYHOI [Iya-
rHoctnieckoil ouenku 1npu IgG4-acconunpoBaHHOM
3a60JIEBAHNN CJIEYeT YUYUTHIBATH BCE JAHHDBIE aHAM-
He3a, (U3MKAIbHOTO 006CJe0BaHNUs, JTab0PATOPHBIX
UCCTEIOBAHNN,  TUCTOJOTUYECKOTO  WCCJIETOBAHIS
U BU3yalusupylomux ucciaegoBanuii. Ilarumenram
¢ IgG4-accommmupoBaHHbIM 3a60J€BaHUEM PEKOMEH-
ayercs noxusHennoe nabmoznenne. (CTEIIEHD 1B;
CUJTbHAS PEKOMEH/IATINS )

Ymeepxoenue 5.2.2: Beerga, Korjia 310 BO3MOK-
HO, muarHo3 IgG4-acconmmpoBaHHOTO 3a00JeBAHIS
cJIe/lyeT MOJATBEPsK/IaThb TUCTOIATOJOTHYECKUM HCCIe-
JIOBaHMEM OWONTATa, MOJYYEHHOTO MPH MPHIIETbHON
6uoncuu. (CTEIIEHD 1A, cunbHas peKxoMeHaars)

Ymeepoodenue 5.2.3: TlaunentaMm ¢ CHCTEMHBIME
npogsaenusaMu [gG4-acconnnpoBanHoro 3a60eBaHus
HeOOXOAMMO MHAMUYEeCKoe HaGJIo/IeHNe ¢ onpejeie-
HUeM clellnpUYHbIX CepPOJOTHYecKUX II0Ka3aTeseil
U TPOBEJIEHNEM BU3YAIN3UPYIONUX WCCIEOBAHNIN
B 3aBUCHMOCTH OT TOrO, KaKue OpraHbl MOpa’KeHbI,
a Ttaxxe MHpmekca orBera Ha Teparmmioo npu 1gG4-
accoruupoBannbix 3abonesanusx. (CTEIIEHDB 1C,
CUJTbHAS PEKOMEH/IATINS )

KommenTtapuu: IIpaBusbHblil BBIGOD METOJOB JHa-
THOCTUKU W TaKTUKN HAGJIIONEHUS TPH CHCTEMHOM
IgG4-acconuupoBanuoM 3aboJieBaHum Tpebyer 0606-
MeHns JaHHBIX aHaMHe3a, (DU3UKATBHOTO 006CIe/10-
BaHug, JaGOPATOPHBIX MCC/AeOBaHUI, JaHHBIX TH-
CTOJIOTUYECKOTO WMCCJEOBAHUS U BHU3YaJTU3UPYIOIINX
uccnenoBanuii [131]. Wcnonb3yembie G6uoMapKepbl
He 006JIAJIAI0T JOCTATOYHON TOYHOCTBHIO HU [ JiHa-
FHOCTHKHU, HU JJIg IIOCJefoBaTe/JbHbIX olleHoK [131].
Tax, mn3mepenme ypoBHsI 1gG4 B CBhIBOpOTKE, Hau-
6ojiee TIMPOKO TpuMeHsieMbrii Guomapkep [1gG4-
acconumpoBaHHOTO  3aboseBanusi, obaamaer  60%
crenn@uUHOCTDIO, a Ipe/cKasaTesbHas IeHHOCTD MO-
JIOSKUTETBHOTO PE3YJIbTaTa JIJIT HErO COCTABJISIET BCETO
34%, TOCKOJNbKY OH MOBBIMIAETCS TPU Psijie APYTHX
BOCTTAJINTENbHBIX 3a00JI€BAHUNl ¥ HOpPMaJeH MNOYTH
y 50% mnarenToB ¢ IgG4-acconummpoBanHbIMI 3260~
nepanmamu (cM. taxsxke PI'1; B1). Hammume B Kpo-
BOTOKe I1J1a3M06JIacTOB, (DOJIUKYIIPHBIX T-Xesrnepos
n yposan CCL18 B CBIBOPOTKE CBsI3aHBI C AKTHBHO-
CTbIO 3a60JIEBaHMs, OJHAKO X MOJb3a Kak Guomap-
KEepoB He BAJUAMPOBAHA B MPOCHEKTUBHBIX MCCJIEIO-
Banusx [132—137]. CxomubiM 06pa3oM OTHOIIEHUE
PHK 1IgG4/1gG B mnepudepnueckoin kposu (cM.
takke PI'1; B1) 1mosBossieT Ha/leXKHO OTJIHMYNTD
[gG4-acconmmpoBanHOe TOpa)keHne TOJKeTyT09HON

skesie3bl M okemuHbIx myteir ot [ICX wam xomaHruo-
KapIMHOMBI, HO €ro TOJb3a MpHU OOCTEe/JOBAHUN TIa-
IUEHTOB ¢ TmposBieHuasMu 1gG4-accormmpoBaHHOTO
3aboneBanus 3a npejpesamu JKKT tak u He OblLia
no/TBepK/eHa. IloaToMy OKOHYATeNbHBIN MarHo3
[gG4-acconunpoBaHHOTO 3a60JIE€BAHUS TIO-TIPEKHEMY
OCHOBBIBAETCSI HA TUCTOJIOTUYECKOM UCCJIEIOBAHUN T10-
JIy4EeHHBIX TP OUOTICHE 06pa3IoB U TpeOyeT BBITIOJ-
HEHUST OPraHoCHeNU(UIHBIX KPUTEPHUEB, U3JIOKEH-
HbIX B «CorsacuTes;bHOM 3asBJICHUNM OTHOCUTETHHO
narosiornyecknx npusHakos 1gG4-A3». I naobopor,
KOMILIEKCHAST OIeHKA Pe3yJbTaTOB aHAIM3a KPOBH,
BU3YATU3UPYIONIMX HUCCTEOBAHUN W (PYHKITMOHAIb-
HBIX WCCJIEJOBAHUIN OCTAeTCS KPaeyTrOJbHBIM KaMHeM
npu BbIGOPE TAKTUKH TTOCJEYIONEr0 HaGJII0/IeHNS .
JlabopaTopHble WCCTEIOBAaHUS JIOJCKHBI  BKJIIOYATD
OOINIl aHATM3 KPOBU C OMNpe/e/eHneM JIeHKOIuTap-
HOIT (hOpMyJIBI, Olpe/iesieHne MoKaszareneir (GyHKIUN
NevYeHn U ToveK, 31eKTpodopes OGeNKOB ChIBOPOTKU
U u3MepeHue ypoBHell mozakgaccoB IgG m 6enkoB
KOMILJIEMEHTA.  Buayaamsupyiomiue uccje0BaHus,
Brmouas KT, MPT u ¥Y3U, npoBoaaT B 3aBUCUMOCTH
oT nopaskeHHbix opranos [131]. Hakoner, Moxer mc-
MOJIb30BAThCA (PYHKIIMOHAJIbHAS OIIEHKA MOCPEJICTBOM
18F-OAl II9T/KT muist toro, 4to6bl OTJIMYUTH aK-
TUBHOE 3a60JI€EBaHNE OT XPOHUYECKIX (DHOPO3HBIX M3-
MeHeHU 1 06HApYKUTb 001acTH GECCUMITOMHOI J10-
kamm3ainn g G4-accormmpoBaHHbIX M3MeHeHnit [ 132,
136—139]. Unzuekc orera na tepanuio npu 1gG4-A3
(IgG4-A3 MO, tabr. S3) B HaCcTOAIEEe BPeMs B-
JIIeTcs eIUHCTBEHHOH BaJMAN3UPOBAHHON MIKAJIO
otteHKu akTuBHOCTU [gG4-accoruupoBaHHOro 3a60Je-
BaHUsI M OODBEAMHSIET BCE MEPEUNCIeHHbIE BbIIIE KJIU-
HUYECKWEe, CEPOJIOTUYECKHe W PEHTTeHOJIOTUYeCKIe
nannbie [140]. B wactnoctn, 1gG4-A3 MO orpaxaer
nrdopManmMio mo akTuBHOCTH 3a6osreBanus (mokasza-
TeJb IS OT[eJbHBIX OPraHoBs, paBHbIi 0—3 Gajia),
CUMIITOMaM, HEOOXOJMMOCTH CPOYHOI Tepanuu W Mo-
Bpexxienuio opranoB. Ilokazarens 1gG4-A3 MO >3
HeJIaBHO ObLJI TIPUMEHEH /IS BBISBIECHUS TTAIIMEHTOB
¢ akTUBHBIM 3aboJieBanueM [140].

B5.3. Kak MbI oleHMBaeM aKTUBHOCTb 3a060.eBa-
HHUSI U pa3jMyaeM XPOHHYECKOe Mopa’keHne M aKTUB-
upie uamenenusi npu IgG4-accouunpoBanusix 3a60-
JIeBaHUSIX ?

Ymeepsodenue 5.3.1: Her kakoro-to ofHOro Ha-
JIEKHOTO  GUOJIOTHYECKOTO MapKepa, MO3BOJISIONIErO
oLeHUTh akTuBHOCTL 3a6onesBanusi. (CTEIIEHD 1A,
CUJIbHAST PEKOMEHIAINS )

Ymeepoodenue 5.3.2: lnjgexc orBera Ha Tepanuio
npu IgG4-A3 1103BoJIIeT O1IEHUTh U3MEHEHUST TIPY T10-
JIMOPTAaHHOM TOPaKEHWHM U B HACTOSIEe BPEMST HC-
MOJIB3YETCSI B MHOTOIEHTPOBBIX KJIMHUYECKUX UCCIIe-
posarnsax. (CTEIIEHD 1C, cuibHas peKOMeHIaIms)

Ymeepixdenue 5.3.3: Haubosiee ToUHast OLEHKA
akTuBHOCTH  IgG4-accOIMMPOBAaHHOTO  3a00JI€BaHUS
ONMUPAETCs HA COUeTaHWe JaHHBIX (PUBMKATBHOTO 06-
cJIe/IOBaHUs, JJAGOPATOPHBIX MCCJAETOBAHWIT, THCTOJIO-
TUYECKOT0 UCCIeIOBAHUS U BU3YATU3UPYIONINX HCCJIe-
nosanwit. (CTEITEHD 1B; cuabnas pekoMenmanms)
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Kommenrapuu: Hazeknas oleHka aKTHBHOCTH
3a6osieBanuss 1 GpuOPo3a, XapaKTEePHOrO IS TEPMU-
HAJbHOI cTaun 3a60JeBaHMs, TPEJICTABISET 3HAUN-
TeJIbHbIE TPYAHOCTH JIJISl Bpaveil BCIEICTBUE MOJUOP-
TaHHOW TIPUPO/IBI 3TOTO 3aboJseBanus. Kak mpaBuiio,
OIlEHUBAIOT covyeTanue (HakToOpoB, YTOOBI ONPEIETUTH
aktuBHocTh [gG4-acconuupoBanuoro 3a6oJieBaHusI,
NOCKOJIbKY HU OJIMH M3 HUX caM 10 cebe He sBJIS-
eTCsl JIOCTATOYHO CHEeIU(UUHBIM U YyBCTBUTEJIbHBIM,
YTOOBI JIOCTOBEPHO OIEHUTDL OOIIUil cratyc 3a6oJe-
Banus. llpeasoxkenbpl pa3Hble OMOMapKepbl, OTpa-
JKaonme akTuBHOCTD [gG4-acconmupoBaHHOrO 3a-
6oseBanust, Bkaoyag ypoBHH IgG4 B cbIBOpOTKe,
KOJINYECTBO TLIa3MOOJACTOB B KPOBH, OTHOIIEHUE
PHK 1gG4/1gG, yposaum CCL18, kommiemenTa,
opratocnerinuIHbIX (PEepMEHTOB U MapKepbl (PyHK-
nuu nouek B nepudepudeckoit kposu [9, 12, 121,
123, 124, 141—147]. KoumuectBOo 1mM1a3M0O6JIACTOB
MOBBIIIEHO Y HEKOTOPBIX TAIIMEHTOB € HOPMAJbHbI-
mu ypoBHsiMu [gG4 B cbIBOPOTKE Ha MOMEHT IOCTa-
HOBKHM /IMarHo3a U B GOJIBIIUHCTBE CJIy4aeB ¢ HACTY-
NJeHUeM peMuccuu HopMmasiuayercs [12, 133, 141,
148, 149]. Busyanusupyiolue WCCJIeJOBAHUS [10-
HNOJIHAIOT ~KApTHHY W TIPEJCTABISIOT HAJEXKHbII
WHCTPYMEHT [IJII OILEHKHM CHCTEMHOTO MOpPasKeHUs
npu IgG4-acconunpoBaHHbIX 3a60JI€BAHUSX, OTBETA
Ha WMMMYHOCYTIPECCUBHYIO TEpPANUi0 ¥ PEIUIANBOB.
Y31 cmonnbix xese3, KT ¢ koHTpacTHBIM ycuiie-
HueM u MPT wurpaior kiaoueBylo posib B pasjnye-
HUU aKTUBHOTO 3a60JieBaHMs U OpraHocnernuduyHo-
ro mopaskenusi, csizanuoro c¢ ¢guoéposom [150—154].
B menoMm, akTtMBHOE BOCHaJeHWE W TEePMUHATbHAS
cragust pubposa 06s1a1a10T XapaKTePHbIMU PEHTTEHO-
jgornyeckumu npusHakamu [152]. 3axsar 18F-D/IT
OTpa’KaeT TAaTOJOTUYECKOE YBEJIWYCHHE KOJMYecTBa
N71a3MOGJIACTOB B KPOBH, & HE MPOIIECChI, CBI3aHHbBIE
¢ axruBaiueii ¢Guépo6JACTOB, U MO3BOJISIET OTJIH-
YUTh aKTUBHOCTH [gG4-acconumpoBaHHOro 3a60Je-
BaHusi oT tepmMuHasbHoro dubposa [132, 137, 138,
153, 154]. 1gG4-A3 MO mnpeacrasiser coboii nep-
CHEKTUBHBI MHCTPYMEHT CHCTEMATHYeCKOH OIleHKN
akTuBHOCTH [gG4-acconmmpoBaHHOro 3a6oJeBaHus,
MOCKOJIbKY 00be/IUHSET KIMHIYECKue, JabopaTopHbie
JIAHHDbIE W PE3YyJbTAaThl BU3YAJIU3UPYIONIUX UCCTE0-
Banuit [140]. TlocnenoBarenbruoe npumenenne 1gG4-
A3 MO B paHJOMU3NPOBAHHBIX KJIMHUYECKNX HCCJe-
JIOBaHUSX, OJHAKO, BCE €Il BCTPEYAETCS PEIKO.

PT' 6: IgG4-accouunpoBanubie 3200/ 1€BaHUS

y naereit

B6.1. KaxkoBa pacnpocrpanenHocts IgG4-
aCCOIMUPOBAHHBIX TACTPOIHTEPOJIOTHYECKUX 3a00-
JeBaHuii y nmereii?

Ymeepoodenue 6.1: B Hacrositiee BpeMst JaHHBIX
no pacupocrpanenHoct  1gG4-acconunpoBaHHbIX
racTPOIHTEPOJIOTHUECKUX 3a00JIeBaHMl Yy JeTeil He-
nocratouno.  IgG4-acconumpoBaHHble  TacTPOIH-
TEpOJOTUYecKre 3a00J€BaHUS B JIETCKOM BO3pac-
Te BCTpevaloTcss KpaiiHe peako. CaMbIM  4acTbIM
[gG4-acconMMpoBaHHBIM  TACTPOIHTEPOJOTUIECKUM

3a6oneBanneM y jgereit sBasiercss AUIL tuma 1, koro-
PBIil PeJIOK, OJIHAKO TOYHASI €T0 PACIPOCTPAHEHHOCTD
nenspectia. (CTEIIEHD 2C; cuibHas peKoMeH[a-
)

Kommenrapun: IgG4-acconmmpoBannbie ra-
CTPO2HTEPOJIOTHYECKIE  3a00JIeBaHUS  JINArHOCTH-
pyloTcs Bce dallle; OJHAKO UX IPUYNHA OCTAeTCs
HensBecTHOW. CpemHmii Bo3pact marmeHToB c¢ 1gG4-
accoluupoOBaHHBIMY 3a60JIeBaHUSIMU TPeBbIiaeT 50 et
[155], a manubie 110 jgeTsiM orpaHnvenbl. [loBbiieHne
HACTOPOKEHHOCTH Bpavell MOKET YBEJUYUTL 4acTo-
Ty BbIsiBieHUsT [gG4-acconmupoBaHHBIX 3a60I€BAHNI
y nereii. Ham cucreMarnyeckuii 1mouck B JIATEpary-
pe, mocBsmeHHbIi fAeTsiM ¢ [gG4-accormmmpoBaHHEbIMI
3a00JIeBaHUSIMU, [TOKA3aJ, YTO HA CETOMHSAIIHUI /1eHb
omy6ankoBaHo MeHee 100 cyvaeB; 4To Kacaercs maH-
kpearura, ato caydan ANII 2-ro tuna [156—161].

B6.2. KakoBbl pazimmuug B auarHoctuke IgG4-
aCCONMUPOBAHHBIX TACTPOIHTEPOJIOTHYECKHX 3260-
JIeBaHMIi y /leTeil U y B3POCJbBIX ?

Ymeepsoenue 6.2.1: B Hacrosiiiiee BpeMst JaHHBIX
10 pa3mmunaM B fuarHoctnke [gG4-acconmmmpoBaHHBIX
racTPOIHTEPOJIOTHYECKIX 3a00JeBaHuil y Jereil Hemo-
cratouno. /Ilmarao3 [gG4-accommmpoBaHHBIX TacTpO-
SHTEPOJIOTHYECKIX 3a00JIEBAHUI Y /I€Tell JTOKEH OC-
HOBBIBATHCS HA KPUTEPUSX, MPUHSATDIX JJIST B3POCJbIX,
HOCKOJIbKY IeIMaTPIYECKOr0 KOHCEHCYCa I10 JHarHo-
crmaecknM kputepusm He mmeercss. (CTEITEHbD 2C;
CUJTbHAST PEKOMEH AN )

Kommentapuu: OpauM w3 npusHakoB [gG4-
ACCOIMMPOBAHHOTO TaCTPOIHTEPOIOTUIECKOTO 3a60-
JIEBAHUS SBJSETCS HEOODBSICHUMOE YBeJNYeHNEe OHOTO
i 6oJiee OPraHoB, KaK y JeTell, TaKk U Y B3POCJIBIX.
[To cpaBHEHWIO CO B3POCJABIMU, Y KOTOPBIX CJEIY-
€T HCKJIOYaTbh 3JI0KAYeCTBEHHYIO OIyXOJb, Y JeTeil
3JI0KAYEeCTBEHHOE HOBOOOPA30BaHUE SBJSETCS Pell-
KUM JMarHO30M; Y HUX HaMHOTO 4Yallle BCTPEYaloTCs
UHQEKITNN U J[PyTHe BOCHATUTENbHbIE 3a60eBaHUS.
Y B3pocJibix noBbinienne yposusi IgG4 B chIBOpOTKe
n AWII tuma 1 BcTpevaroTest gare, 9eM y jieTeii, y Ko-
TOPBIX OOJIBIINHCTBO OIMMCAHHBIX CJIy4YaeB OTHOCATCS
K AUII tuma 2 [158—160]. Ilpu aumarHoctuyeckom
06CJIeIOBAHUN TOJYYUTb OUOITATHI HAJJIEXKAIIEro
KavyecTBa CJOKHO W3-32 TPYAHOCTEH C TIPOBEJCHU-
eM 9H/10-Y 3U uam 9HI0CKONMYECKO# peTpoTpaIHON
xosmanrnonankpearorpadguu (IPXII) y mereii. Oxna
U3 IIPUYMH TOTO, YTO IIPE/JIO’KEH OPOTOBBIH YPOBEHD
IgG4, — wuto6n1 ormmunth [gG4-acconuupoBaHHBIE
3aboyieBaHUsI OT JAPYTUX  3a60JIeBAHUI, TaKUX
KaK 3JJ0Ka4eCTBEHHBIE OMyXouH (BKIOYas XOJaHTH-
OKapIMHOMY U paK TO/PKETY0YHON JKeesbl), KO-
TOpBbIe He BCTPEYAoTCS y JleTell ¢ TaKOW 4YacTOTOi,
Kak y B3pocabix [162]. [IpuMenenne moporoBbIX 3HA-
yeHut ypoBHs [gG4, TPUHATHIX A5 B3POCIBIX, MO-
JKeT He TOAUTDHCS JJIs [ieTell, HO IPYTUX JaHHbIX HeT.
[TpumepHO B 70% TUCTOOTHYECKH TOATBEPIKIEHHBIX
cay4aeB ypoBHH IgG4 B cbIBOPOTKeE ObLIH TTOBBIIIEHDI
no cpaBHeHmio ¢ 48 cayuasmu AWIIL y pmereit, taoe
nosbinenne yposus [gG4 ormeuanoch y 9/48 (22%)
nanuenTos [ 158].
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Kommenrapun: Cospemennas kiaccudpuraius ay-
TONMMYHHBIX 3a00JI€BaHWIl MeYeHN y JleTell BKJIoYa-
er B ce6a AUT u ayTOMMMyHHBII CKJIEPO3UPYIOIINI
XOJIAaHTUT, KOTOPbIN TPeJCTaBJsieT co00i Pa3HOBU/I-
HOCTb CKJIEPO3UPYIONIEr0 XOJAHTUTA € BbIPAXKEHHDI-
MU ayTOUMMYHHBIMU PU3HAKAMM, [EPEKPbIBAIOIII-
muca ¢ AUWT, nmepBoHavyambHO ONMUCAHHYIO Y JeTei
U BCTpevalolylocss y Jereil vaie, 4yeM Yy B3POCJbIX
[163]. Boipaxkennocrs [gG4-acconuupoBanHOro KOM-
NOHEHTA TPU ATUX 3a00JICBAaHUSX Heu3BecTHa. Y Jie-
Teil ¢ IMarHOCTUPOBAHHBIM ayTOMMMYHHBIM 3a00JeBa-
HueM TedeHn u comyrterBytomumM AWIL nan apyrumn
cBg3aHHbIMU ¢ 1gG4 HapylleHusSMU CJeAyeT Ipo-
BECTH THUCTOJIOTUYECKOE WCCJEJ0OBAHUE HA HaJIUune
acconuupoBanubix ¢ I[gG4 mnpusnakos. /[lns Toro
4TOGbI  pa3paboTaTh BEPHbBIE OIpeIeIeHUs , Jydlie
pa3o6paTbcsl B MaTOreHe3e M eCTeCTBEHHOM TEYEHUH
3a60/IeBaHUsI U OIEHUTb OTBET Ha JieyeHue y Jereit
¢ IgG4-accorunpoBanibiMu 3a60JI€EBAaHUSIMU TI€YEHH,
HEOOXOIUMbI  TIOBBIIIIEHIE OCBEJAOMJIEHHOCTH W IPO-
CIIEKTHBHbBIC MCCJIC/OBAHMS.

B6.3. KakoBbl pa3iuyusi B MOJAX0/IaX K JE€UCHUIO
IgG4-acconunpoBaHHbIX TacTPOIHTEPOJIOTHYECKUX
3a6osieBaHuil y feTell U Y B3POCJIBIX?

Ymeepixdenue 6.3.1: B nacrosiiiee BpeMst JaHHBIX
1o pa3anuusiM B jieuennn [gG4-acconnnpoBaHHbIX Ta-
CTPOIHTEPOJIOTNYECKUX 3a60JIeBaHuil y JleTell HeJl0-
cratouno. (CTEIIEHD 2C; cunbHasg pekoMeHamus)

Ymeepixdenue 6.3.2: B nacrosiniee BpeMst JaHHBIX
1o pa3anyusaM B jeueHnn 1gG4-accommpoBanHbIX 3a-
6oJIeBaHUIl TeYeHn y JieTell 0 CPaBHEHUIO CO B3pPOC-
aeivu Hegocratouno. (CTEIIEHD 2C; cunbHas peko-
MeH/IAIS )

KommenTtapun: 113-32 OTCYTCTBUSI JIaHHBIX He-
BO3MOSKHO TPEJICTABUTh HAy4YHO OGOCHOBaHHbBIE pe-
KoMeHZamu 1o JedeHnio [gG4-acconmMpoBaHHBIX
3a6oneBannii nedenu. Tem ne menee npu [gG4-AX
11e1eCO00PA3HBIM  MIPE/ICTABIISIETCS CJeI0BATh UMEI0-
MAMCS  TIeMATPUYCCKUM PEKOMEHIAIMSAM, COTJIACHO
KOTOPBIM OCHOBOI Tepanuu OCTAIOTCS TJIOKOKOPTHU-
KOWJIbI, UMMYHOMOJIYJIAITOPbI M YPCO/IE30KCHXO0JIeBast
kucygora [164].

TTokazanng xk IPXII ¢ Gamnonuoil auaranuein
OrpaHMYEHbI, ¥ OHA MOXKET TIPOBOJIUTHCS B OT/IETBHBIX
CIy4asx OpHW JAOMUHUPYIONIEM WM CHUMITOMATHYe-
CKOM CY>KEHUU KEJYHBIX MPOTOKOB [164, 165].

B6.4. KaxoBbl kiunnueckue mnpossiaenusi AUII
tiuna 1 y aereii?

Ymeepaxdenue 6.4.1: Kraccuaeckyio dopmy ANII
(T 1) B fgeTcTBe AMArHOCTUPYIOT peako. Jluarmos
AUII B oTcyTcTBHE meAMATPUYECKOTO KOHCEHCYCa
N0 JIMAarHOCTHYECKUM KPUTEPUSIM CJIEJYyeT CTaBUTh
B CIEIHMAIM3NPOBAHHOM JIETCKOM IaHKPEATHYECKOM
IIEHTPE, OCHOBBIBASICH HA KPUTEPHSX JJISI B3POCJHbIX.
B mnacrosimee BpeMst manHbIX 10 Tepexoay ot ANII
K XPOHUYECKOMY MAaHKPEATUTY y JleTell HeJJOCTATOUHO.
(CTEIIEHD 2C; cunbHasg peKOMeHIAI)

Ymeepxoenue 6.4.2: Y pereit AWII 1-ro Ttuna
MOXKET MPOSIBJATLCSA OCTPO, C SKEJATYXOi, 0ObeMHBIM
o0pa3oBaHNEM B MOJKETYJOUYHON KeJe3e, PBOTOI

n noxyganueM. OO6bYHO 3P PEKTUBHA TEPATTHS TJTI0-
KOKOPTUKOW/IAMU, a BEPOSATHOCTD PEINNBA MEHbIIIE,
YeM Y B3POCJTBIX. Y HEKOTOPBIX JeTeil CUMIITOMBI
MOTYT WCUe3HYThb caM; 6e3 KaKoTo-1n6o JedeHwHs.
(CTEIIEHD 2C; cuibHas peKOMeHIaus )

Ymeepikoenue 6.4.3: B kauecTBe «IIepBOrO 3Ta-
na» TpPH JAMATHOCTUYECKOM OO6CJIeI0BAHUN PEKOMEH-
nyercst Tpancabaomunanibroe Y 3U. [lpu nogospennn
Ha AUII, nanuunu yBeInm4eHHON O/XKeTy/JOYHON Ke-
Jie3bl Wi ee 00bEMHOTO OOpPA30BaHUS B COYETAHWUU
C JKeJITYXOH PEKOMEH/YeTCSI MAarHUTHO-PE30HAHCHAs
nankpeatoxosmanruorpapus (MPIIX) w/uwmm sum0-
V3U. (CTEIIEHD 2C; cuibHast peKoOMeHAaLus)

Ymeepooenue 6.4.4: Buorncun mozzKesy0uHOI
JKeJie3bl JIJIT Havyaja MMMYHOCYIIPECCUBHON Tepanuu
ne tpedyercss. (CTEITEHD 2C; cunbHas pexoMeHa-
1ust)

Ymeepikoenue 6.4.5: TIIOKOKOPTHKOUIbBI SIBJISI-
I0TCST TIEPBOI JIMHUEN Tepanuy /il WHAYKIIUT PEMIC-
CUW, €CJW K UX TIPUMEHEHUIO HeT MPOTHBOMOKA3AHMWIA.
Jletam c¢ BocmnajsienneM, Bbi3BaHHbIM ANMII 1-ro Ttuma
U HU3KOM aKTUBHOCTBHIO 3a00JIeBaHUS B Havaje Jie-
YeHUsI, MOJJEP’KUBAIONIAs Tepanus He TpeOyercs.
(CTEIIEHD 2C; cunpHasg peKOMEHIAIN)

Kommenrapun: Omny6/mKoBaHHBIE JJaHHbBIE TI0 Ya-
crore AUIIL y gereil cKymHBI, U y HUX Tpeolasaer
AWII 2-ro tuna (ne cssasannbiii ¢ 18G4). Benencrsue
peakux coobmennit 06 AUVII m peako MOBBIIEHHO-
ro ypoBusa 1gG4 y jneteii ¢ OKOHYATENbHBIM JIHATHO-
3oM AWNII 1-ro tuma guar€o3 MoOKeT ObITh TOCTABUTD
Tpy/aHee, yeM y B3pocabix [158—160]. AUII y nereit
YacTO XapaKTepU3yeTcsl BHE3AMHBIM HAYATIOM C pas-
HOPOJHBIMU CUMITOMaMHU, HO 4allle BCEro MPUCYT-
CTBYIOT 6e300JIe3HEHHAS KeITyXa W 00IIast caabocTb.
Bonb B xuBOTE, ecam U ecTh, He CUJIbHAs, a AMU30-
JIbI OCTPOTO TTAHKPEATUTa PEJKO CTAHOBATCS MEPBLIM
nposBieHneM 3abosieBanus. 1Ipu Bu3yanmusupyiomumx
HCCTEIOBAHNUAX dYacTo oGHapyskuBaercst anddysHoe
yBeJUYeHUe TMO/IKEeNTYI0OUHON JKese3bl WU 0YaroBble
usmenenus B Heit. AVII mosker Takske mporekarb Gec-
CUMIITOMHO, W OTKJOHEHUS] OOHAPYKUBAIOTCS TOJHKO
pHu JTa00OPATOPHBIX U BU3YAINZUPYIONINX HCCIEI0BA-
HUAX. Y HEKOTOPBIX JeTeil CUMITOMBI MOTYT ITPOWUTU
camu 6e3 Karkoro-im6o jedenns. OJHAKO HeET JaH-
HBIX JUINTETHbHOTO HAOIO/IEHNs, TJie CPaBHUBAJINCD
OBl OCJIOKHEHWS WJIN YaCTOTBI PeluBa TIpU Jede-
Huu u 6e3 Hero [166]. Muduabrpanus traneit 1gG4
B onmyOIMKOBaHHBIX caydasx AWIL y nereft Bectpedaet-
cst penko [158—160, 166, 167]. B cayyasx mankpea-
TUTA, COTPOBOK/IAIONIETOCS OGBEMHBIM 00pa30BaHIEM
B TO/DKeNyouHoi Kese3e [168], mokaszana OGuorcus
o/l KOHTpoJieM 3HA0-Y 3U min 1meTouyHbie COCKOODI,
nosyuernbie npu IPXII; ogHako 3To He TpebyeTcs
JUTS Havasia JiedeHWsl, B OCHOBHOM WM3-32 OY€HDb HU3-
KOIl 4acTOThI PAa3BUTHUS OMYXOJel B 3TON TOMYJISIUN
[169]. B macrosiiiiee BpeMsi HeT JaHHBIX 10 KOJIU-
yectBy [gG4" mmasamMartnyeckux KJIETOK B TOJie 3pe-
HUs, KOTOPbIE [OJIKHBI MPUCYTCTBOBATH B Pa3JNy-
ubix Traugax JKKT y npereit. Cpenu 48 nereit ¢ AUII,
ONMUCAHHBIX B 00630pax JHUTEpPaTypbl B MaTepuajax
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MeskyHAPOAHOI MCCIeI0BATENBCKOI IPYIINDI MO TTaH-
KpearuTy y JieTeit, B 6a3e JaHHBIX MOWCKA M3JICUCHIS
(INSPPIRE) 0CHOBHBIME U3MEHEHUSIME [IPH THCTOJIO-
ruueckoM mccegosannn y 18,25 manmentos (72%)
6buIn  uMorIazMoluTapHoe  Bocrasenue, ¢Gubpo3
MO/KETTY/IOYHON sKeme3bl U MH(PUIBTPALUS TTPOTOKOB
rpanyJorturamu [ 158]. INSPPIRE pexkomenayer B ka-
YecTBe TepaNuu TEPBOil JTUHUN TIPEAHU30JO0H BHYTPD
B gose 1—1,5 Mr/Kr/cyr Jo MakCHMaJIbHOH 103bI
40—60 MT B oiMH WM JBa IpHeMa B TeueHne 2—4 He-
Jlesib. 3areM /103y IOCTEIeHHO CHIKaooT. B ciaydae
peIuInBa PEKOMEHIYIOT TIOBTOPHBINA KypC TPEIHI30-
jgoHa [166].

PT 7: IgG4-accouuupoBannbie 3a60JeBaHus
NHULIEBAPUTEIbHON CHCTEMbI H CaXapHblii Auader

B7.1. KakoBa pacnpoCTpaHEHHOCTb CaXapHOTO
muabera mpu IgG4-accouunpoBannoM 3aG0JI€BaHUM
MOJIXKEJTY TOYHOIT KeJie3bl?

Ymeepxoenue 7.1: Caxapupiii amaber dYacto
BcTpevaercst 1ipu  IgG4-accorumupoBanHOM — 3a60.1€e-
BaHUM TIO/KENYA04HON okesmespl (AUIT tuma 1).
Ero pacmpocrpaneHHocTs cocraBisier oT 21 10 77%.
(CTEIIEHD 2C; cunpHasg peKOMEeHIALNUs)

KommenTtapun: CaxapHblii auaber, BCTpedyatonuii-
CsS TPU AyTOMMMYHHOM IaHKDPEATHUTe, TIPEICTABJSET
co00il «ITaHKpeaToTeHHyI0» (HOPMy CaxXapHOro Jjua-
Gera. JIump oTaesbHbIE UCCIAEAOBAHUA U HeOOJIbIINe
CEepUN CJIyYaeB TOCBSIIEHBI PACIPOCTPAHEHHOCTH Ca-
xapHoro guaGeta npu 1gG4-A3 nopKeny09HOi Ke-
se3bl. Bo Bcex coolmiaercst 0 J0CTaTOYHO BBICOKOIT
PaCIIPOCTPAHEHHOCTH CaXapHOTro auadera y MalieH-
toB ¢ AUII tuma 1, or 21% B HIBEJICKOM HUCCJIEL0BA-
muu [61] no 77% B gnonckom uccaegosanun [170].
Y OGoJsibHIMHCTBA MAlMEHTOB caXapHbI JAuaber pas-
BuBaerca ogHospeMenno ¢ AMII 1-ro tuma (53%).
OnHako uMeeTcsl TOATPYIIA MAIlMeHTOB, Y KOTOPBIX
caxapHblii quaber pasBuBaercs 10 nosBiaenus AUNII
1-ro tuma (33%), m moArpynma manMeHnToB, y KOTO-
PBIX caxapHbIil [uabeT pa3BUBAETCS WM YCUJIMBACT-
¢ KaK OCJIOKHEHUEe Tepaluu TJIIOKOKOPTUKOW/IaMU
[171—173]. B orauume OT KJIACCUYECKOTO XPOHUYE-
CKOTO TIAHKPEATHTA €r0 PaCIPOCTPAHEHHOCTb He yBe-
JINYMBAETCS C POCTOM JIJIUTEJBHOCTH 3a60JIeBaHUsI,
BO3MOKHO TIOTOMY, YTO Tepamnusi TJIOKOKOPTUKOW/IA-
MU MOKeT CrocoOCTBOBATh GoJiee JIETKOMY TEYEHHIO
3aGosieBanusi. Hanmpumep, B mccieoBaHuu 1O U3yde-
HUIO TOJIEPAHTHOCTU K TJIIOKO3€e M CaXapHOro jnabera
y nainuenToB ¢ IgG4-accolmmpoBaHHbIM 3200JI€BaHI-
eM ipu uckiaodeHnn AVITL 52% y4acTHUKOB CTPaiain
caxapHbIM quaberoM, a emte y 17% uMesoch Hapylie-
HUEe TOJIEPAHTHOCTU K TJIIOKO3€e, MPU ITOM CEKPerus
MHCYJIMHA COXPaHSJIACh y BCEX MAIMEHTOB, W YACTO
BCTpeyasach THIIEPPEAKTUBHOCTD K TyoKkarony [174].

B7.2. Tlosbimaror Jm kKakue-1u60 npusnaku [gG4-
acCOIMUPOBAHHOIO 3a60JeBaHs  IOMKETy JOYHOM
3Kee3bl PUCK M /WM TSKECTh caxapHOro auaera?

Ymeepixdenue 7.2: Cpenn narmentoB ¢ [gG4-A3
1o/Kesry 109HOM skenesbl (AWIIL tuna 1) arpodust xe-
JIe3bl 10 PEHTIeHOJIOTMYECKUM JIAHHBIM, 9K30KPUHHAS

HEJIOCTATOYHOCTD TTO/IXKETY/IOYHOM Kese3bl, BO3pPacT
U KypeHHe CBSI3aHBl CO CTATUCTHYECKH 3HAYUMBIM
BO3pacTaHMeM pPUCKa caxapHOro juabera, HO JIAHHBIX
mo akTopaM, ONPEJEeNSIONUM TSKECTh CaXapHOTO
miabera, wer. (CTEIIEHD 2C; cuibHas pekoMeH[a-
)

Kommentapun: Masio uccienoBanuii, rjie usydann
6b1 (haKTOPBI, CBSI3aHHBIE C PUCKOM CaXapHOTo auale-
ta y namuentoB ¢ [gG4-accormmupoBanHbMu 3a60J1€Ba-
HUSMH. BOJBITMHCTBO 9TUX MCCTETOBAHUIT TTOCBSIIEHBI
narenTam ¢ AUIL 6e3 pazsimueHust MEKLy JABYMSI €ro
nogrunamu. Frulloni et al. usyummm ak30KpuHHYyO
U SHJIOKPUHHYI0 (DYHKIUIO TIO/PKETYOUYHON >Kese3bl
y 21 mammenta ¢ AUIL u coo6mmm, 94T0 y BCeX TATH
mauenToB (24% or o6Iero ync/aa) ¢ caXapHbIM anale-
TOM OTMEYAJMCh OYeHb HU3KHE KOHIIEHTPAITMH HJIacTa-
3b1-1 B Kaste, <19 mMxr/T [175]. ITanueHTsl ¢ caxapHbIM
JmabeToM ObLIN TaKsKe cTapiiie HmarneHToB 6e3 auadera
[175]. Maire et al. mpuBesn mamHbie M0 96 MareHTaM
¢ AUII 1-ro tTuma (73%) wm 2-ro tama (27%). Y xy-
psammx (>10 mauko-yieT) caxapHbIil [UabeT BCTpedaicst
vare (50% o cpaBHenuio ¢ 27%, p < 0,04), yem y He-
Kypsanmx mwim Mano kypsmmx [176]. Uacrora caxap-
Horo guaberta BbIme y marperToB ¢ AUIT tima 1, wem
y mnareHToB ¢ AUIL 2-ro Tuma B GOJIBIIMHCTBE OITY-
OGJIMKOBAaHHBIX cepwii ciydaeB. CooOmagoch 0 4acTote
caxapHoro jmnabera, COCTABJISTIONIEN COOTBETCTBEHHO 68
n 14% [106], 23 m 11% [61], 36 m 40% [62], a Tarxxe 40
u 22% [13] mpu AWII 1-ro Tuna o cpaBaennio ¢ AVTT
2-To THTIA, YTO B IEJIOM YKa3bIBaeT Ha TO, uTo npu 1gG4-
A3 HapymieHus SHAOKPUHHON (DYHKIUN TOJKeTy/109-
HOW >KeJie3bl BCTpedatoTcs dare. ATpodus MOKemry-
JIOYHOM >Kejie3bl Takyke ObLIa CBSI3aHA C TTOBBIIEHHBIM
pHCKOM caxapHoro mmabera y Masuda et al., cooGmus-
IIUX O YaCTOTe caxapHoro anabera, cocTaBJsioniei 75%
B caydasgx aTpopuH TOKENY/JOYHON Kere3bl M0 JIaH-
ubiM KT, u tonbko 10% tpu orcyterBuu arpodun moj-
sKeqryToyHOl skerne3bl [177]. Her otnesbHBIX ncceno-
BaHUIl 10 CBSI3N MEXK/Y TSKECTbIO CaXapHOTOo jrabera
u npusnakamu IgG4-A3. Coobianochk, 4To HE0OXO/IU-
MOCTb WHCYJIMHOTEPATNH, KOTOPask MOKET OTPaXKaTh TsI-
JKeCTh caxapHoro JmadeTa, varie Berpevyaercst mpu AVIT
1-ro tuna, yem npu AUII 2 tuma [13].

B7.3. KakoBo BimMsiHMe Tepanu TJIOKOKOPTH-
KouaMd ,/ HMMYHOCYNPECCHBHbIMH Ipelapara-
MH Ha DUCK M /WM TSKECTb CaxapHOro auaGera
npu IgG4-accounupoBanHoM 3a00JIEBaHUH TO/KeE-
JIy/IOYHOH KeJjie3bl?

Ymeepxoenue 7.3: Tepamusi TJIOKOKOPTHKO-
upamn  1pu  IgGéd-accoruupoBaHHoM  3a60JIeBaHUN
nomKenyaounoii sxenespr (AWIL tuma 1) yaydmaer
KJIMHUYECKOE Te€YeHNe CaXapHoro amaldera MpUMepPHO
B 50—60% ciryuaes. IlanneHTsl ¢ 0HOBPEMEHHbBIM Ha-
YaJloM CaXapHOro jamafera Jydlle pearupyioT Ha Te-
parnuio TIIOKOKOPTUKOWIAMM, YeM TAIUeHThl, Y KOTO-
PBIX y3Ke ObLI caxapHblil quabet mo passutus AUIIL.
(CTEIIEHD 2C; cuibHas peKOMeHIalus)

KommenTtapuu: EcTb Wb HECKOJBKO WCCIENO-
BaHWII C MaJjIbIM YHCJIOM TIAIlHeHTOB, TOCBSIIIEHHBIX
BIWSIHUIO Tepanun TJOKokoptukongamn Ha AUII
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tuna 1. [loutn Bo Becex mccieoBaHUSX, OJJHAKO, OIIH-
CBIBAIOTCST YJIYUIIEHUST B TEUYEHWH CaXapHOTo amalde-
ta Gosee yeM y mojioBUHBI marmentoB. Nishimori et
al. mpoBesint OGIIEHAIIMOHANBHYIO OIEHKY B SnoHun
n OGHADYKMJIHM YJYUIeHUs B TEUYEHUH CAXapHOTrO
qmabera (IO TIOKa3aTeNsIM KOHTPOJISI YPOBHSI TJIIOKO-
3b1) y 55% MAIMEHTOB C OJHOBPEMEHHBIM HAUATIOM
caxapuoro gmatera u AUII. Opnaxko Tombko y 36%
HAIIUEHTOB C YK€ MMEBIINMCSI CaXapHbIM IrnabeToM
or™Medasnoch yiydinenue, a y 20% ObLio OTMEYeHO
yXyIIeHne WIN Pa3BUTHE CaXapHOro amabera Iocse
Tepanuu riaoKokopTukongamu [ 178]. Miyamoto et al.
otleHUIM 69 MAIeHTOB B OTHOILIEHNH KPAaTKOCPOYHBIX
U OTJIAJIEHHBIX MCXO/IOB caxapHoro auadera npu AUIIL
1-ro Tumna mocJsie Tepanuy TIIOKOKOPTUKOMIAMU B pe-
TpocrekTuBHOM wucciaenoBanun [179]. Ouum npuso-
JISIT CXOJIHbIE Pe3YJIbTaTbl, € YacTOTOH yJIydIleHui
35—66% Tpu OJHOBPEMEHHO Pa3BUBIIEMCS CAXapPHOM
quabere, a TaKKe TPH YK€ MMEIOMIEMCS CaXapHOM
qumatere. O6 yxyameHnn coo6manocs auib B 9—15%
CJIyuaeB IOCJIEe TI0 KpaiiHeil Mepe 3 MecsIeB JeYeHusl.

B oroiil rpynme ouneHuBaau Tak)Ke BIMSHUE JJIN-
TeJBbHON Tepamuu IIIoKOKopTHKongaMu (1o Kpaiinei
Mepe 3 Toja Tepanmu) Ha caxapHbii auaGer. Yacrora
yJIyUIeHHs BO3pacTaet 10 66% /ISt TTAl[MeHTOB, He CO-
obmmaBnx 00 yxyamenun nocie 3 jet [179]. B menee
KPYIIHOI Cepuu CJIy4yaeB YacTOTa CaxapHOro amabera
BbIpOCJA ¢ 24 10 48% Tpu Tepamuu TJIIOKOKOPTUKO-
WJaMI, HO TOCTENeHHO CHU3Wiach 10 19% K KOHILY
CHIDKEHHS JI03BI TTIOKOKOPTHKOUIOB, UTO TaK)Ke IO/
TBEPIKIAET MOJOKUTETbHBIN 9(eKT AIUTETbHON Te-
panuu rioKokopTukonaamu [175].

PT 8: IgG4-accomuupoBaHHbIe
racTPOIHTEPOJIOTHYECKHE 3200 IeBaHUs
U 3JI0KaYeCTBEHHBIE OIMYXO0JIH

B8.1. KakoB puck pasBUTHSI 3JI0Ka4eCTBEHHOM
onyxoan npu IgGé4-accouunpoBaHHbix 3a6o.JieBa-
HHUAX?

Ymeepixoenue 8.1: 1gGh-accormmpoBannbre 3a60-
JgeBaHus u B ocobeHHoctn AVII MOTYT GBITH CBSI3aHBI
C TIOBBIIIIEHHBIM PUCKOM PA3BUTHUST 3JI0KAYECTBEHHBIX
OIyXOJieil M0 CPAaBHEHUIO C HACEJTEHUEM B IIEJIOM.
PexoMenpyercd moxkumsHeHHOe HaOIO/eHIE 3a TIalln-
entamu ¢ IgG4-acconunpoBaHHbIME 32a00I€BAHUSIMH.
(CTEIIEHD 2C; cuiapHasg peKOMEHIALNU)

Kommenrapun: B HeCKOJIbKUX — WCCIE€0OBAHU-
ax (ta6m. 3) u3yyaqu pPUCK DPa3BUTHS Pa3JIUYHBIX
3JI0KQUECTBEHHBIX OIyXoJseil y mnanumeHToB ¢ [gG4-
accoruupoBanubiMu 3a6oeBanusiMu [126, 180—184].
B oaHoM wucciaemoBaHMKM YacTOTa 3J0KAYECTBEHHBIX
omyxoJieil y mnanumenTtoB c¢ [gG4-acconumnpoBaHHBIMI
3abosieBaHnsIMI ObLa OJIM3Ka K 4acToTe B OOIIeil 1o-
mysagiun [180]. B ocTasbHBIX HCCIeI0BAHNSX PHUCK
Pa3BUTHUST 3JIOKAUECTBEHHBIX OIMYXOJ€l y MaIlMeHTOB
¢ IgGé-accoruupoBannubiMu 3a60J€BaHUSIMU ObLT 3HA-
YUTENbHO BbIIE, 4yeM B o0imei nonyJssiinu [181—184].
pyrue uccaeoBaTesm COCPEAOTOUNINCH HA PUCKE
3JI0KQUECTBEHHBIX oOllyxoselt y mnaruentoB c¢ AMNII
[185—188]. ¥V mammentoB c¢ AMII mo asmarckum

JIIarHOCTUYECKUM KPUTEPUSIM ObLI BbISIBJIEH BBICOKHI
PUCK PAa3BUTUS PA3JUYHBIX 3JIOKAUYECTBEHHBIX OITy-
xouieii [185]. Berire Bcero atotr puck GbLT B TEPBbHIT
roz nocse nocranosku puarnosa AUWIIL, u orcyrcrsue
peunauoB AWII mocsie ycrenrHoro JiedeHUs OHKOJO-
THYECKOro 3a6osieBanusi TOBOPUT 0 ToM, uto AUII Mo-
JKeT y HEKOTOPBIX IMAIEeHTOB IIPe/ICTaBIATh cOO0 a-
paneoriactuveckuit cuagpom [185]. B coorBercTBun
¢ 9TUM HaOJII0JIeHueM B CMEIIaHHOl KOTopTe HallueHTOB
¢ pasabpivu popmamu AUIIL 6b110 TIOKa3aHO, YTO PUCK
3JI0KQUECTBEHHOH OIYXOJHU CTATUCTHUYECKU 3HAUYNMO
BO3pacTas 1Mo CpaBHEHMIO ¢ o0tIeil oy simeii [186].
B ornmyne ot aTOrO B APYrOM HCCIEAOBAHUM HAaOJIO-
JIAJICS CXOJTHBIN PUCK PAa3BUTHS 3JI0KAYECTBEHHDIX OITy-
xonet y marmentoB ¢ AUII go m mocsie mMocTaHOBKU
JIMarHo3a B CPABHEHUU € KOHTPOJIbHON rpymmoii [187].
B uccaenoBanuu narmentoB ¢ AVIT 1 tuna uvu y on-
HOTO U3 TAIMEHTOB He ObLIO paKa MOKETyI0YHON
skestespl [188]. B ucciemoBanHnu BceX 3/I0KAQUeCTBEH-
HBIX OIMyXOoJiell B TPOCHEKTHBHOW KOTOPTE MAIIeHTOB
¢ AUII 1-ro tuna 6bLIO HAl/IEHO, YTO OIYXOJHU Pa3-
BuBaCh y 11% manmeHToB HE3a/10JIT0 JI0 WJIN BCKOPE
nocje TmoctaHoBku jauarHoda 1gG4-A3, Bkiovast Tpu
ciydast paka Te4YeHW, SKEeJUYHDBIX TyTel WM MOKeNy-
JIOYHOI sKeste3bl [84]. Puck 110600 3/710Ka4yecTBEHHON
OITyXOJI B MOMEHT TOCTAHOBKH JIMArHO3a WU TIPH TT0-
caeyiomeM Ha6moAeHun OblI 3HAYNTEIBHO MOBbIIIEH
M0 CPaBHEHUIO C JJAHHBIMH HAIMOHATBHOW CTATHCTUKU
B 1ojio6paHHoil 1o TokasaressiM rpynime [84]. B 1e-
JoM, y TarueHToB ¢ 1gG4-acconnmpoBaHHBIMI 3360~
JIEBAHUAMU BBIABJISAIOT Pas/MyHble 3JI0KayeCTBEHHbIE
omyxosm (HanmpuMep, pak JerKnx, 060JOYHON KUIITKH,
HO/IKEIYJOYHON Kesle3bl, MOYEBOTrO I1y3bIps, JuM@o-
MBI, JIEHKO3BI 1 ApyTHE). P/l TaHHBIX TOBOPUT O TOM,
uyro [gG4-accorupoBantbie 3a60J€BaHIs MOTYT ObITh
CBSI3aHBI C TIOBBIIIEHHBIM PUCKOM Pa3BUTHS 3J0Kade-
CTBEHHBIX omyXosiefl. OaHako Ha 3TU JaHHbIE MOT-
JIa TIOBJIUSTH CHUCTEMaTH4YecKas OIMMOKa, CBS3aHHAs
¢ 6ojiee TIPUCTAJIbHBIM HaOJIOJICHUEM 3a IalleHTaMu
¢ IgGé-acconmnpoBannbivu 3a6osteBanusivu win AT
Takum 06pasoM, Hy:KHBI HPOCIEKTHBHbIE HCCJIEI0BA-
HUS JIJIST aHAJT3a YaCTOTHI PA3BUTHUS 3JI0KAYECTBEHHBIX
omyxoJiell y nanuentos ¢ IgG4-accormnpoBanHbIMU 3a-
GOIEBAaHMSIMI CO CPABHEHWEM C MOJJOOPAHHBIMHE IO BO3-
pacry, 1oy u (pakTopaM pPHUCKa KOHTPOJbHBIMHU I'PYII-
mamu [189].

B8.2. Kak MbI MO’keM KJIUHHYECKH U PEHTTeHOJIO-
ruuecku oramuuth IgG4-acconunposannoe 3a6oJe-
BaHHE OT 3JI0KAaYeCTBEHHOH OIyXoJu?

Ymeepxoenue 8.2.1: Cuermduynbx KJIMHUYE-
CKUX IIPU3HAKOB WJIN [TOKa3aTeJieil KPOBHU, 10 KOTOPBIM
MOKHO oTmunTh 1gG4-acconmmpoBanHoe 3a60seBa-
HiIe OT 3j10KadecTBeHHON omyxosu, Her. (CTEIIEHD
2B, cuibHas PEKOMEHIALNS)

Ymeepxoenue 8.2.2: Ormmants  IgG4-acco-
IIMUPOBAHHOE 3a00JieBaHWE OT  3JI0KaYeCTBEHHOM
OIyXOJIM 110 PEHTTEHOJOTNYeCKON KapTHHE CJIO0XKHO.
Hexkoropble n3aMeHeHNs TPU BU3YaTU3UPYIONIei aua-
THOCTUKE MOTYT IOMOYb Ipu AuddepeHinaaibHoM
mmarnosze. (CTEIIEHD 2C; cunbHas peKOMeHIAITs)
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Kommenrapun: Ilpoduaun cumnromon npu 1gG4-
ACCONMMPOBAHHOM 3a00JIeBAHNN ¥ 3JI0KAYeCTBEHHOI
OIyXOJW MOTYT 3aBUCETb OT TOPaXCHHBIX Opra-
HOB, HO JIIsT 3a60JIEBAaHWIl TTO/IKETYIOUHON >Kesre3bl
M JKEJYHBIX TyTell KJIMHWYeCKas KapTHHA [OCTaTOY-
HO cxojHa. CHUMITOMBI BKJIIOYAIOT TOXYJIaHUE, 06-
CTPYKTHUBHYIO 3KeATYyXy, O0Jib B KUBOTE W [HApero.
He nmeercs crienuyHbIX KINMHUYECKUX TIPU3HAKOB,
1O KOTOPBIM MOKHO OTJWYUTH JAPYyT oT Apyra 1gG4-
accoIMMpoOBaHHOE 3a60JIeBaHNE U 3J0KAYECTBEHHYIO
onyxosb [73, 84]. IlopaxkeHne pa3inyHbIX CHCTEM OP-
TaHOB TOBOPHUT B 10s1b3y 1gG4-acconmmmpoBanHOTO 3a-
6osieBanusg. KoHCTUTYIIMOHATbHBIE CUMIITOMBI, BKJIIO-
Yasg JUXOPaJKy ¥ HOYHbBIE MOTHI, CKOpee YKa3bIBAIOT
Ha 3JI0KA4eCTBEHHYIO omyxoJib (Hampumep, JumM¢omy)
n penko Bcrpedaiorcs mpu IgG4-accormmpoBaHHOM
3a6osieBannu. YpoBuu 1gG4 B cbIBOPOTKE MOTYT OBITh
HOBBIIMIEHHBIMI 1/ WM HOpMaJbibiMu U 1ipu 1gG4-
ACCOIMMPOBAHHBIX 3a00JICBAaHUAX, W TPHU 3JI0Kave-
CTBEHHBIX onyxoJsax. He6osbmoe nospimenne (< ueM
B 2 pasa Bblllle BEPXHEH TPAHUI[bI HOPMbI) HE MO3BO-
JISIET HAaJe’KHO PAa3TPAaHMUNTD 3TH [JBa 3a060JI€BaHUS
[142]. Boipasxkennoe nospmrenne (> ueM B 4 pasa
BbIIIIE BEPXHEil rPaHMIIbl HOPMbI) MO3BOJSET C BBICO-
KOH crelin(pUIHOCTBIO OTIANYHUTD APYT OT Apyra 1gG4-
ACCOIMMPOBAHHDINA XOJAHTUT U XOJAHTHOKAPIIMHOMY
[6], xora onucanbt onyxonu ¢ [gG4* unduabrpa-
TaMU ¥ TOBBINIEHHbIM ypoBHeM [gG4 B cbIBOpOTKe.
OmnyxosneBble Mapkepbl, Takue kak CA 19-9, moryt
ObITH TIOBBINIEHBI TPU OOOUX COCTOSIHUSIX, OOBIYHO
IpY HAJTMYUU OOCTPYKIIUU JKETYHBIX TTyTEH.

Han6osee co’kHO Ha OCHOBAHUHM PEHTTEHOJIOTH-
YeCKUX JAHHBIX OTJIWYUTH APYT OT JAPyra O4aroBbIil
AUNII u pak HO/PKesyl04HON KeJie3bl 1 U30JIMPOBaH-
wplii 1gG4-CX (tuna IV) u BHENEYEHOUHYIO XOJIaH-
THOKapIMHOMY COOTBETCTBEHHO. [ToMOUb TIpu [uarno-
CTHKE MOJKET COYeTaHHe HECKOJDbKHUX XapaKTEePHbBIX
npusnakos Ha MPT/KT (ra6r. 1) [41, 190—193].
ITpu IIST /KT moskHo o6Hapysxkuth auddysHbiii 3a-
XBaT M30TOINA TO/KeNyI0uHol skese3onn mpu AUII
M TPU3HAKM MOpaskeHus Apyrux opranos [41, 190].
Ponp BU3yasmaupyommx WCCIeOBaHWN B pasrpa-
nnyennn [gG4-acconuupoBannoit  smmdaieHonarum
n IgGé-accormmpoBantoro ¢Guéposa  3a0PIONINH-
HOI KJIETYATKU OT 3JIOKAYeCTBEHHbIX omyxosed (Ha-
npuMep, JUMGOMBI WM OMyXoJieil 3a6pIONTMHHOTO
[POCTPAHCTBA) M3ydYeHa IJIOXO W BCE ellle HesACHa.
[l yTouHeHWs AuarsHosa 4acto Tpe6yoTcs Guorcus
M OlleHKA KJIOHAJbHOCTH, W JaXKe T0CJe 3TOTO T0CTa-
BUTH OKOHYATEJbHBIN IUATHO3 Y/IA€TCsS HE BCET/Ia.

B8.3. Kak wMmb1 moxkem ormunth IgG4-
acconMupoBaHHOe 3a60JIeBaHHE OT 3J0KaYeCTBEH-
HOI1 omyxoJin rucroJornyecku? CormacutesbHoe 3a-
SIBJICHWE OTHOCHUTEJNBHO TUCTOJOTMYECKUX TPU3HAKOB
IgG4-A3 (tucronornyeckne BocToHCKIE KpUTEpUN):

Bxioyaer Tpu OCHOBHBIX MOP(OJIOTHUECKUX TIPU-
3HAKA: BBIPAKEHHBIH JTUMQOIIaA3MOIUTAPHBIN  WH-
dunbrpar, BuxpeBuHbLIA HUOPO3, O KpaiiHeil Mepe
B HEKOTOPbIX 006JacTsax, u oOaurepupyiomuii dJe-
6ut. [lonosnureabHbie MOP(HOTIOTHUECKIE TTPUHAKH:

(pebur ¥ TOBbIIIEHEE KOJIUYECTBA 203MHO(UIOB.
KommaectBo IgG4-TONMOKUTETHHBIX TLIA3MAaTHIECKUX
KJIETOK HU3MepsIioT KakK cpejHee KosnuectBo [gG4*
MJIa3MaTHYECKUX KJIETOK B TOJIe 3PEHUS] MUKPOCKOIIA
B TPEX TIOJISIX 3PEHUs], COJAEPIKAIINX HanboJblIee Ko-
JIMYECTBO HTUX KJIETOK B CAydae HEPABHOMEPHOTO pac-
npenesenus. [Ipu quddysnom pacnpenenennn 1gG4-
MOJIOSKUTETHHBIX  MJIA3MATHYECKUX KJETOK CpeHee
kosmuecTBo 1gG4* mmasMaTHyecKUX KJIETOK OIpee-
JIgeTCs B TPEX CJIydYailHbIM 0O6pa3oM BBIOPAHHBIX IMO-
JISIX 3PEHUsI.

C rucronormueckoit Toukm 3peHns Ha 1gG4-
accolMMpOBaHHOe 3a00JeBaHNE BECOMbBIM YKa3aHMU-
eM sBJsieTcs caemytortee: /IBa mim 6oJiee KIIOYEBBIX
MOP(hOJOTHYECKIX TPH3HAKA 1 PE3YJIbTATHI UMMYHO-
TECTOXUMIUYECKOTO MCCIE/IOBAHNS, COTJIACHO KOTOPBIM
Kon4ecTBO 1gG4-TI0MI0KUTENBHBIX TJIA3MATHIECKUX
kretok npesbimaer 30—100 B mone spemms (opra-
HocTeluIeckoe MpejeabHOe 3HAUEHHE B 06paslle,
nosydeHnoM 1pu pesetnu) wan 10—200 B nose 3pe-
uus  (opranocneruduyeckoe TpeeibHOe 3HAYCHUE
B 06pasile, MOJYYEHHOM NpU GMOTNCUM) U OTHONIEHHE
IeG4,/1¢G mnasmaTnueckux Kiaetok Gosee 40%.

Bepositapie rtmcrtosormdeckue npusHakn 1gG4-
acconuupoBaHHoro 3abosieBanus: OAUH KJIIOYEBOI
MOPQOJIOTHYECKUT TIPU3HAK W Pe3yJbTaTbl UMMYHO-
TUCTOXUMHUYECKOTO UCCJIEIOBAHNUS, COTJIACHO KOTOPBIM
KommaectBO [gG4-TOMOKUTENBHBIX TIIa3MaTHIECKITX
kjaerok tpesbimaer 30—100 B mose spenust (opra-
Hocrermuyeckoe Mpe/ebHOe 3HAUeHne B 0Opasiie,
mosydeHHoM 1pu pesexuun) win 10—200 B 1mose 3pe-
nusg  (opranocmenuduyeckoe TpeeTbHOE 3HAYECHHE
B 06pasiie, MOJYYEeHHOM TIPH GUOTICHU) U OTHOIIECHUE
IgG4/1gG mnasmaTuveckux KieTok Gosee 40%.

Ymeepsoenue 8.3.1: JInst 06pasiioB, MOTydeHHbIX
MPU PE3EKIINN, UMEIOTCS YCTAHOBJIEHHBIE THCTOJIOTH-
YecKue KPHUTEPUH, MO3BOJIIONINE PA3TUYUTD 3JI0KA-
yecTBeHHbIe omyXoan n IgG4-acconmmpoBaHHOe 3a-
Gosesanne (Tak HasbiBaeMble BOCTOHCKUE KPUTEPUH:
TP MOP(DOTOTHYECKIX TpU3HaKa — JIMQOILIa3Mo-
IUTAPHDBIH WHOUIBTPAT, BUXPEBUAHBIN (GUOPO3, 06-
Jutepupyomuit Gae6uT U B AOTOTHEHNE PE3YJIbTaThI
UMMYHOTHCTOXMMIYECKOTO HCCJIE0BAHNs, COTJIACHO
KOTOPBIM KosmuecTBO 1gG4-TI0/I0KUTENbHBIX TIJIa3Ma-
Tnyeckux kiaetok mpesbimaer S0—100 na nogse 3penus
(opranocnennduueckoe npeeapbHOE 3HAYEHNE), a OT-
Homenne 1gG4,/IgG mma3MaTnueckux KJIeTtok GoJiee
40%). (CTEIIEHD 2B, cunpHas peKOMeHIaIs)

Ymeepxoenue 8.3.2: B o6pasnax, MoJydeH-
HBIX TpW OWOTICHUU, OTJIWYUTH APYT oT japyra IgG4-
accolunpoBaHHOe 3a60JIeBaHIE U 3J0KAYeCTBEHHYIO
OMmyXoJb cJoxHee. [Ipn oTpuIiaTeSbHBIX pe3yabTaTax
6uoricuu CJeyeT Y4YUThIBATD PUCK HEBEPHOTO B3s-
tust obpasia. Hecrnenududaeckoe BocmanieHue ¢ BO3-
pacranueM KosmdectBa 1gG4-TI0MOKUTENBHBIX KJle-
TOK BO3MOKHO KaK TPH 3JIOKAYeCTBEHHOI OITyXOJIH,
tak u upu IgG4-accorumpoBanHoM 3a60JeBaHN.
(CTEIIEHD 2C; cunpHasg peKOMEHIAIN)

Ymeepxodenue 8.3.3: Tlpu IgGd-accommupo-
BaHHBIX 3260JEBAHUSIX COOOIIAIOCH O BO3PACTAaHUN
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YacTOThl KAaK CHHXPOHHBIX, TaK W MeTaXPOHHBIX
aumdom. ansg nuddepeHnna bHON AUATHOCTUKN
MOTYT HCIIOJIb30BAThCS WMMYHOTHCTOXHUMHUYECKOE
uccJaeJoBaHne, TTPOTOYHAS IUTOMETPUS U MOJIEKY-
asiprag auaruoctuka. (CTEIIEHD 2C; cunbHas pe-
KOMEH/IaII )

KommenTapun: B o6pasiiax mosKesry 109HOl sKeie-
3bl, TIEYEHN WU BHEIIEYEHOUHBIX JKETUHBIX POTOKOB,
MOJIYYeHHBIX TIpU  pe3ekiuu, auddepeHinanibHyio
qumargoctnky 1gG4-accormmmupoBaHHOTO 3a60I€BaHNS
U 3JIOKAYECTBEHHOW OIyXOJU HAa OCHOBAHWM THCTO-
JIOTHYECKUX JIAHHBIX TPOBECTH, KaK IPABUJIO, JIETKO.
OpHako B 06pasiiax, MoJydYeHHbIX TPU OUOTICUH, TAaKOe
pasTpaHNUY€eHNe YacTo TTPOBECTH TPY/HO, U 9TO 3aBU-
CUT OT TUIIMYHOCTHU U pa3Mepa Ouornrata. Eciu BbImos-
HSIOTCS JIBa WJIN TPU TUCTOJOTHYECKHX «BocToHCKNX
kputepusi» 1gG4-accormmpoBanHoro 3a6oJeBaHus,
c yBeamyeHneM KomamdecTBa IgG4-TIOMOKUTENBHBIX
MJIa3MaTUYECKUX KJIETOK U BO3PACTAHUEM OTHOIIIe-
IS KoamdecTBa [gG4-TIONMOKUTENBHBIX K KOJITYe-
ctBy IgG-moIoKUTETHbHBIX KJETOK, BeCbMa BepOsITeH
ructosormdecknit  auarHo3 1gG4-accormmupoBaHHOTO
3abonesanus [24, 30]. Oxnaxo coob1anoch 06 OHO-
BpeMeHHOM Hanmunu IgG4-acconmmpoBanHOTO 3a60-
JIEBAHMS W 3JIOKAYECTBEHHOW OIyX0Jid, 4TO Tpebyer
CKPYIIYJIE3HOI KOPPENSINN KIMHIIECKIX U PEHTTEHO-
jJorndyeckux gaHHbIX [84, 182, 184]. ToukourospHast
acrupaiuonHasi OUOIICUs 10/ KOHTpoJieM sH0-Y 31
IpU  /IEHOKAPIIMHOMAX  TMOJIKETY/IOYHOM  3KeJe3bl
WJIW BHYTPHUIIEYEHOYHBIX JKEJYHBIX IMPOTOKOB 00Ja-
JIA€T YYBCTBUTEJIHHOCTBIO M CIENU(PUIHOCTBIO, CO-
crapstionumu 75—90% u moutn 100% mpm amarHo-
CTUKE 3JI0KaYeCTBEHHON OITyXOJIM, HO HEeJIOCTATOYHA
Juist uartoda [gG4-acconmmpoBaHHOro 3a60/eBaHusd,
€CJIM TIOJIyY€eH TOJIbKO IIUTOJIOTMYECKUii MaTepuaJl, mo-
CKOJIbKY HEBO3MOIKHO OIEHUTh XapaKTepPHbBIE [IJIST 9TO-
r0 3a00JI€BaHNS CTPYKTYPHDbIE M3MEHEHNS.

OmHako WHOTIA 00PA3ITEI, TTOTyYeHHbIE TPU TOHKO-
UTOJIBHOM aCTIMPAIMOHHONW OMOTICHU MOJKETYI0THOM
JKeJiespl, comepskar HeGosapmme (Mukpo-) (parmen-
TBI TKAHW, W TaKas OUOICHUS TOJ KOHTPOJEM 3HJIO-
Y 3U uroit kamnbpa 22G ICHOIb3YeTCs ¢ PasJIITIHbI-
Mu pesyJbraramu Aas auarHoctuku AWIIL, riaBHBIM
o6paszom B lOro-Bocrounoit Asuu [44, 194—196].
TonkouroabHass GUOTICHST O] KOHTpoJieM 3Ha0-Y 31
MpeAnoYTHTeNbHA [T UM dEePEeHITMATBHOTO JTHATHO-
32 MEK/Iy OYaroBbIMU JTOGPOKAYECTBEHHBIMU H3MeHe-
HUSMU W 3JI0KAYECTBEHHOI OIMyXOJbI0 MOKETY0U-
HOW skese3bl [197—199], korma MOKHO OOHAPYKUTH
xapakTepable A1 AUII usameHeHus, XOTS OHU MO-
ryT ObITh pacHpeaeseHbl HepaBHOMepHO (Hampumep,
JuMMOIIa3MOTIUTapHast WHOUIbTPAIHS, OYaru BUX-
pesugnoro ¢Gubposa, obaurepupyiomuii - daedur),
U MOXKHO MPOBECTH MMMYHOOKPAITMBaHWE TLJIa3MaTH-
yeckux kKiaerok Ha [gG u IgG4.

3aTpyHEHUST TPU JWMATHOCTHKE BO3HUKAIOT, €CJN
MPUCYTCTBYET TOJbKO OJMH u3 DBoCTOHCKUX Kpu-
TepueB WM Hecnenupuieckoe BOCTAJEHIEe C yBe-
JudyenrieM KosundectBa 1gG4-TIOOXKUTENbHBIX — KJle-
Tok wan Ge3 Hero. Bocmasenme BOKPYT OMyXoJn

MOKET  CONPOBOXKJATLCA  JTUMQOIIA3MOIUTAPHON
uHpUIbTPaIMell U Bo3pacTaHmeM KosmdecTBa 1gG4-
MOJIOKUTENBHBIX KJIeToK. OTMedanach CBSI3b MeEXKY
IgG4-acconunupoBaHHBIM  3a00I€BaHIEM W BHYTPHU-
MIPOTOKOBBIM TMANUJIISIPHO-MYIIMHO3HBIM pakoM [44].
Ciroxuo oranunth IgG4-accoruupoBanHoe 3a60J1eBa-
Hue oT JuMpomMbl. MoryT GbITb HEOOXOAUMBI HUMMY-
HOTHUCTOXMMHUYECKOE OKpAIIMBaHNE HA Kalla u JsMO-
Jla JIETKWE I[eM UMMYHOTJIOOYJINHOB, TTOJUMepasHast
nennas peaxuns (ITIIP) a1 BbIABIEHNS TEPECTPONRKH
TeHOB TSDKEJION Tenn MMMYHOTJIO0YJIMHOB, MTPOTOYHAS
IIUTOMETPUST W MOJIEKYJISIpHbIE HCCae/loBanus. B He-
CKOJIbKUX UCCJIE/IOBAHUSX TIOKA3aHO, YTO Y TIAIIIEeHTOB
¢ IgG4-acconuupoBanHbIMEU 3200JIEBAHUSMU TIOBbIIITE-
HA YacTOTa CUHXPOHHBIX UM METaXPOHHBIX JUMMOM
[184, 200]. B koHeuHOM cueTe MPUAETCS CMUPUTHCS
C HEKOTOPbIM KOJMYECTBOM OTeparii Ha TOJKeNTy-
JIOYHON sKeJsiede M3-3a MOJO3PEHMIT Ha 3JI0KAYeCTBEH-
HOe HOBOOOpa3oBaHUE C y4eToM TpyaHocTeil nudde-
PEHIMANBHO JMATHOCTHKH.

B8.4. dAasiercss m IgG4-acconuupoBanHoe 3a-
60JieBaHHE MAPAHEOIIACTHYECKUM COCTOSTHHEM?

Ymeepixdenue 8.4.1: 3n0oxadecTBeHHDIE OIyXOJIH
y mareHToB ¢ 1gG4-accormmupoBaHHBIMEI 32001eBaHI-
symu, B ocobennoct ¢ AUII, yaie Bcero o6Hapy:Ku-
BAIOT B OpraHaxX, OTJWYHBIX OT Jokammaarun [gG4-
accoruuposannoro nopaxkenus. (CTEIIEHb 2B,
CUJTbHAS PEKOMEH/IATINS )

Ymeepixkoenue 8.4.2: Aururena x 1gG4 moryt 06-
HapyxXuBaTbcsl Kak npu IgG4-acconmmpoBaHHOM 3a-
60JIeBaHNN, TaK W Y TMAIUEHTOB CO 3JI0KAUYECTBEHHbBI-
Mu omyxosamu. Hyskubl ganbheiimue uccie1oBaHus
JUIST yCTAHOBJIEHUST CBIA3UM MeXAy aHTutesamu K [gG4,
[gG4-acconunpoBaHHBIMEI  3a00JI€BAHUSAMI U 3JI0KA-
uectBenupiMu onyxossivu. (CTEIIEHD 2C; cunbnas
PEKOMEH AN

KommenTtapun: Xopoino M3BECTHO, YTO JIJTUTENb-
HOe XPOHWYECKOEe BOCTIAJICHIE UT'PAET KIIOYEBYIO POJIb
B Pa3BUTHM 3JIOKAYECTBEHHBIX OIYXOJel BCJencTBUe
CBSI3aHHOTO C BOCHajieHueM KaHieporenesa [201].
Opnako Hannume AUII tecHee cBsizaHO €O 3JI0Kave-
CTBEHHBIMH OIyXOJISIMH BHETAHKPEeATHIeCKOil JIoKa-
JIN3AIUHU, YeM C PAKOM MO/IXKeJyJ0YHON Kese3bl |84,
180, 181, 185—187]. BoabmmHCTBO cIy4yaeB 310Kaye-
CTBEHHBIX OmyXoJei, BoisaBaeHHbIX 1pu AVII, na6ro-
JlaeTcd Ha MOMEHT MOCTAaHOBKW JMAaTHO3a WU B Iep-
BbIt Toj ocsie atoro [183]. Ommcanbl Takxke ciayyan
noctmkenns pemuccnn npu AUIIL mocne ycmenraoro
JIeYeHUsT O/IHOBPEMEHHO BBISIBJEHHOW 3JI0KAYeCTBEH-
Holt omyxoun [185], kKak U B caydae APYTHX ayTOUM-
MYHHBIX TapaHeoriactuueckux cocroguuii. B JKKT
narmmenToB ¢ AUII BorsBiensr mytanmm rera K-ras
[202]. Heob6XoauMbl TMPOCHEKTHBHBIE KOHTPOJUPYE-
Mble HWCCJEOBAHUS YACTOTBHI 3JI0KAYECTBEHHBIX OITy-
XoJiell B MOJOOPAHHBIX KOTOPTax, 4TOObBI JIydIle ofle-
HUTH 9TO HaGJIO/IEHNE.

OmnyxosieBble TKAaHM W TKaHb TOJKETY/I0YHOM
skene3pl y marmentoB ¢ AUIL o6namator psaom 06-
MUX KJIOYEBLIX WMMYHHBIX —PeakIii, BeIyInux
K YCHJIEHHIO BbIpaboTKu aHtuTes Kiacca 1gG4 [185].
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Anturena IgG4 wmoryr BbIpabaTbiBaTbCsSI B OTBET
Ha 3JI0KAYeCTBEHHYIO OIYXOJb, TPEJICTaBIASI COOO0MH
MeXaHM3M HHAYLHUPOBAHHOTO OIIYXOJbIO YKJIOHEHHS
OT UMMYHHOIO OTBeTa. Y IallMEHTOB C MeJIaHOMOI
[203] acconmupoBaHHble ¢ OMyXoJbio B-mmMddonutb
crumympytorest Th2 (cekperupytormum NJI-10) mu-
KPOOKPY>KEHUEM OITyXOJM U HOJSPU3YIOTCS, HaulHas
BbIpabateiBaTh 1gG4. Y nuBurtenbro, uto IgG4 anTuTe-
Jla MOTYT IIOJIaBJIATh IIPOTUBOOIIYX0JieBble 3(hheKTop-
Hele pysknun IgG1 anTHTeN, U BO3pacTaHe YpOBHeH
IgG4 B cBIBOPOTKE CBSI3aHO CO CHIXKEHHMEM BbIKHBae-
Moctn y narmeHToB [203]. O6 orBete 1gG4 coobmra-
JIOCh TaK>Ke TIpU APYIUX 3JI0KAUeCTBEHHBIX OMYXOJIAX,
BKJIIOYas BHEIEYEHOYHYIO XOJIAHIMOKAPLUHOMY, Pak
HO/PKENTYIOUHO} Kesie3bl U rano6JacToMy, U ITOBbBI-
menHble ypoBHN [gG4 B CBIBOPOTKE CBSI3aHBI C XY/-
HIUM IPOTHO30M IIPU MeJIAaHOME U 3JIOKAYeCTBEHHDBIX
OILyXOJISIX SKEeJYHbIX IIyTeil.

PT 9: Cucremnas tepanus npu
IgG4-acconuupoBaHHbIX
racTpPOIHTEPOJIOTHYECKUX 3200 BAHUSIX

B9.1. KakoBbl moka3aHusi K Ha4aJbHONl CHCTEM-
Hoii Tepanmuu IgG4-acconuMpOBaHHBIX TaCTPOIHTE-
POJIOTHYECKHX 3a00J€BaHUil U BapUAHTBI TEpamuu?

Ymeepxoenue 9.1.1: BceM maimentaMm ¢ HaJm-
ypeM cuMnToMoB (HampuMep, IpH ITaHKpPeaTHIeCKIX
6oJIsIX, OOCTPYKTUBHOI JKeJITyXe) MOKA3aHO JieueHue,
MHOT/Ia B CPOYHOM TOPSI/IKE B CJIyYasiXx OPraHHO# He-
jocratounoctu. Jledenune MoKeT ObITh TPEJIOKEHO
TaK)Ke MmaiuentaM 6e3 CUMIITOMOB B CJEAYIONIUX CJIy-
vagx: (1) Haamume o6bEMHOrO 00pa3s0BaHUs IPU BU-
3YQIU3UPYIONNX HMCCIEJOBAHUSX JIJIST MCKITIOYEHUS]
3JI0KQUeCTBEHHOIT omyxosn, (2) cTOHKHe OTKIOHEeHWUs
B nokasatesnsax GpyHkuun nedenn (xomecras) B ciaydae
IgG4-acconmuposantoro xomanruta u (3) B cy6rimn-
HUYECKUX CUTYAIUSIX, KOTOPbIE MOTYT TIPUBECTH K TSI-
JKeJION 1 HeoOGPaTUMOI OPTaHHON HEJIOCTATOYHOCTH.
(CTEIIEHbD 1C)

Ymeepixoenue 9.1.2: Her yOeanTenbHbIX TaHHBIX
0 TOM, 4yTo OeccuMuTOMHBIM narmenram ¢ AUMII ne-
06X0/IUMO JIeueHue TOJIbKO JIIsS CHYDKEHUST PUCKA IK-
30KPUHHOM WM SHIOKPUHHONW HEJOCTATOYHOCTHU IO/~
skeayrounoii sxesessl. (CTEIIEHD 1C)

Ymeepxodenue 9.1.3: Hauanbhasi 103a TIOKOKOD-
TUKOU/IOB 3aBUCUT OT MacChl TeJa TAIlMeHTa; Hayu-
naior ¢ g03b1 0,6—0,8 Mr/Kr/cyr BHyTpb (THIIMUHAS
navasbHas 1o3a 30—40 Mr/cyT 9KBUBAJIEHTA TIPEIHI-
30J0Ha) B Tedenue 1 Mecsiia, 4To6bl BBI3BATh PEMUC-
co. OTBeT Ha TEPBOHAYAJIBHYIO TEPAIUIO CJIEIyeT
OIleHMBATh Yepe3 2—4 HeleJn M0 KJINHUYECKHM, OGHo-
xuMudeckuM 1 MopdomaorndeckuM Maprepam. o3y
TJTIOKOKOPTHKOUIOB CHUIKAIOT IMOCTEIIEHHO, Ha 5 MT
Kakable aBe Hegean (IIUTeNbHOCTh CHIDKEHMS JO3bI
cocrasasger 3—6 mecanes). (CTEIIEHD 1C)

Kommenrapun: [Tokazanus K JIEYeHUTO
y TAIMEeHTOB C HAJUYUEM CHMITOMOB: OOCTPYKTHB-
Had KeJaTyxa, 00Jb B JKMBOTe, TaHKpeaTHmieckue 6om
n nopajkeHue BHemaHkpeatumueckux opraHoB JKKT,
B ToM unciae 1gG4-AX. Ilo aureparypHbIM JaHHBIM,

y 10—25% mnamumentoB ¢ IgG4-accorumpoBaHHBIMU
3a60JIEBAaHUSIMI CUMIITOMBI TIPOXO/SIT CAMOCTOSITEb-
HO Ge3 MeIMKaMeHTO3HOro (III0KOKOPTHKOMIAMU
WM UMMYHOCYIPECCUPYIONUMHU TIperapaTtaMu), 9H-
JIOCKOTIMYECKOTO WJIM XUPYypruveckoro Jjeudenus [13,
14, 204]. BpokujgatenbHasi TAaKTHKA, TAaKUM 00pa3oM,
[MOJAXOMUT /IS 3HAUYUTEJbHON Joyu mamueHTos [205].
JlaHHBIX TI0 OTAANEHHBIM (DYHKITMOHATHHBIM MCXO/[aM
[gG4-acconnnpoBaHHBIX TACTPOIHTEPOJOTUYECKUX 3a-
6oJIeBaHUIT Mo, OCOOEHHO Y GECCUMIITOMHBIX TIalln-
erroB. O caxapHoM auabere coobmanoch y 19—67%
MarueHToB, 06 HK30KPUHHONU HEIOCTATOYHOCTH TIO/-
SKeJTy I0YHOM skese3bl y 36—85%. IIupokuii ananaszon
pPe3yJabTaTOB MOKET OBITh OGYCTOBIEH MAJIOW BEJTHYM-
HOW BBIOOPOK, MaJbiM BpeMeHeM HaOI0eHUs U OT-
CYTCTBMEM CTaHIAPTU3AINN KPUTEPUEB HHIOKPUHHOI
" 9K30KPUHHOI HenocratouHoctn [34, 206]. Kpome
TOTO, B OJHOM aHa/M3€ BBIKMBAEMOCTH HE OI[€HUBa-
JIN 3HAYUMBIX PasJnuuii Mexkay nanuentamu ¢ 1gG4-
ACCOIMIPOBAHHBIM 3a00JieBaHIEM ¥ OOIIel MOTy.JIsi-
nueit. Ilokasarenn BBLKMBAEMOCTH cOCTaBasan 91
u 72% qepe3 5 u 10 jer coorBercTBerHo [34]. Ilennpio
JIeYeHUs SBJISIETCS TI0/IaBUTh BOCIIAJIEHNE, OTO/[BUHYTh
nporpeccupoBane GpudPo3a 1 MPEAOTBPATHTD OCIOK-
HEHUSsI, TO/I/IEPKUBast 3a60JeBaHNe B HEAKTHUBHOM CO-
CTOSTHI.

CambiM 3(pPeKTUBHBIM HAYAJIbHBIM JIEYEHHEM OCTa-
I0TCST TJIFIOKOKOPTUKOU/IBI, XOTSI KIMHUYECKUX UCCJIEI0-
BaHUi 110 3(PHEKTUBHOCTH TO/IIEPIKUBAIONIEI Teparnun
rimokokoprukoniamu Masio [ 14, 16]. TimrokokopTukon bt
SBJIAIOTCS TIPEJIIOYTUTEIBbHON Tepamueil I1epBoit Jin-
HUU 1pu  akTHBHOM 1gG4-accormmmupoBaHHOM  3a60-
JeBaHun ¢ 4yactoroil orBera 97—100% 1 3HAYUTEb-
HBIM CcHIDKeHueM ypoBHell IgG4 B cpiBopotke [14].
Jleuenne TTIOKOKOPTUKOWIAMU  CJIEIyET HAYMHATD
B gose 0,6—0,8 Mr/kr/cyr BHyTph B TedeHue 1 Me-
csina, 4To6bl BBI3BATh PEMUCCHUIO, HO MEPBOHAYATIbHAS
J103a TJIIOKOKOPTUKOUIOB MOKET ObITh CKOPPEKTUPOBA-
Ha. DTy KOPPEKIMIO CJeyeT MPOBOJAUTH HA OCHOBA-
HUW MacChl Tela B CAy4yae KpaiiHe arpecCHBHOTO 3a-
Gosepanus (MCIIOAB3YIOT HavajbHble H03bI >40 Mr/
CyT) WM y TOKUJIBIX MAIMEHTOB C OYEHb JIETKNMU
cumnToMamu (MCToJIb3yIOT 1031 <20 Mr/cyt). Y ma-
IIUEHTOB C CaXapHbIM JUAGETOM BAKHO ONTHUMU3UPO-
Barh /MAGETHUECKNN KOHTPOJIb U TEPANUIo Mo podu-
JIAKTUKE OCTEONOoPO3a, Mpesk/e YeM HAUYUHATH TEPATTUIO
TTIOKOKOPTUKOW/IAMU, €CJT 9TO BO3MOKHO. VIMerorcs
HOBBIE JIAHHBIE TI0 YaCTOTE PEMUCCHUI TIPU HU3KUX J10-
3ax IIIOKOKOpTHKOnA0B (Hanpumep, 10—20 Mr/cyT aK-
BUBaJIEHTa IpeJHn30/10Ha), [14, 16], HO oHM caMmKOM
npe/BapuTesibHble, YTOOBI TIpeiaraTh uX 3jecb. OTBer
Ha TJIIOKOKOPTUKOW/IbI CTAJ YacCThiO JUATHOCTUYECKUX
kpurepues [ 1]. ITo TOBOPUT O TOM, UTO CTEHTHPOBAHNE
JKEJTYHBIX TTPOTOKOB He SIBJISIETCST 06s13aTe/IbHbIM B CO-
YeTaHWN € TIIOKOKOPTUKOUJAMU B CJIyYasix OOCTPYK-
TUBHOH sKeatyxu st xonanrura [1]. JKenryxa mom-
HOCTBIO paspemnasach MeHee yeM 3a 15 gHell Tepanumn
[IIOKOKOpTHKORAaME (6€3 CTEHTHPOBAHUA) ¢ GBICTPOH
HOpMasu3aiueil nmokasaresieil (byHKIIMKM TIEYEHW B Cbl-
BopoTtke. CTEHTHPOBAHUE JKETYHBIX ITPOTOKOB MOKET
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JIayKe CIIPOBOINPOBATH (DOPMUPOBAHKE KaMHEH B MO/-
kemynounoit skenese npu [gG4-AX m AUIL [207].
Kak mokazano Yukutake et al., orkionenust 8 cbiBopo-
TOUHBIX MTOKA3aTesIX (DYHKITUN TledeHn ncuesann y 80
u 100% nanmenTtoB yepes 15 u 21 f1eHb COOTBETCTBEHHO
[208—210].

Hecmotpst Ha 3(hHEKTUBHOCTD TIIOKOKOPTUKOUIOB,
MPUMEPHO y TPETH MAIMEHTOB HAGJIONAETCS PEIu/InB
3aGoseBannst Ha (hOHE CHIKEHMS 03Bl MPernapaTos,
910 TpeOyeT TMOBTOPHOH WHAYKIIMOHHON Tepamun
[14]. [lns takoil MOBTOPHOI WHAYKIIMOHHON Tepanuu
OOBIYHO TOBBIMAT 103y TJIIOKOKOPTUKOUAOB, MOCJE
Yero JJINTEJNbHO CHIZKAIOT ee. PelujnB MOXKeT pas-
BUTBCS B TOM K€ OpraHe, 4To ObLT TOPakKeH M3HA-
YaJbHO, JNOO, YTO MHTEPECHO, B OpraHe, KOTOPBIN
paHee He ObL1 3aTpOHYT [14, 75]. Peruaus vamie pas-
BUBAETCSl y TIAIMEHTOB, paHee He MOJyYaBIINX TJIIO-
kokoprurkouasl (okosmo 40%), 4eM B caydasx, Korja
Tepanusi TIIOKOKOPTUKOUIAME pPaHee TMPOBOIIIACH
(oxon0 25%) [14]. B AsmaTckoM permone, 0COGEHHO
B Anonnn u Kurae, mo 3710il npuunHe peKOMEHIYeTCsI
TMoAAePKUBAIONIasg Tepanud Ha TpoTsiKeHnn 12 Mme-
csiteB.  HeoGXOAMMO  COMOCTaBUTD  TTOTEHIHATHHBIE
mo6ouHble 3(MMEKTHI AINTENBHON MO/ePKUBAIOIIEH
TepaNun TJIIOKOKOPTUKOUIAMU C YaCTOTOM PEIUNBOB
(0KOI0 5% TIpM TOAAEPKMBAIOIIEH Tepannuu B CPaB-
Heanu ¢ 22% 6e3 nee) [211]. He uMmeercss JaHHBIX,
KOTOpBIE TTO3BOJTIIN OBl PEKOMEH/I0BATD MOJIEPKUBA-
IOIYTO TEPAITNI0 HU3KUMHU JI03aMU TJTIOKOKOPTHKOW/IOB
Ha TIPOTSKEHWH HECKOJbKUX MecsieB. OTHaKO psit
HKCIIEPTOB PEKOMEHYET MOIEPKUBAONIYIO TEPANTUIO
IIIOKOKOpTHKOnAaMn B go3ax <10 mr/cyr (9xBuBa-
JeHt 2,5—10 Mr/cyT NpeHN30I0HA) Ha MPOTSHKEHUN
12 MecsneB. B HEKOTOPBIX SIMOHCKHUX IEHTPAX TIPO-
JOJDKAIOT TePanuio HU3KUMM Jo3aMu (5 MT) MPeIHN-
3o0Ji0Ha Ha mpoTsbkeHuun 3 Jiet [212] u gaxke jposbiie
[213].

BY9.2. KakoBbl nokazaHusi K HMMYHOCYIPECCHB-
Hoii Trepanuu npu [gG4-acconnupoBaHHBIX raCTPOIH-
TEPOJIOTHYECKUX 3a60JIeBaHUSIX ?

Ymeepxoenue 9.2: Tipu perauBe 3a60J€BaHUsT
MOKA3aHO 06aBjeHe WMMYHOCYNPECCUBHBIX Ipe-
MapaToB sl TOJJEPKAHUS COCTOSTHUSI PEMUCCHH,
a TaKk)Ke y TAIMEeHTOB C BBICOKUM PUCKOM PEII/INBA,
0COGEHHO TIPU TOJMOPTAaHHOM TopakeHun. Ecian u3-
MeHEeHUIl B aKTUBHOCTHU 3a60JIeBaHUsT HET W HAGJIIO-
Jaercs peluauB B mepuoj 3 Mecsues tepamuu (mpu
CHIDKEHUN JI03Bl TJIIOKOKOPTHKOU/IOB WMJHU TOCTE WX
OTMEHDI), CJeLyeT AOGABUTb K Tepamud UMMYHOCY-
npeccusnble npenapatel. (CTEIIEHD 2C)

Kommentapun:  IIpuMenenHme  UMMyHOCYTIpeC-
CUBHBIX TPENapaToB KaK [OMOJHEHWS K TJIOKOKOP-
TUKOMJIaM B KavecTBe HavajgbHOU Tepannu 1gG4-
ACCOIMITPOBAHHOTO 3a00JIEBAHMS BCe elre CIopHo [ 14].
Craust MHAYKITMA PEMUCCUH OTIPEENSIeTCsT KaK BbI-
MOJIHEHWE KaXKI0TO M3 MEPEeYNCJeHHBIX HIDKE KPUTe-
pues uepes 6 mecsues jgedenns: (1) CHUKeHHE YPOB-
Hs1 1gG4 na >50% [204]; (2) mo3a rIlOKOKOPTHKOUIOB
CHIDKEHA [0 TojjepskuBaomieil go3pr <10 wmr/cyT;
u (3) orcyrctue [14] peruauBa B I€PUOA CHUKEHHST

JI03bI ITIOKOKOPTHKONIOB HA MPOTSIKEHUN 6 Mecsiles.
B nenom IgG4-accormmpoBanible 3a60T€BAHUS TYB-
CTBUTEJbHBI K TJIIOKOKOPTUKOMIAM, HO KaK HUMEHHO
JIydIlie BCETO JTOOWBATHLCS PEMUCCHU, OCTAETCS Hesic-
HbIM. Kpome Toro, MoHOTepanuu TrIIOKOKOPTHKOUIA-
MU MOJKeT ObITb HEJIOCTaTOYHO jJisi KoHutpoJs 1gG4-
ACCOIMUPOBAHHOTO 3a00JI€BaHUsI, a Yy HEKOTOPBIX
MAIUEeHTOB Ha (DOHE CHUIKEHUST JIO3BI TTIOKOKOPTIHKOM-
JIOB BO3MOKeH peluanB. Hacrora peryanBOB BbICOKA
u cocrasjster ot 26 mo 6osee 70% [13]. B gamonckom
UCCIe/JOBaHIN OBLIO TIOKA3aHO, 4TO JJINTESbHAS IO/
JIep>KUBATOIast Tepanust TIIOKOKOPTHKOUJIAMHI B HU3-
Koii mose (2,5—7,5 Mr/cyr B TedeHue 3 JieT) MOXKET
CHUBUTH PUCK penuamsa ¢ 58 mo 23% [211]. Oanako
PUCK, CBSI3AHHBIN C JJIUTETbHOI Teparnueil TJII0KOKOP-
TUKOWZaMH, TpeGyeT IMepecMOTPeThb TaKyl BO3MOK-
HOCTb. DaKTOPbI pHUCKA PEIUINBA H3YYEHbI MaJo.
O[HAaKO TPOTHOCTHYECKUME (DAKTOpaMu peIuanBa
MOTyT ObIThb BbICOKHII ypoBeHb 1gG4 B CBIBOPOTKe,
TIOCTOSTHHO TIOBBINEHHBbIN ypoBeHb [gG4 B ChIBOPOT-
Ke II0CJIe Tepaluu TJIOKOKOPTUKOMIAMH U MOJIHOP-
ragHoe mopaskeHue. Kpome Toro, 49TOOBI M36€KATDH
OTAQJIEHHBIX MOOGOYHBIX 3((DEKTOB Tepamnuu TIJII0KO-
KOPTUKOW/IaMW, TIOKa3aHO Ha3HAUYe€HUe CTaHIapTHBIX
CHIDKAIONINX [I03bl TJIIOKOKOPTUKOK/IOB IIPENapaToB
(azatmonpun, 6-MepkanTomypuH, MuUKO(dEHOIaTa MO-
ermst, 1MKIOCTIOPHH A, TAKPOJUMYC, METOTPEKCAT,
mukaodochamna wam purykcumalb). [lpun peruamse
UCIIOJIb3YIOT O KpaiiHell Mepe TPH CXEeMbl TepPaIlii:
(a) TIIOKOKOPTUKOMABI B BBICOKOW J103€, 3aTeM TIOJ-
JIep>KUBAIONIAS Tepaliis HU3KIUMHU J03aMU TJIIOKOKOP-
TUKOWIOB WJIN CTEPOUACOEPETAIIUMI TPeTapaTaMu;
(b) rIOKOKOPTHKOUIBI B BBICOKOIT 03¢ 6e3 mopep-
sKuBatomen reparmmn; win () WHAYKIMOHHAS TePaITist
PUTYKCUMa6oOM C MOJJEPKUBAIONIEH Tepanueil pu-
TykcuMaboM uian 6e3 Hee. [IOCKOTBKY TTIOKOKOPTH-
KOCTEPOU/IbI C BBICOKON 3((PEKTHBHOCTHIO TIPUBOJST
K MOBTOPHOW wHayKumu pemuccun (>95%), nemeco-
06pasHo, €ec/u MAllUeHT 3TO IIEPEHOCUT, IOBTOPUTH
KypC TJTIOKOKOPTUKOMIOB B BBICOKOH /103€.

B9.3. Kakume wuMmMyHOCylpeccUBHbIE Tpenapa-
Thl (A1 KAaKUX NAlNUEHTOB) CJeAyeT NPe/JI0OKHTh
aast nedenusi 1gG4-acconunpoBaHHBIX TacTPOIHTE-
POJIOTHYECKHX 3200JieBaHUii M KaKOBBI BTOPHYHBIE
addexTsl cucTeMHoll Tepanuu?

Ymeepooenue 9.3.1: Y naumeHtoB ¢ pesu-
CTEHTHOCTBIO K BBICOKMM J/I03aM TJIIOKOKOPTHKOUJIOB
WJIT UX HETePEHOCUMOCTDIO JIJIS TO/IZIEPKAHUS PEMUC-
CHM WM IPHU OTCYTCTBUH OTBETA HA MMMYHOCYIIpEC-
CUBHYIO Tepanuio TokazaH purykcumab. [Ipemapar
ogar (375 mMr/M? mom@agu IOBEPXHOCTH TeJa)
OJINH Pa3 B HeJETI0 B TeueHNe 4 HeJlesb, a 3aTeM pa3
B 2—3 Mecdna win B Buje ABYyX uHdysuit mo 1000 mr
C TIepepBbIBOM MeXAy HuMHU 15 mHel kaxzabie 6 Mecs-
nes. (CTEITEHD 2A)

KommenTtapun: Ectb BecoMble TaTohU3MOJIOTH-
yeckue OOGOCHOBAHUS JIJIsI NPUMEHEHNsT pUTyKcuMaba
mpu 1g G4-accormmpoBaHHBIX 3a00JI€BAHUSX, YTO TO-
3BoJIsIeT cHWXKaATh KojmdectBo CD20" B-knerounbix
MPEIIeCTBEHHUKOB  O0JIE3Hb-CIEII(UIHOTO  KJIOHA
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I1a3MO6JIACTOB. Y MeHbllleHne KoaudyecTsa B-mumdo-
IIUTOB TOJ] BIMSHUEM PUTyKcuMaba € BBICOKOW 3-
(bexTUBHOCTBIO MHAYIUPYET U MOJJIEPKIBAET PEMIC-
cufo. IloMUMO TJIIOKOKOPTHKOU/OB, PUTYKCHUMal —
€IMHCTBEHHDII1 IIperapar, WHAYIUPYIOMUIl PEMUCCHIO
npu IgG4-acconmmpoBanHbIX 3a6oseBanusgx. OH 1Mo-
Kazasa ceOsl TepCreKTHBHBIM CPEJCTBOM Y IAIMEHTOB
¢ IgG4-accormmmpoBaHHBIM 3a60/I€BaHNEM B MPOCIEK-
TUBHOM OTKPBITOM wucciepoBarun (30 manueHTos),
rje Jacrota oTBeTa cocraBistia 97% CO CTaTHCTH-
YecKH 3HAYMMbIM CHIKeHHeM wucxomnoro IgG4-A3
NO. Knuamyeckuit oTBET, Kak MPABUJIO, PA3BUBAETCS
yepe3 4 wegenu tepanuu [15, 214, 213].

[Ipn IgG4-accommmpoBaHHBIX TaCTPOIHTEPOTIO-
IrMYecKUX 3a00JIEBAHMAX PUTYKCUMAO TIPOSIBUT a-
(exTUBHOCTD KaK mpu cxeMe Tepamun 375 Mr/M? pas
B HEJeNI0 B TeueHue 4 He/lesb, a 3aTeM MOJIePKU-
Batonme nHdysun Kakapie 2—3 Mecsiia (OHKOreMa-
TOJIOTUYECKHUIA TPOTOKOJI), TaK W TPU CXeMe JIBE WH-
dysun mo 1000 mMr ¢ mpomexxyTtkoM 15 aHelr MeskIy
HUMU Kaxkapie 6 Mecsies (MMMYHOTOIHYECKHUiT MPO-
TOKOJT / TIPOTOKOJ TIPH PEBMATOMIHOM apTPUTE)
[216]. TlogmepsxkuBaioiniast Tepanusi PUTYKCEMaOOM
TPOIOJKUTEBHOCTRIO 10 2 JleT 6blia CBsI3aHa ¢ 60-
Jiee JIUTEJNbHOI Ge3pelnnnBHON BbIKIBAEMOCTHIO.
Cremyer oTMeYaThb He)KeJaTelbHbIE SIBJCHUS, TaKue
Kak MHOY3MOHHbIE PEAKIUH, T'HIOraMMa-TJI00yInHe-
MU0 U TsDKesable mHGeknnu. Putykcnmab obmamaer
PSIIOM [IPEUMYIIECTB, TAKUM KaK CcTepouacOeperaio-
miee JieficTBre, HAJNYNe JAaHHBIX 0 WHAYKIUT PEMUC-
cun 1 (BO3MOKHO) Jiydnuii mpodusib 6e30MacHOCTH,
YeM y TTIOKOKOPTHKOU/IOB WJIH MMMYHOCYTTPECCHBHBIX
IPEenaparos.

Ymeepoodenue 9.3.2: VIMMyHOCYIIPECCUBHDIE TIpe-
naparbl. Vlcrmosb3yeMble MMMYHOCYIIPECCUBHBIE IIpe-
nmaparbl BKJIIOYAIOT B ce6s: THomypuHbl (azatnonpun
u 6-MepkanTonypun), MukodeHonata Moderia, Me-
TOTPEKCAT WM WHrMOUTOPHI KaabluHeBpuHA (Takpo-
mumyc u mukaocnopud A). (CTEIIEHB 2A) [15,
217-219].

Kommentapun: Jleyenue tuonypunamu (asatuo-
npuH 1 6-MepKanToyapun). XOTs JaHHBIX B TTOIEPK-
Ky IPENMYIIECTBA OHOTO U3 TIPEIapaToB Majo, Ipej-
JIaraeTcs MCMOJb30BaTh aszaTnonpuu (2—2,5 Mr/Kr)
[15]. CormacHo HeflaBHEMY MeTaaHAIN3Y, a3aTHONIPUH
HasHavamm B 85% CIydaeB, CIEAYIONNM IO YaCTOTe
npenaparoM Obut Mukodenonata modernt (MMO).
Bo MHOTHX cirydasgx coo6IIanoch o penunBe Ha (hoHe
HU3KKX /103 azaruonpuna (50 Mr B cytkn). ITosromy
CJIelyeT CTPEMUTHCS K 103e 2—2,5 MI/Kr MO Ipu-
CTAJbHBIM KJINHUYECKUM U Ja60PATOPHBIM KOHTPO-
aeMm. Coo6manoch, dYTO pPenUANB KOHTPOJUPYETCs
HOBBIIIEHNEM [[03bl, HO INIPH OILEHKE CEPUH CJIydYaeB
GOJIBIITUHCTBO OTBETOB JIOCTUTATOCh B KOMOWHAITNN
C TJIIOKOKOPTHKOUIAMHE, YTO 3aTPYIHSIET OLEHKY 3d-
exrusnoctr [90]. B penkux ciaydasx aszatuonpuH
u 6-mepranronypun (6-MII) MoryT Bbi3bIBaTh Mue-
JIOCYTIPECCHIO, TOKCUYECKWIT TeTTaTUT WA TTAHKPEATUT,
4TO TpeOyeT Mepexo/ia Ha JAPYToil HMMYHOCYTIPECCHB-
HbI penapat. CoolImanoch o MeoM psijie TOGOYHBIX

3¢ dexToB (XOPOIIO U3BECTHBI IO JICYEHUTO TAI[MEHTOR
C BOCHATUTENbHBIME 3a00JEBAHUSAMN  KUIIEYHUKA).
Bo ¢panIy3ckoil MpOCHEeKTHBHON KOTOPTE MAI[MEHTOB
C BOCTIAJTUTETbHBIMI 3200/I€BAHNUSMI KUTIIETHUKA PUCK
sumponpomdeparuBroro 3a6oseBanust Ha QoHe Te-
panmum THOIyPUHAMHU OleHnBascsa Kak 5,28 (2,01—
13,9), ocobeHHO y My:KuMH cTapiie 65 JeT, 4To Xa-
pakTepHo Ay maneHToB ¢ [gG4-acconmmmpoBaHHBIMI
3aboseBanusamu [220].

Tepanust MuxodeHomara Modermiom (MMD).
B HenaBHeM KHMTAHCKOM PaHJIOMH3MPOBAHHOM KOH-
TPOJUPYEMBIM UCCJEOBAHUT MOKA3aHO, YTO TIOJIEP-
SKUBAIOIIAsl Tepanus MUKO(MEHOJIATOM B JOINOJHEHHe
K TUIIOKOKOPTHKOH/IAM CHIDKaIa pHucK permamsa (21%
uepes 12 Mecs1eB) M0 CPABHEHUIO C TOJIBKO MIIOKOKOP-
mukongamu (40%), Ge3 BO3pacTaHMs 4aCTOTHI HEKe-
JarerbHbIX siBienuii [221]. Teparmmio MM O caenyer
HAYMHATD ¢ 703bl 1 T'/CyT, KOTOPYIO MOKHO YyBeJIH-
yuth 10 1,5—2 1/cyT, BHUMATEIbHO HAGJIOas1 32 110~
KazareasiMu o0Tero aHagn3a KpoBu. Kak u B ciydae
a3aTHOIPUHA, COOOIIAJIOCH O TOM, YTO Y MHOTHX IIa-
1eHToB Ha (onHe HU3KUX 703 MMD ¢! r/cyT) pas-
BUBAETCS PELUINB.

Tepamusa wmerotpekcatom (MTX). B nHeckoun-
KUX cepusix ciyvaeB omucaHa poab MTX y mamu-
eHToB ¢ penuamBoM IgG4-accorumpoBanHOrO 3a00-
aesanusg [219]. ¥V 10 mamumentoB MTX HasHauaan
BHYTPb WJIU MOJKOKHO HAYNHAS C MOMEHTA B CPEHEM
uepes 5 Henenb (auanason 1—16) mocsie Havana npu-
eMa BHYTPb TJTIOKOKOPTHKOU/IOB B CPeHEH CyTOYHOMN
J03e IpenHn3o0/0Ha, pasHoil 20,8 Mr (B amamasone
10—50). Hauwampuas mosa MTX cocrasmsma 10 mr
B HeJIeJI0, 3aTeM ee yBeanunBain o 20 Mr B HeJeJo.
UYepes 12 mMecaues nocse Hauasa tepanun MTX y mre-
CTU TIAIIMEHTOB OTMEYAJACh PEMUCCHS, a y YeTbIpex
COXPaHsSJIaCh YACTUYHAS PEMUCCHS HA CPEHEN CyTOu-
HOIT /103e TIpeiHn30JI0Ha 2 MT. Bo BTOpOil cepun ciy-
yaeB Tpy marmenTa noaydaan MTX: y ogHOro pemuc-
CHUsl COXpaHAJach yepe3 34 Mecdla, y ABYX JAPYTUX
Ha ¢one teparmu MTX yepe3 24 Mecsna pasBuics
petmaus [218, 219].

[pyrue UMMYHOCYTIDECCUBHBIE Mpernaparhbl.
Wuru6uropst Kaiapunaespuna (MKH), takue kak Ta-
KPOJUMYC WJIH TIUKJIOCTIOPUH A, MOTYT UCTIOJIb30BATh-
sl Kak cTeponzicOeperaolue npenaparbl y MaieHToB
¢ lgG4-acconmmpoBanHbIMU  3200JI€BAaHUSMHU, KOTO-
PBIM IIPOTHUBOIIOKA3aHA WM y KOTOPbIX Headdek-
TUBHA Jpyras Tepamnus. B wmMeromumxcs cooOIMEHUSIX
0 CJIyYasx IeJeBOl YPOBEHb TaKPOJUMYyCa COCTaB-
sl 5—7 ur/mi, a uukaocnopuia A 80—120 ur/ M.
Jlauupix no adderrusHoctn MKH kak crepounctOe-
perafomux tmpemapatoB npu [gG4-accormmpoBaHHBIX
3a6oseBanusax Maso. Crexyer y4uTbIBaTh, 4TO JIJIN-
teabHoe TpuMeHenne MKH MmoskeT BBI3bIBaTH apre-
PUATBHYIO TUIEPTEH3UIO WJIM MOYEYHYI0 HeJI0CTaTOY-
HOCTD Y TIOXKUJIBIX TTAIIUEHTOB.

[Tpumenenue nuxnodochamuga MoaUGUITUPOBAHO
UCXOJST U3 ero MpUMEeHEeHUs NP BacKyJuUTe, CUCTEM-
HOIl KPacHOI BOJIYaHKe ¥ PEBMATOMIHBIX 3a00.JeBa-
HUSAX; €TO BBOJAST B BU/E BHYTPUBEHHOU WHQY3UN
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Puc. 1. KT-uzo6paxenust 6promruoii ooctu npu 1gG4-A3. «KosmbacoBugHas» MOKeNyI0UHAST JKeJle3a ¢ moTepeit
J0AbKOBOM cTpyKTYpbl (caieBa). HakolieHne KOHTPACTHOrO BEIECTBA JUCTANbHON 4aCThIO OGIIErO KEeTIHOTrO HPO-
toka (OJKII, ykasano crpenkoii), npusnak 1gG4-accomuuposanunoro xomanrura (IgG4-AX). O6parure BHEMAa-
HUe Ha THIMYHbIe udMeHenus 1movek (ykasaHo crpenkoii), xapaxrepubie mist [gG4-A3, noarBepkaaiome

jquartos [225]

WU TPUHUMAIOT B TabreTkax B qose 50—100 mr/cyr,
YacTo TPHU IPOSIBJEHUSX 3a00JI€BAHUsT BHE TIO/Ke-
JIyIOUHOU »Kesie3bl U JKeJuHbIX IIyTeil. B xuralickoM
KOHTPOJIMPYEMOM HCCJIEJ0BAHIN TIOyYeHbl [AHHbIE,
TOBOPSIIUE O TOM, YTO THKJIOPochHaMua B JOMOJTHE-
HIe K TJIIOKOKOPTUKOWM/AM CHIDKQJ PHCK DEIInBa
sa6onesarnns (12% uvepes 12 Mecsies) Mo cpaBHEHHIO
¢ TosbKO TUoKoKopTukouaamu (39%), uro, ojHAKO,
CBSI3aHO C BO3pacTaHueM TOKCHIHOCTH [222].

VMMyHocynpeccuBiblie TpernapaTbl 06JaJaloT 3a-
MeTHO 6oJiee BHIPAsKEHHOH TOKCHYHOCTBIO BMECTE C Ya-
CTBIMU PEIUANBAMU TP UCIIOJb30BAHUY B KAYECTBE
MoHoTeparun. OueHb Majo M3BECTHO HA 3Ty TEMY,
9TOOBI MOKHO ObLIO TIPEJIAraTh MOHOTEPAIMIO UMMY-
HOCYIPECCUPYIONIMHE TIperapaTaMu.

[TockonbKy — HET  PaHIOMH3UPOBAHHBIX  KOH-
TPOJIMPYEMBIX HccaeqoBaHnii mo JedeHnio [gG4-
ACCOIMUPOBAHHBIX  3a00J€BaHUil,  BKJIOYAIONINX
pas/JMYHbIE TIPEraparbl, HauJIydllee HAYYHO 0GOCHO-
BaHHOE JieueHre 9Toro 3a6ojieBaHms TOKa He pa3pado-
TaHo. Ber6op ompeziesieHHOTO penapara s JedeHns
IgG4-acconnnpoBaHHoro  3a60JI€BAHUST  OTINYAETCS
B Pa3HbIX CTPaHaX, Y Bpauell padHbIX CHENNATbHOCTEN
U 3aBUCUT OT IOPAKEHHBIX opranoB. [loaTomy mHy:K-
HbI MHOTOIEHTPOBBIE KJIMHUYECKUE WCCIEIOBAHMS,
BKJIIOYAIONe GOJIbIIOe KOJTUYECTBO MAIMeHTOB, YTO-
6b1 pas3paboTarb ITPOTOKOJBI ONTUMAJIBHONU Teparuu
npu [gG4-acconnnpoBaHHbIX 3a60I€BAHUSIX.

Oo6.1acTH, T/Ie OCTAIOTCS BOMPOCHI,
mepCrneKTUBBI

[Janubie pekomengaiuun UEG paspaGoTanbl ¢ 1ie-
JIBI0 06ECTIeYnTh PAIFOHAIBHYIO0 OCHOBY [IJIST MArHO-
ctuku 1 JedeHus: 1gG4-acconMupoBaHHBIX TAaCTPOIH-
TEpOJIOTHYEeCKNUX 3a60JIeBaHMil. MBI JOCTHIIN 3TOMN

I[eI, OJHAKO, 4UTO HeW36eXHO /IS CPaBHHUTEJIBHO
penkoro 3a6oJieBaHusi, HAa KapTre MHUIIEBAPUTETHHO-
TO TpPaKTa €cTh ellle HeCKOJbKO GesNbIX TATEH B TOM,
YTO CBSI3aHO C OTUM 3ara/[OYHbBIM 3a60JI€BAHIEM.
[ToaToMy nsS HEKOTOPBIX OOJacTell JAHHBIX MaJo
WM, BO3MOKHO, HET, Ja’Ke eCJM IKCIEPTbl IPUIILIN
K COIVIaCMIO OTHOCHUTEJbHO OIlpe/le/leHHOIl NPaKTUKU.
Mtuoroe jiesaercs 0 aHAJOTHU C APYTUMHU 3a60J€eBa-
HusaMHu, HanmpuMep npuMenenne npu IgG4-AX ypco-
JIe30KCUXO0JIEBOI KUCJIOTBI, KaK MPU JAPYTUX XOJAHTH-
OTATHAX, TAaKNX KAaK MepBUYHBIN OMJIMAPHBIN INPPO3
nan IICX.

CiaepoBaresbHO, Kak ¥ B cjlaydae €O MHOIMMU
JIPYTUMH DPYKOBOJICTBaMHU, ObLIN BbISIBJEHbI 006J1acTu
OyAYyMNX WCCJAEOBAHMI [IsT TOJTyYeHWS [JaHHBIX,

v ;
' E
$

Puc. 2. Knaccnduranus [gG4-accormmpoBaHHOTO XO0-
nanruta [83] (orHocuTCs K yTBepKACHUIO 3.2)
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Tabauya 1. (Yrepxaenue 1.3): 3naunmocts CA 19-9 ais muddepenunansroro aumarnoza AUIL u paka

TTO/IKEJTy IOTHON JKeJIe3bl

CA 199 | Yyscrsu- G IIpornocruueckas | IIpornocruyeckas
WccrenoBanme O6paszertr MOPOT | TEJIBHOCTD puaHOCTH IIEHHOCTD TICHHOCTD
e/ nend) (%) (%) TOJIOXKHUTEILHOTO | OTPHIATEIHHOTO
pesyabrara (%) pesyabrara (%)
Chang et al., AWII: 188 37 84 73 68 86
2014 [21]
AKIIK: 130 |85 74 91 87 83
Van Heerde XII: 86
ctal, 2014 221 Ty 33 |74 73 74 - -
AKITK: 53
[pyrue
3a00JIeBaHUSI:
145
Yan et al., 2017 | AWUIIL: 25 306,75 56 96 — —
[23] AKIIK: 100

[Tpumeuanue. AUII — ayrommmynnbnii mankpearur; AKIIYK — ageHokapnuHoMa nopxesryodnoil skenesnl; XII — xponmueckuit

nmaukpeatut (HeayTOMMMYHHOI HTHONOTHIL).

KOTOpbIe GyAyT BKJIIOYEHBI B CJEAYIONIHE BEPCUU pe-
KoMeHaIuii. OCHOBHbBIE BOIPOCHI TAKOBDI:

© YacToTa 3JIOKAYECTBEHHBIX OIyXOJiell y Talu-
entoB ¢ IgG4-accoltMMpoBaHHBIMU TaCTPOIHTEPO-
JIOTHYECKUMY 3200JIEBAHUSIMU B CPAaBHEHUU C TOJ0-
OpaHHBIMU 1O BO3PACTy, MoJay ¥ (axkropaM pucka
KOHTPOJIbHBIMU T'PYIIaM, 1 J00bie (haKTOPHI PHCKA
X Pa3BUTHS JOJUKHBI M3y4aTbCd B ITPOCHEKTUBHBIX
UCCIeIOBAHUSX;

+ IPOCHEKTUBHBIC MCCIEIOBAHUS 10 OIEHKE TOY-
HOCTH MeTOJ0B Busyamusupywomei anarnoctuu (KT,
MPT, II9T-KT), naxe ¢ IOMOIbIO MHHOBAIMOH-
HBIX METOZ0B IOCT-06paloTku (pagnoMuKa, aHaIn3
TEKCTYP), B PA3JUYCHUN OYATOBOTO AyTOMMMMYHHO-
ro maHKpearnta M n3osnpoBaHHoro 1gG4-A3 1 paka

MOJKETTY/IOYHON KeIe3bl U XOJTAaHTHOKAPIIMHOMBI CO-
oTBeTcTBeHHO [223];

+  TIOCKOJIbKY HET PaHJOMU3MPOBAHHBIX KOH-
TPOJIUPYEMBIX —HUCcJeqoBaHuii 1o Jedenuio 1gG4-
ACCOIMIPOBAHHBIX TACTPOIHTEPOJOTHMYECKUX 3a60Te-
BaHWil, HaWIydlllee HAy4YHO OGOCHOBAHHOE JieueHUe
aroro 3aGojieBaHusI ToOKa He pazpaboTaHo. BwiGop
olipe/leJiIeHHOTO  Tiperiapara st Jiedenus  1gG4-
ACCOIMMPOBAHHOTO 3a00JIEBAHUST OTJINYAETCS B Pas-
HBIX CTpaHaX, y Bpayell pas3HbIX CIHeluaJIbHOCTeN
U 3aBUCUT OT TIOPAKEHHBIX OPTaHOB; TOATOMY HYK-
Hbl MHOTOIIEHTPOBbIE KJINHUYECKUE HCCJIEOBAHNUS,
BRJIIOYAIOINNE GOJBIIOE KOJIUYECTBO MAIMEHTOB, YTO-
6b1 pas3paborarb ITPOTOKOJIbI ONTUMAJIBHON Teparnnu
npu Ig G4-accormmpoBaHHbIX 3a60JieBaHUsX [224];

Tabauua 2. (Yreepxaenue 2.1): [lnarHocTuyeckue MUKPOCKOIMMYECKHIE TIPU3HAKK ayTOMMMYHHOTO MaHKPe-
atuta Tna 1 u tuna 2 (B3saTo ¢ u3MeHenusMu y Zhang et al.[226])

ANII tuna 1 ANII tuna 2
OKoJI0TIPOTOKOBAS Ectp Ectp
JmM@oTIa3MaTIdecKas
nHOUIbTPAINS
Bocmnasnenue gosex Ectb MDparMeHTapHasi, MeHee BbIpaxKeHHas,
4acTo C MPHUMeEChI0 HeHTPOopNIOB
Buxpesuzanbrii puépo3 Boipasken Penxo
O6mmrepupytonuii aebut [a Penxue
JIumdonHbie HOITUKYTBI Boipasken Penxo
[gG4* mmasmorurapHas Boipaskena HesnaunrenbHast uin OTCyTCTBYyeT
MHOUIbTPAINS
rao Her Ectp
Bocnanenune nepunankpearnyeckoii | BozmoskHO Penxue
SKMPOBOW TKAHU
[Tpumeuanne. AUII — ayroummyHHblit nankpeatut; [90O — rpanysonurapHo-anuTesnasbHble 00pa3oBaHus.
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Tabauua 3. (Ytepxaenne 8.1): PacupocTpaHeHHOCTD 310KaUeCTBEHHBIX OMyXOJell B KOrOpPTax MalueHTOB
¢ IgG4-acconuupoBanubiMu 3a00JI€EBAaHUSIMU WJIM B Koroprax naiueHToB ¢ AVII

ITammentsr co
3JI0KQUeCTBEHHBIMU
omyxosamu n [gG4-
aCCONMNPOBAHHBIMU

3a00JIeBAHUSIMI

ABTOp

KonTpoJsbHas rpymma

BriBo/1bI HCCIEIOBAHUA:
npu 1gG4-acconuupo-
BaHHBIX 3200JIEBAHUSIX PHCK
Pa3/IMYHBIX 3JI0KAYeCT-
BEHHDBIX OIIyXOJIEH. ..

Hirano et al. [180] 12,/95% (13)

AmoHCKUH peructp
3/I0KAYECTBEHHDIX OTyXOJIeit

..HE BO3pacCTaeT

Yamamoto et al. [181] | 11/106% (10) slmonckuii peructp ..BO3PACTAET
3JI0KAQYECTBEHHBIX OIyXOJeil

Asano et al. [182] 28/109% (26) SIoHCKUiT peructp ..BO3pacTaer
3/I0KQ4ECTBEHHBIX OTyXOJIeH

Wallace et al. [183] 20,/125% (16) IMoxoGpaHHble KOHTPOJIH, ..BO3pacraer
o0111ast TOMYJISINS

Ahn et al. [184] 12,/118% (10) OO61mast momyJIsnns ..BO3PACTaeT

Shiokawa et al. [185] 15/108% (14) ITogo6paHHbIe KOHTPOJIH, ..BO3PACTaeT
AnoHckuii peructp
3/I0KQ4ECTBEHHBIX OIyXOJIei

Schneider et al. [186] | 5/28% (18) Hewmernkuii perucrp ..BO3pacraer

3JI0OKQ4YE€CTBEHHbIX OHyXO]IefI

Hart et al. [187] 19,/116% (16)

[Tomo6panHbie KOHTPOJIN

..HE€ BO3pacCTaeT

Lee et al. [188] 0/138% (0)

be3 kKoHTPOJIbHOII rPyMITbI

..He BO3pacCTaeT

Inoue et al. [126] 13,/235 (0%)

bes3 KOHTPOIBbHOI TPYTITHI

..He BO3pacCTaeT

[gG4-acconuupoBaHHble TaCTPOIHTEPOJIOTHYE-
ckre 3a00JI€BaHUST y JIeTell BCTPEUaoTCsl OUYeHb Peji-
KO, M HeOGXO[UMbl MHOTOIEHTPOBBIE WCCJIEIOBAHMS
y Jereif, 4ToObI Jydllie TOHATh TedeHue 3a00JeBaHMs
Yy HUX W OTIPEIEJUTh HAUIydlllee JedeHue.

Pa6ouyas rpymnmna
¥ BHELIHHE JKCIEPThI-PELeH3EHTbI

Bce unenbt paGoueii rpynibr® ykazaHbl KAk COABTOPBI.
Pacnpenenerne o PT nmpusogurcs B gomosmennu (ta6ir.
S2). Cremyiomiie KOJUIETH BBICTYIIAMA B KA4eCTBE BHEII-
HIX 9KCIIEPTOB-PEIEH3EHTOB B COCTABE PabOdell IPYIIIIbI,
BHECSI 3HAUMTETbHBIN BKJIA, U TIOITOMY TaKKe SIBJISIIOT-
CsT COABTOPAMU JAHHBIX PEKOMEHAINI B COOTBETCTBUN
¢ GUIDE: Marc G Besselink!, Marco J Bruno?, Laszlo
Czako®, Marco del Chiarof, Oleksandra Filippova’,
Akihisa Fukuda®, Sebastien Gaujoux’, Phil A Hart®, Peter
Hegyi®, Eduard Jonas'®, Alisan Kahraman', Alexander
Kleger'?, Olexander Kuryata’, Johanna Laukkarinen',
Markus M Lerch!, Giovanni Marchegiani®®, Hanns-
Ulrich Marschall'®, Celso Matos'”, Yair Molad'®, Dilek
Oguz", Aldis Pukitis®, Sohei Satoi*', John H Stone?,
Joanne Verheij** Niek de Vries*

! Orpenenne xupyprun, OHKOJTOTUYECKWIT TIEHTP
AmMcTepaaMa, yHUBEpCUTETCKAs KIMHUKA AMcTepama,
yHuBepcuter AMcrepaama, Amcrepaam, Hunepaanabt

2 OtrpesieHne TacTPOIHTEPOJIOTHH U TellaTOJIOrHH;
MEIUIMHCKAN IEeHTP Jpa3Ma, YHUBEPCUTETCKUH Me-
auimHckuil 1enTp, Porrepaam, Hugepsanbt

3 TlepBas kadeapa MeauIUHbI,
Cerena, Ceren, Benrpus

4 IMompasienenue OHKOJOTUYECKOI XUPYPIrun, OT-
JleJieHe XUPYPruu, MeIUIUHCKUH KaMIyc AHIIYTI]
yuusepcutera Kosopano, [lensep, CIIA; ornenenue
xupyprun, CLINTEC — KaposnHcKuil WHCTHUTYT,
Crokrosipm, IlIBenwmst; 1mojpasaeneHne OHKOJOTHYE-
CKOIl XWPYPTUH, OTAEJCHWE XUPYPIUH, YHUBEPCUTET
[l:xona Xonkwunca, baatumop, CIITA

> Kadenpa suyrpennunx Gosesneit 2 u kadeapa
¢usnosornu, [lHenponeTpoBcKas HAIMOHATIbHAS Me-
IUIHCKag akagemus, [Jaunpo, YrpanHa

6 Kadenpa racrposnrteposiornn u TenaToJOTUH;
BBICIIAg MEUITMHCKAS TKOJIa YHUBepcuTeTa B Kuoto,
Anonus

7 OtpesieHne TMaHKPEATUYECKOW U IHIOKPUH-
Hoil xupypruu, Gonbuuna Komen, [Tapmx, APHP,
Dpannng; [lapmwxcknit ynusepcuter, dpaHius

8 OtxeneHne TacTPOIHTEPOJIOTUN, TEHNATOJOTUN
W MTaHus, yauBepcuteT mrata Oraiio, MeAnIIMHCKNT
nentp Bekcnepa, Koaym6yc, Oraiio, CIIIA

9 Wncruryt TPAHCISATMOHHON MeIUIINHDI,
UccnenoBatenbckuii  1mentp uM. CeHraroram, Me-
quimHCK - akyabrer yHuBepcuteta Ilewa, Ilew,
Benrpus

10 Tlogpasaenenne xupyprun opranoB KKT, orze-
JieHre Xupypruu, yuuepcuter Keitnrayna u 60bHI-
na I'poora Ilyypa, Ketinrayn, IOxnas Adgpura

" OTpesieHne racTpOdHTEPOJIOTHH U TEaTOJOTUH,
YHUBEPCUTETCKasI KJANHNKa JcceHa, ['epmanus

YHUBEPCUTET
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12 MenuiuHCKU 1EeHTp YHUBEPCUTETA YJIbMa,
Llearp BHyTpeHHHX GoJIe3Hell, Kadeapa BHYTPEHHUX
6ose3neii 1, ynusepcurer Yiabma, YabM, Iepmanus

3 Orpenenre TacTPOIHTEPOJOTUN U XUPYPrUH
NUIEBAPUTEIbHON CHUCTEMbBI, KJIWHUKA yYHUBEpCUTETa
Tammepe, u ¢akyabTeT MeAWIINHLI W MEAUIINHCKUX
TexHosoruit, yuusepcurer Tamnepe, OUHIIHIUA

14 Mepurmuackuit  dhakyapTer A, MeIUTTMHCKII
yuusepcuter IpeiidcBanbaa, IpeiipeBanba, lepmanns

5 Orpenenne xupyprum, WHCTHTYT TOIKETy-
JIOYHOI >Kesie3bl, YHUBEPCUTET U GOJbHUYHBIN Tpact
Bepownnr, Bepona, Utamms

16 Kadeapa MoJeKyJISPHON U KJIMHUYECKOU Me[Ii-
uunbl /. JlaGopatopus Basnen6epra, T'éreGoprckoro
yHuBepcutera, ['érebopr, IIserus

'7 Orpenenne penrtreHosiornu, L{eHTp HEM3BECTHO-
ro [Tammamimo, Jlucca6on, Ilopryramns

8 VucTuTyT peBMaTONOruu, MeAUIIMHCKAN TIEHTP
Pa6una, Gompuuia bBefinmnHcona u gabopaTopust u3-
yUYeHnsT BocTmasgeHusi, MeanmmHCKNAN NCCae10BaTe h-
ckuii 1eHTp DesibceHINTeliHA, (PaKyJIbTET MeIUITMHbBI
nmenn Caxsepa, yHuBepcuteT Temb-ABuBa, Ilerax-
Tuxsa, 3panib

9 Ornpenenue racrposnteposornu, Ilkosa menn-
IUHBl [IpU yHUBepcureTe Kupmkkane, Kupuxkarne,
Typrus

20 [IeHTp racTpOIHTEPOJIOTUHN TelaTOJOTHH W MUTa-
Hus, yHUBepcuTerckas kamnHnka I[laynza Crpaamaca,
yuusepcutet Jlatsuu, Pura, JlatBus

2 Tlogpasienenne MaHKpeaTOOWTUAPHONW XUPYP-
TUH, OT/eJeHue XUPYypruu, MeJuinHCKIil YHUBEPCH-
ter Kamnsait, dnonusa

22 TapBapickas MeAMIIMHCKAs IIKoJja, kadeapa
dnsapra A. dokca B GonbHUIE 006MIero MPodus
Maccauycerca, bocron, Maccauycerc, CIITA

% Otnpenenne narosnorun, OHKOJOTUYECKUI TIEHTD
AMcTepZiaMa, yHIBEpCUTETCKasd KINHIKa AMCTepaMa,
yHuBepcuter AMcrepaama, Amcrepaam, Hugepaauapt

2 Orpgenenne KIMHUYECKONH MMMYHOJOTHH U DEB-
MaToJoTun, AKaZeMUYecKUil MeIUIIMHCKUN IIeHTP,
yHuBepcuteT AMcrepaama, AMmcrepiam, Hugepaanb

Omnraitn

YacTuHO 3TH PEKOMEHJAINN JIOCTYITHbI OHJIANH
(https://journals.sagepub.com/doi/full /10.1177 /
2050640620934911). OcHOBHBIE TIOJOKEHUST [OC-
TYIIHBI Yepe3 MOOUJIbHOE MPUIOKEHHUE, KaK JIJIST Ore-
paImoHHoi cucteMbl Apple, Tak W IS CHCTEMBI
Android.

OTKa3 OT OTBETCTBEHHOCTH

It kauHnueckue pexoMenmaiuu (KP) paspaGo-
TaHbl, YTOOBI TIOMOYH BpadyaM IPUHUMATD PEIIeHs
0 HaJJeKaleil MeIUIIMHCKON MOMOIIM IaIleHTaM
¢ IgG4-acconuupoBanubiMu 3a6osieBaHusiMu. B Hux
OIIMCAHBI OIIEHKA U BeJleHNe MHOTUX YacTO BCTpeyaro-
muxcst (M HEKOTOPBIX PEAKHMX, HO BAsKHBIX) COCTOSI-
HUIT, ¥ OHU Pa3pabOTaHbI [JIsI UCIIOIb30BAHUS B TIPAK-
TUYECKOW MenuimHe. B 9TOM OTHOIIEHUW JJaHHBIE
KK npeanasnauenbsl ToJbKO /151 Bpaueii. llanmentsr

WU JPyTHe 4IeHbl 06IeCTBA, MCIOIb3YIOIINe JaHHbIe
KK, ROKHBI eraTh 3TO BMecCTe MpodecCHOHATbHBI-
MU MeIUIMHCKUMU PAaGOTHUKAMHU U HE JOJUKHBI pac-
CMaTpUBATh W3JIOXKEHHYI0 B 3THX PEKOMEHAIIIX
nHGOpMAINIO KaK MpodeccroHaNbHble MEIUIIMHCKIE
COBETHI.

Ot KK He SABASIOTCS CIIPABOYHUKOM ¥ TIOITOMY
0co3HaHHO cozepskar (ecam BooGIIe coepsKar) Majio
0ObsICHEHHIT MM OOUINX CBeJeHUil 06 yIIOMUHAEMBIX
COCTOSTHUAX U uX jedeHnn. OHH, 0fHAKO, pa3paboTa-
HBI TaK, YTOOBI OBICTPO MO3HAKOMUTD YUTATEJIST C KJIH-
HUYECKOl mpo6seMoii 1 06ecTeYnTh MPAKTUIECKIMI
COBETaMH TI0 ee OIlEHKE U JIEUEHHUIO.

Itn KK paspaboTanbl MesKIUCTTUTIITHAPHON TPYTI-
HOIl TIPAaKTHYECKUX Bpavyell Ha OCHOBE KOHCEHCYca
1 OTHPAIOTCST Ha MMEIONTYIoCcsS NHMOPMAIHIO.

Copepskaiuecs: 3/ieCb PeKOMEHAIUU He SIBJISI-
I0TCSI €INHCTBEHHBIM BO3MOXKHBIM TOPSIAKOM  Jiefi-
cTBUIl mwian cTangaproM Tepanuu. OHU He OTMEHSIOT
HEOOXOAUMOCTH TICTIOJNb30BATh KJIMHWYECKUI OIBIT
B KaXXJOM OT/EJbHOM CJydae, a TaK)Ke Bapuanuil
B 3aBHCHMOCTH OT perHOHa U THIA MeJNI[THCKOTO
YUPEKIEHUSI.

BxutoueHne CCBUTOK Ha CTOPOHHNUE CAHTBI HE SBJIS-
eTCs MOJIEP’KKOI ATUX CAliTOB, a TaK)Ke MPUBEIEHHOI
Ha HUX HHOOPMAIIN U TPE/IaraeMbIX yCJIyT.

Aproppr ganupix KK mpuioxmim sHaunTesbHbIE
YCUIHS K TOMY, YTOOBI yOeUThCS, ITO MH(MOPMAIHS,
Ha KOTOPYIO OHU OIUPAIOTCS, SIBJISIETCS TOYHOIl 1 CO-
BpeMeHHO#. [losb3oBatessm atnx KK Hacrositesn-
HO peKOMeHJyeTcss YOeIuTbCs, UTO COEepsKaliasics
31ech WHQOpMAINA, OCOOEHHO 03Bl IPernaparos,
BEPHA, HCIOJIb3YsT HE3aBUCHMblE MCTOYHUKU. ABTODbI
He HeCyT OTBETCTBEHHOCTH 3a JIF0Oble HeTOYHOCTH, MH-
opmario, KoTOpas paciieHHBaeTcsl KaK HeBepHas,
WM 3a yCIeX WM Heygady JI0OO0H CXeMbl JIeueHNs,
n3jaoxkeHnonl B panubx KK.

baarogapuoctb

Mpbi 6narogapum IlIBenckoe o6iiecTBo TacTpoIH-
teposiornt (SGF) u Tostanackoe o6IIECTBO TacTpo-
HTEPOJIOTUHN 32 UX TOTOBHOCTb CJIYKUTh B KauecTBe
HammoHaabHbIX o6mects UEG, momzepskuBatomnx
9TH peKoMeHjalmu. Kpome TOTO, MBI OMIaroJapHbI
3a momnep:Ky EBpormeiickoMy TaHKpeaTHYecKOMY
kayOy n OO1eeBponeiickoMy 0O0IIecTBY O TacTPOIH-
TEpOJIOTHN 3a TO, TO OHU O6ECTIeUNTIN MEeCTO M BpeMs
JUTSL TMYHBIX BCTPEY YJIE€HOB pAaO0YuX TPYIIl IIPU pa3-
paboTKe 3THX pPeKOMeHAAINnil.

Kondmkr unrepecon

Asrop(b1) zasgBua(n) o creAylonuX MOTEHIUAb-
HBIX KOH(JIMKTAX WHTEPECOB B OTHOIICHUU WMCCJEO-
BaHUs, aBTOPCTBA /MM IyOJUKAIMM TOH CTaThH.
AL coo6rmiaer o ToHOpapax 3a BBICTYTJIEHUST OT KOMTIa-
uuit Bracco, GE Healthcare, Merck, Bayer u Bristol-
Myers-Squibb; DGD moayvan cTULIEHAWIO OT KOM-
nanun  Gilead Sciences; DA mosydas TOAAEPIKKY
nccaeaoBannit oT Kommanuii Intercept Pharma n Vesta
U TOHOPapbI 32 BBICTYTJIEHUST OT KoMmaHuii Intercept
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Pharma n Aboca; ELC coo6maer o ronopapax 3a KOH-
cyapraimi 0T KoMmmanunm Xencor pharmaceuticals;
MPV coob6immaer o ronopapax ot komnaunu Guerbet;
JML cooObiaer o mojjiep;KKe MCCAe0BAHMIT OT KOM-
nanny Mylan u roHopapax 3a JIEKIIUH OT KOMIaHU
Abbott u Mylan; MV coobuiaer o momepskKe nuccJie-
JoBaHuii oT Kommanun Mylan 1 o ToHOpapax 3a Jiek-
mun or Kommauuii Abbott u Mylan, NS cooGuaer
0 TOHOpapax ¥ OIIaTe KOHCYJIbTAIUN OT KOMIAHUI
Baxalta, Shire, LFB, CSL Behring u Novartis; UB
coOO0IaeT 0 MOMJEP:KKE MCCIEJOBAHUNA OT KOMIAHUI
Falk u Intercept, o ronopapax u omiaTe KOHCYJIbTa-
it ot KoMmauuu Intercept m o roHopapax 3a JEKInu
ot xommanuii Abbvie, Falk Foundation u Intercept.
OcrasbHble aBTOPHI He 3asBJSIN O KOH(PJIUKTAX WH-
TEPECOB B OTHOIIEHNH PAGOTHI, TPEACTABIEHHON K 1Iy-
OJIMKAIINN.

MdunancupoBaHue
Mpr ¢ OMarofapHOCTBIO  OTMEYaeM  TOJI-
JEPIKKY Komurera HaIlMOHAJIbHBIX o06111ecTB

OO0111eeBPOIENICKOTO 06IIECTBA 10 TACTPOIHTEPOJIOTUT
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