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1 1gG4-accomuupoBanHas 0071€3Hb — OTHOCHTEIIHFHO HOBAs
HO30JIorM4YecKas (popma
1 OtnensHBIC OpraHHbIC MPOSBICHHS OBLIN OIKMCAHBI CIIIC B HAaYaJIe
XX Beka, HO CUCTEMHBIN XapakTep 3a00JICBaHUs U ClICHU(DUIECKUE
0COOCHHOCTH OTKPHITHI JIUIIIL HEMHOTUM OoJiee 20 JIeT Ha3aj
U Panee ncnonp3oBaBminecs HazBanus 1gG4-acconunpoBaHHOMN
00JIe3HMU:
* 1gG4-cunapom
* |gG4-accolurnpoBaHHbI CUCTEMHBIN CKJIEPO3
* 1gG4 ayroummMmyHHOE 3a00JI€BaHUE
* Cucremubiii 1gG4-accolimnpoBaHHbIN MIa3MallUTAPHbBIN
CHUHJIpOM
* |gG4-no3uTUBHBIN MYIbTHOPraHHbINA TMMQOIpoaudepaTUuBHbIN
CUHJIpOM
* MynbTu(OKaIbHBIA UAXOMATUIECKUN (PUOPOCKIEPO3 U T.1.




O XapakTepHbie MTPOSIBICHMUS:
*  OmyXxoJIeBUIHBIN OTEK BOBJICYECHHBIX OPTraHOB
* JlumpomnazmanurapHas nHPUILTpaIUs TkaHel ¢ npeoodnaganueM 1gG4-no3uTUBHBIX
maasmMaTudeckux Kinetok u CD4-no3utuBHbIX T-1MEGOIMTOB
* HeOonbias 303uH0(UINS TKaHEH
* Tak-Ha3bIBa€MbIN «MYyapOBBI» WIN «HIETIUCTHINY (UOpo3 ¢ opraHuzanueit pudpoOIacToB U
BOCHAJHUTENLHBIX KJIETOK B (JOPME «TEIEHKHOTO KOJIEeCay
* VY 60-70% GonpHBIX B CHIBOPOTKE KPOBH TMOBBIIIEHO cojepxkanue 1G4 (cymiecTByeT NOHSITHE
|gG4-neratuBnas 1gG4-accomurpoBanHas 00JC3Hb)
* [Ina3mo6nacTsl B UPKYIUPYIOMIEH KPOBU
* IloBbienue ypoBHs IgE
*  Do3uHomIHs B IepupEpHUICCKUI KPOBH (BHE CBS3H C MPOSBICHUSIMH aTOITHH)
U 1gG4-accoumupoBanHas 00JI€3Hb B HACTOSIIEE BPEMS PacCMaTPHBACTCS Kak
(bubpoBoCcHaAIUTENLHOE 3a00JICBAHIE
U ITaToreHes He BIOJIHE SICEH, IMaToreHeTHYCCKas poiib 1gG4 mpomomkaeT 00CyKaaThCs
U 1gG4 npencrapmsieT co00it OMBaICHTHBIN OJOKUPYIOIINH UMMYHOITIOOYIIMH, HE
(bUKCHUPYIOIIMN KOMIIJIEMEHT, HE CBA3bIBatOIIMICA ¢ FCy pelienTopaMu, ¥ BBICTYITAOIIHIMA
CKOpee KaK UMMYHOMOIYJIATOP, HEXKEITN YEM KaK BOCIIAJIMTEILHBIE aHTUTEIIA
U Ilonararot, 4To BeayIIyIO pOJib B IATOINCHE3€ HTPAIOT IIa3MOOIACThI
U OnmroxioHanbHas SKCIAHCHS MIa3MO0IACTOB BBISBIISCTCS Y TAIIMCHTOB ¢ aKTUBHOM

1gG4-acconnupoBaHHOM 00JIE3HBIO




OcHoBHBbIE opranHbie nopaxkenusi npu 1gG4-accouunpoBanHoii 001e3HU

[Tomxkenynounas xemnesa
CIIOHHBIE KeJIe3bI
I'maza/rna3sHuIlbl/Clie3HbIE JKeIe3bl

Aoprta, apTepuH, 3a0pIOIINHHOE
MPOCTPAHCTBO

ITouku
JIumdparuueckue y3ibl

Jlerkue

JKenmueBbIBOASIIIIME Ty TH
IleueHnn

[lenTpansHas u nepudeprudeckas HepBHas
cucTeMa

DHAOKPUHHAS CUCTEMA

Hpyrue

AyTOMMMYHHBIW TAHKpEATUT Tl |
CuajioaieHUT
Bocnanenue/nceBoaTyMOpbl OpOUTHI, JTAKPUOATCHUT

[TepuaopTut,/mepuapTeprunT, pETPONSPUTOHECATHHBIHI
budpo3

TyOynouHTEpCTUITMATLHBIN HEDPUT U TTUSTUT
Jlumpanenomnarus

BocnanurensHbie IICCBAOTYMODPHI JICTKUX,
AJIbBCOJIPHBIC U HHTCPCTUIHUAJILHBIC ITOPAKCHUA,
IUICBPUT

CKIepOo3UpyIOMHA XOJAHTUT U XOJICLIUCTUT
IIceBmOTyMOpHBI M TENMaTonaTus

ITax¥MMEHUHTUT U OTEK HMXKHEIIa3HUYHOI'O HCPBa

['unodusuT, TUPEOUTUT

IIpocTrarut, MacTUT, MEIUACTUHUT, IEPUKAPIUT,
Y3EJKOBBIE U MAITYJIE3HBIE TTOPAKEHUS KOKHU



B pamkax 1gG4-accounupoBanHoii 00/1e3HN B HACTOsIIIee BpeMs PacCMaTPUBAIOT:

* AyroummyHHbIN nankpeatuT 1 tumna (IgG4-accolMupoBaHHbIN MTAHKPEATHT)

* 1gG4-acconmupoBaHHBIN CKIECPOIUPYIOMIUMA XOJIAHTUT

* bone3nr Mukynuua (IgG4-acconnnupoBaHHbIN JAKPUOAJICHUT U CHAJIA/ICHHT)

» Ckaeposupyronmii cuananeHut (omyxoib KrortHepa, |gG4-acconmupoBanHas 0OO0Je3Hb IMOTYETHOCTHBIX
xKenes)

» Bocnanmurenbublit micesaorymop opoutsl (IgG4-acconunpoBanHoe BOCIaICHHE OPOUTHI)

* XpoHuyeckuii ckiaeposupyromuii gakpuoanaeHuT (IgG4-acconMupoBaHHbIi TaKpHOAICHHT)

» «Mauonaruueckuiy peTpornepuToHeanbHblii (GuOpo3 (6one3np Opmonma) u cxomubie coctosHus (1gG4-
aCCOIMUPOBAHHBIN PETPONIEPUTOHECATBHBIN (rOpo3, IgG4-acconMUpPOBaHHBIA ME3CHTEPHT)

* XpoHUYECKHI CKIepo3upyromuii aopTuT U nepuaoptut (IgG4-acconmupoBaHHbIA AOPTUT U IEPUAOPTHUT)

* Tupeoumur Punens (IgG4-accoruupoBanHoe 3a00JieBaHKUE IIIUTOBUIHOM JKeJe3bl)

* 1gG4-accolMpoBaHHBIN WHTEPCTULIMAIBHBI MHEBMOHUT W BOCHAJIUTEIbHBIE TCEBAOTYMOPHI JIETKUX
(IgG4-acconunpoBanHO€e 3a00JIEBAHUE JICTKHX )

* |gG4-accouuupoBaHHbIe 3200J1€BaHuUs TOUEK (TYOYTOMHTEPCTUIIMAIBHBIA HEPPUT, KUCTHI TOYCK, BTOPHYHAS
MeMOpaHoO3Has HedpomnaTus)

* 1gG4-acconmupoBaHHBIA TUITO(YU3UT

* |gG4-acconmmpoBaHHBIM TAXUMEHUHTUT

* [lceBmonmuMdOMBI KOXKU € TOpaXEHUEM KOXKH JIMIIA, Yepena, 1IeH, YIIeH

* 1gG4-renaronaruio, HATOMUHAIOIIYIO ayTOMMMYHHBIHM T'€laTUT, U BOCIAIUTEIbHBIE TICEBIOTYMOPHI MTEYCHU

* JlumdomiasmManuTapHblii TaCTPUT, ACCOLMUPOBAHHBIN C ayTOMMMYHHBIM MAHKPEATUTOM

» CkJepo3upyroluii MACTUT U BOCTIAJIUTEIIBHBIC MICEBIOTYMOPHI IPYAHBIX XKelle3

* [lopaxenue [THC ¢ runonuryurapuzmom, accouunpoBantoe ¢ 1gG4-runopu3ntoMm u naXxuMEHUHTUTOM

e IIpocrarur

* KoHCTpUKTUBHBIN EPUKAPIUT

* 3abosieBaHMS HOCOTJIOTKH

e JleCTpyKTUBHBIA MEAUACTUHUT




[Topaxenus nouek npu 1gG4-acconumpoBaHHOM 00I€3HU

Huarnoctnyeckue kputepuu 1gG4-accoruupoannoro THUH (Raissian et al.)

I'ucronornueckoe uccnenoBaHue TUH ¢ nndunsrpanueit mnazmaruaeckumu kinetkamu >10 1gG4+ 1K B mone
3peHHUs B 00JIaCTU MAKCUMAJIbHO BBIPAXKEHHON MH(PUIIBTPALIUH

NMMyHOKOMILTEKCHBIE 1en03UThl HA ThM npu ”MMyHO(ITIFOOpPECHEHIINH,
MMMYHOTUCTOXVUMUU WUJIU JIEKTPOHHON MUKPOCKOITAH

Busyanusupyronme MeToabl He6onpmue y3enku no nepudepun KOPTUKAIBLHOTO CII0S, OKPYTIIbIEC WITH
KJINHOBH/IHBIE YYaCTKU Wi AU Py3HAsT HEOTHOPOIHOCTh

Ceponorus [ToBermenne yposHs 1G4 nnm o6miero 1gG B ChIBOpOTKE KPOBU

BosneueHnue npyrux opraHos Xapakrepnsbie nposiBiaeHust 1gG4-accoruupoBaHHON OOJIE3HU CO CTOPOHBI
IPYTUX OPraHOB

[Tomumo TUH u memOpano3Ho#l Heponarun MoryT Berpeuatbes |gA-uedponatus u
MIIT'H




O JIuarnos 1gG4-acconuupoBaHHOM 00JIE3HU JOKEH OBITH 3al0J03PEH Y HMAIUEHTOB C OJHUM HIIH
0o0J1ee U3 BBINICTIEPEUNCICHHBIX OPTraHHBIX/TKAHEBBIX MTOPAKECHHIMI
U C ydyerom HambOobIIICH YacTOTH BOBJICUCHHUS OpraHOB-MHIIICHEH, IIeJICHATIPABICHHBIN
JIUArHOCTUYECKUM MTOMCK PEKOMEHIYETCs y MAaIlMeHTOB C:
e [lankpeaTuToM HEYTOYHEHHOUM ITHOJIOTHUH
e CKJIEepO3UPYIOIIAM XOJIAHTUTOM
e JIBYCTOpOHHHMM YyBEJIHYECHHEM CIIOHHBIX W/UJIW CIE3HBIX JKEJe3
e IlceBnoryMopoM opOUTHI WK K30 TATLMOM
* PerponepuroneanbHbiM (GuOpo3oM
U IMToxrBepxkaeHWEM MUarHo3a CiayXar IIaBHBIM 00pa3oM Mop(}OIOruiIecKre JaHHbIC
* JlumdomnazmanutapHas UHQUIBTPALMS TKaHEW ¢ mpenmyiiecTBeHHO 1gG4-no3uTHBHBIMU
mIa3MaluTamMu 1 auM@onuramu
* Ilpusnaku «myapoBoro» ¢pudposa
e OGnurepupyrouuii ¢hiaedout
* YMepeHHasi 303UHODWINS TKaHEH
Heob6xomumo uzmepsath ypoBeHb 1G4, nzonupoBannoe nossiienne 1gG4 urpaet BaxxHyO poiib B
TUArHOCTHKE
Jleuenne 1gG4-acconmmpoBanHoi 00€3HN HE pa3pad0oTaHO, MEKIyHAPOIHBIM KOHCEHCYC —
Tepanuei NepBon JIUHUM SBJISIETCA MPEIHU30JI0H, 0COOCHHO y MAIMEHTOB C MOPAXKEHUEM TTOUEK
Nmerotcs nanHpie 00 3QpHEKTUBHOCTH METOTpeKcara, MUKO(PEHOIaTOB U pUTYKCHUMa0a, 0COOCHHO Y
MalUEHTOB, pePPaKkTePHBIX K MPEIHU30IOHY.
B HauboJ1ee TsKebIX C1y4asiX BO3MOXKHO IPUMEHEHUEe KOMOHWHALMU MPeJHU30JI0HA,
UKI0pochaMuaa U pUTyKCuMaba

BRI IR I S




O PerponepuronecanbHbii GrOPO3 — OJTHO M3 CAMBIX YaCTHIX MPOSBICHUI
|gG4-acconnupoBaHHOM 00J1€3HU, 3TOT JUArHO3 PETPOCICKTUBHO
YCTaHABJIMBACTCSl Y MHOTUX OOJIbHBIX C paHee IUarHoCTUPOBAHHBIM
«uauornaruueckumy» PIID

O PII® moxkeT ObITh H30JUPOBAHHBIM WM codeTaThes ¢ 1gG4-
ACCOLMUPOBAHHBIM AHKPEATUTOM, CHAJIAJICHUTOM, CKIIEPO30M
JM(PMATUYECKUX Y3JI0B, THIO(DU3UTOM, MEAUACTUHAIBLHBIM IIEPUAOPTUTOM,
CKJIEPO3UPYIOLIUM ME3EHTEPUTOM, CKIEPO3ZUPYIOLIUM MEIUACTUHUTOM U
MYJIbTH(POKATBEHBIM (DUOPOCKIECPO30M

O B cBoro ouepens, PII® B pamkax 1gG4-acconmupoBaHHOM 00JIe3HU CISAYyET
nuddepenmpoBarb ¢ BTOpudHbIM PII®D, BO3MOKHBIE TPUYUHBI:

» JlekapctBa: MeTUCEPIU, IEPrU0J, OPOMKPUNTHH, SPrOTaMUH, METUIIJIONA,
ruApaia3uH, aHAJITETUKH, OeTa-0oKaTopkl, Oapuit

* 35I0KauYeCTBEHHbIC HOBOOOPA30BaHMUS: KapIIMHOUI, TuMPoma X0 KKIUHA U HE-
XOI[)KKI/IHCKI/IG JII/IM(I)OMBI, CApPKOMBbI, KAPIIMHOMbBI KMIIICYHHUKA, KCIYIKaA,
[IPOCTAaThl, TPYAHBIX JKEJIE3

* HWudekuu: TyOepKyiie3, TMCTOIIa3M03,aKTHHOMHUKO3

* AyTOMMMYHHBIE U BOCHAJIUTENIbHbIE 3a00J€BaHUS: TUCTHUOIMO3, OOJIE3Hb
Opnxeitma-Yectepa, amuinonao3, ANCA-acconnrpoBaHHbBIE BaCKYIIHTHI,
Y3€JIKOBBIN MOJMAPTEPUNT, KPUOTIIOOYTMHEMHUS, aCCOLIMMPOBAHHAS C BUPYCOM

renaruta C, CKB, peBMaTouIHbIN apTpUT
e Jlpyrue npu4YuHbI: TPABMbI, XUPYPTrUYE€CKHE BMEIIATEIIbCTBA, JTy4YeBasl TEPAIIHs




IHaumenTka K., 1958 rp., BHepBbie TOCMUTAIM3UPOBAHA B OTJEICHUE

Hedponorun I'Kb um. C.I1. borkuna 5 mas 2015 roga

U Kano0bl npu mocTyIUIeHMH Ha c1abocTh, OOMM B MOSCHUYHOW 001acTH,
CHUKEHME allleTUTa, MOTEPIO B BECE

U Anamues:

» JSI3BeHHas 0oie3Hb (mociemnee oboctpenue B 2014r), ¢puOpommoma
matku (Okctupmanuss marku B 2004r, osydeBas Tepamusi  HeE
IIPOBOAMIIACK), ITyTIOYHAS Tphika (repuHUoIacTrka B 2011r.)

B saBape 2015r. mosiBMiIace citabocTh, JKaxkda, cTrana TEepsSTh B Bece.
Briseiiena anemust (Hb 88 r/im), moBeimenne kpeatnarHa kKpoBu 1o 240
MKMOJIb/J1, ipu Y3U — aByxcTtopoHHUM ypeteporuaponedpos. DIJIC —
nedopmarius aykoBuilbl JIIK, konmoHockomnust — 6€3 maToioruu

* B wmapre 2015r rocnuranuzupoBaHa B YPOJIOTHYECKYIO KIMHUKY,
kpeatuHuH KpoBu 450 wmkmonw/n, npu KT — ABYXCTOpOHHUM
ypeTreporuapoHedpos, B 3a0pOMIMHHOM ITPOCTPAHCTBE MY(PTOOOpPa3HO
OXBAaTbIBAIOIIEE MOYETOUHUKU M a0pTy VINIOTHCHWE 3a0pHOIIMHHON
KJICTYATKU




Age:57 years Body 1.0 Vol.
F ~

24 Mar 2015
14:07:30

kVP:120
mA:174




U 3amomospena aummdocapkoMa 3a0pIOMIMHHOIO IPOCTpaHCTBA, BhImoaHeHa YITHC
CIpaBa M CTEHTHPOBAHME JIEBOTO MOYETOYHWKA, KPEaTUHUH KPOBH CHU3MWJICS 10 241
MKMOJIb/JI

U IMpu moctynijieHun:

He nuxopaauTt, MOHMXKEHHOTO NWUTAHUA, KOXa OJieHasi, CyXas, OTEKOB HET,
nepudepudeckue /'y He yBenmdeHbl. AJl 140/80 mm prt.cT., O opraHam 0e3
ocobeHHocter, nuype3 nmo Hedpoctome 1000 mu/cytku, camoctositenbHo 900
MJI/CYTKH

Hb 110 r/x, JI 8.2x10% 1, Tp 166x10°%/L, COD 35 mm/4ac

Kpeatunun 225 wMkmonb/ia, modeBuHa 20.1 Mmonw/i, MoueBas k-ta 560
MKMOJIb/JI, oOmui ©Oenok 82 r1/1, CBIBOPOTOYHOE Kejae3o 6.7 MKMOJIb/I,
MPOTEMHOTPaMMa, JICKTPOJIUTHI, TNIIOKO3a, aTbOYMUH, XOJIECTEpUH, OUIUPYOHH,
neYyeHouYHbIe (PePMEHTBI, KoaryjorpaMmma - B HOpMe

V.B. moun 1012, 6enox 0.4 r/n - 0.69 r/cytku, Op 3-5, JI >200 B n/3p, nocen
moun - Klebsiella species 1x108/mn

RPR-tect, HBSAg, antutena k HCV u BUY u TyOepKyInHOBBIN TECT — OTP.

P®, a/tena x JJHK, antu-R0/SS-A, antu-La/SS-B, C3, C4, pANCA, cANCA,
19G, IgA, IgM, CPBb, ropmonsl mutoBuaHO#M >xenesbl, IITIT — B mpenmenax
HOPMBI, KPHOTTIOOYTUHBI — OTP.




NMMyHOXuMHYeCKOe HCCJIeJ0BAHME CHIBOPOTKM KPOBUM UM MOYHU: HE3HAUUTEJbHAS
MOHOKJIOHAJIbHAsA cekpelus [gGk, HeOobIas KaHallbIeBasi IPOTECUHYPUS
HccaenoBanue cyokaaccoB 1gG: oommii 1gG 12.7 r/n, 1gG1l 60.5%, 1gG2 34.0%,
19G3 3.2%, 1gG4 2.3% (Bce B mpeenax HOPMBI)

OKT, penrrenorpadus rpyaHo KieTku, yepena, taza, OXO-KI, Y3U aopte, Y3U
MaJIoro Taza u nepudepuueckux auMdoy3a0B — 0€3 MaToaoruu

Y3U OpromiHoil MOJIOCTH: KOHKPEMEHTHI KeT4HOro my3bipsi, neueHb u [DKK 6e3
natosioruu, Heoobiras cruieHomeraus (140x65 mm). Toukn: 116xX47 u 101x45 mm,
napenxuma runepisxorenHas 17-20 mm. Hebonbmias gunsaranus YJIC: noxanku 14-5
MM, yamiedku 8-12 MM, 3aBUTKH HE(DPOCTOMBI U CTCHT B JIOXaHKaX. 3aOprOIIMHHBIC
a/y HE BU3YAIM3UPYIOTCS. B 3a0pIOIIMHHOM  MPOCTPAHCTBE  ONPEISISIOTCS
TUIIOOXOTCHHBIE TSHDKUCTHIE CTPYKTYphl 6X12X15 MM, okpykaroiiue aopry W o00a
MOYETOYHHKA

¥Y3U muToBMAHOM xeae3bl. npaBas gous 50x17x17 mm, neas moas 45x17x15 MM,
nepeiieek 4 MM, 3XOT€HHOCTh HEOJHOPO/AHAs, MHOXXECTBEHHbIE Y3Jbl 70 11x6 MM,
peruoHasbHbie JIUMPOY3Jbl 10 12-14 MM, HOPMaJILHOU CTPYKTYPBI

Y3U BeH HHKHUX KOHEYHOCTEH: BApUKO3 NOBEPXHOCTHBIX BeH, [ITOC
TpenanoOuoncusi  KOCTHOr0O MO3ra: MpU3HAKOB  JUMGONPoaudepaTuBHOTO
3a00J1€BaHus HE HAWAEHO




IHAOCKONUYeCKasi Ouoncus 3a0pHIIMHHOIO 00PAa30BAHUS:

Ceemoonmuueckoe ucciedoéanue C WUCTIOIb30BAaHUEM OKPACOK. I€MaTOKCUIIMH-I03UH,
PAS-peaxkiusi.

Marepuan mnpeacTaBieH MPEUMYIIECTBEHHO TPYOOBOJOKHUCTONM (PUOPO3HON TKAHBIO C
BBIPDQKCHHBIMU _ JICCMOIUIACTUYECKUMHU  U3MEHEHHUSIMU; C  OYaroBOM  KJIETOYHOM
uHpUIbTpanuet, mnpeAcTaBIeHHOW JUMEGOIUTAMU CO 3HAYUTEIBHOM MPUMECHIO
MJIa3MaTUYECKUX KJIETOK, C MEJIKOOYaroBbIMU TMEPUBACKYJISIPHBIMU  CKOIUJICHUSMHU
JUM(QOLUTOB U MJIA3MAaTHYECKUX KJIETOK B ToJIIe (UOPO3HOM TKAHH.
Hmmynocucmoxumuueckoe ucciedoeanue BBIIOJTHEHO Ha Tmapad@UHOBBIX Cpe3ax
HMMYHOTIEPOKCHIa3HBIM METOAOM C Hcmoib3oBanuem antuteln k 1gG 1V kmacca, CD138,
CD3, CD20.

B ouaroBoMm kieTO4YHOM HHQUIBTpATE W TEPUBACKYISApHO ompeaensercs auddy3Has
(80%) BeIpakenHas oskcnpeccuss CD20+, muddysnas wmyasrudokansHas (40%)
BhIpaxkeHHas skcrpeccuss CD138+ u ouarosas (<20%) ymepennas skcnpeccust CD3+. B
oonpiuHcTBe MpenacTaBieHHbx CD138-mo3utuBHBIX KiI€TOK ompenensercs auddysHas
ymepeHHas skcupeccus 1gG4+: 15-20 1gG4-no3UTHUBHBIX IJIa3MOIIMTAa B OIHOM TIOJIE
3penus npu ypenudenun x400

3axnrouenue. 10G4-accoyuuposannoe nopasicenue 3a0pOUIUHHO20 RPOCMPAHCMEA C
MACCUBHBIM O0ECMONIACMUYECKUM (UOPO3OM U 04a2060il, npeumyujecmeenno B-
KJ1emoyuHou, JaumM@ouonou unuivmpayueii ¢ GbIPAHCEHHOU NAAZMOUUMAPHOU
mpancgopmayuen (CD20+, CD138+, 1gG4+)
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1gG4 x400






B xone o6cnenoBanus NallMeHTKH ¢ PETPOIIEPUTOHEAIEHBIM 00pa30BaHUEM U JBYXCTOPOHHUM
ruapoHedpo30oM MpoBoauiIack AuddepeHInaibHas JMarHocTruka JUMEGOCcapKoMbl 3a0PIOIIMHHOTO
npoctpancTa u PI1D

Hckirouannce BO3MOXKHBIE TPUYUHBI BTOpUYHOTO PIID:

JlekapCTBEHHBIH aHAMHE3 — TOJILKO OMEIPa30l

TpaBMmbl, JTy4eBYIO TEpaIuio — OTPUIIACT

XUpyprudeckre BMEIIaTeIbCTBa — TOJILKO TePHUOIUTACTAKA U AKCTHPIIAIUS MATKH IO TIOBOLY
(buOpOMHOMBI

JIaHHBIX 32 ayTOMMMYHHBIC 3a00JICBaHUS, XPOHUYECKUE BOCTIAIUTEIbHBIC 3a00ICBaHMS,
BUPYCHBIC T'eIaTUTHI, COUIHBIC OITyXOJH, TyOepKyJie3 — HE IMOITYICHO

BriaBiieHbI:

V37161 IUTOBUHOM JKeJIe3bl (3yTHPEO3)
KoHKpEeMEHTHI KeTYHOTO Ty3bIpsi
HeGomnpimas crimeHomeranus
[Mapanporennemus 1gGk

Hanpaeimmii nuddepeHimanbHbIii JUarHo3 MPOBOIUIICS MEXIAY dKCTpaopraHHoi B-kierounon
mumpomoit u 1gG4-acconnrpoBaHHOM 00JIE3HBIO:

TpenanoOuorncus KOCTHOrO MO3ra He MOATBEPAMIIA IUarHo3 JUuMGonponudepaTuBHOIO
3a0o0JieBaHus

C npyroii cTopoHsl, ypoBeHb cyOkiiacca 1gG4 B ChIBOPOTKE Takke ObLT HOPMAJIbHBIM

JlanHble OMOTICUH 3a0pIOIIMHHOTO 00pa30BaHMs — MACCUBHBIN J€CMOILIaCTHUECKUH PuOpo3 u
o4aroBasi, MpeuMylIecTBEHHO B-kierounas nuMdounaHas HHPUIBTpaLus ¢ I1a3MOKIETOYHON
tpanchopmarueit (CD20+, CD138+, 1gG4+), xapakrepubie 1is 1gG4-acconnnpoBaHoii 00JI€3HH,
MO3BOJIMJIM YCTAHOBUTH JUArHO3:




Kauaun4yeckuii 1naruos
OcHoBHOE 3a00/1eBaHMe
|gG4-acconunpoBanHas 00JI€3Hb: pEeTPOIIepUTOHEATbHBIN (HHOPO3
OcJioxxkHenusi: J[BycTOpoHHUN ypeTeporuapoHe(dpo3, COCTOSTHUE MOCIE
cTeHThpoBaHus jgeBoro Mouerounuka, YITHC cnpasa. [Tlocrpenansnoe OIIII B
CTaJIMM YaCTUYHOTO BOCCTAHOBJICHUS (DYHKIIMHU TTOYEK
beccumnromHas 6akTepuypusl
ConyrcrByromue 3adoneBanusi: S3Bennas 0omnesns JIIK, pemuccus,
pyoroBas nedopmanus aykoBuiibl JIIK. JKKb, XpoHndeckuii KaabKye3HbIN
XOJEIUCTUT, peMmuccusi. Bapuko3nas 0osie3Hp H/K, 2 ki1acc CEAP. XBH 1 cr.
[ITOC




U ITo nanueM muteparypsl nosbiieHue 1gG4 B ceiBopoTke Habmonaercs b y 60-70% GonbabIx ¢ 1gG4-

accoLIMMPOBAHHOW 0O0JIE3HBIO U HE 00s13aTENIbHO TPeOyeTCsl AJIs MOATBEPKIACHUS JUarH03a, HOpMalbHbIN
ypoBeHb |gG4 He ompoBepraeT quartos

UV nameit naruertk PII® OblT € TMHCTBEHHBIM MPOSBICHUEM OOJIE3HH, HE BBISBICHBI:

* AHeBpu3Ma aopThl

e [lepuxkapaur

e Tupeouaut Punens

 [lankpearur

* U Japyrue Bo3MoxkHbIe nposiBieHus 1gG4-accounnpoBaHHoi 6oie3HH

(| KOHKpCMeHTI)I JKCITYHOTI'O ITY3bIpsA 0e3 IMPU3HAKOB XOJICHMUCTHUTA WJIN XOJAHI'UTa BEPOATHO ABJIAIOTCSA

COMYTCTBYIOIIEH MATOJOTUEH, TAK)KE KaK U3 Y3JIbl ITUTOBUIHOM JKEJIe3bl C SYTHPEO30M

U HauGonee cnoxkHa 7151 TPAKTOBKH HeOobIas napanporenHemus 1gGk

OO6b1yHO y O0nbHBIX ¢ 1gG4-acconnnpoBaHHON 00JIE3HBIO BBISABISIOTCS MoMuKIOHAIbHBIE 1G4

C npyroii ctoponsl, manueHTsl ¢ 1gG4-accormnpoBanHO# 00JIe3HBIO UMEIOT MOBHIIIIEHHBIN B 3.5 paza puck
OHKOIIATOJIOTHH TI0 CPaBHEHUIO C OOIIEH MOMyIAIueit

Onucansl cinyyaun skcTpanonainbHoit MALT-mumdomsl, 601e3un Kactiemana u POEMS B coueranuu ¢
1gG4-60me3Hb10

Eme B 80-e rons! npu uccienoBanuu cyoknaccos 1gG y nmanueHToB ¢ MHOXKECTBEHHONW MUEJIOMOM U C
MOHOKJIOHAJIbHOW TamMmarnarueit HeonpenenenHoro sHadenus (MI'H3) 6buto0 mokaszano, uto 1gG4-muenoma
coctaniset 2—8% Bcex 1gG-ma3MakiIeTOUHBIX HOBOOOpA30BaHU I

HccnenoBanue maiueHToB ¢ 1gG Muenomoii BeisiBrIT0, uto ciydan 1gG4 muenomsl coctaBuan 4% (6 u3
158). Ilpu 3ToM y 2 U3 6 Takux OOJBHBIX KAPTHHE MHOKECTBCHHOM MUEIIOMBI ITpeiiecTBoBaia dpaza MI'H3
WIH TIIeolIel MuenoMbl. Hu y Koro U3 3TuX maiueHToB Ha ObUia quarHoctupoBaHa |gG4-acconuupoBannas
6071€3Hb, HO y 1 ObUT MaHKpeaTuT, y 1 — XpOHUYECKUI CUHYCHUT, U Y 2 — HEKPOTU3UPYIOMHMA (hacuuT

E1ie B onHOM HcclieJOBaHUM MTOKa3aHO, YTO MOJIOCKA, onpeesemMast mpu sekTpodopese kak M-TpaaueHr,
y 60pHBIX ¢ 1gG4-acconunpoBaHHON 00JIE3HBIO, MOXKET COAEPKATh MOJUKIOHANBHBIE |G mpu
NPUMEHEHUH METO/I0B UMMYHO(MUKCAIIMA U UMMYHOCYOTPaKIIUU

VY Hamei 00JbHOM TaHHBIX 32 MHO)KECTBEHHYIO MHUEIIOMY HE MOJy4eHO, HO y Hee UMEETCsl MOHOKJIOHAJIbHAs
ramManarus 1gGK, moareepikaeHHass UMMyHO(QHUKCAIIHEH




0 CornacHo nericTByIomEeMy KOHCEHCYCY 1o jedeHuto 1gG4-accormupoBaHHON
oones3nu, ¢ 11.08.2015 Hauaro jedeHue npeaHU307I0HOM B J103€ 40 Mr/CcyTKH
BHYTPB (TIOCJIE Kypca aHTHOAKTepHraabHOU Tepamnuu 1o nopoay MMII)

U CocrostHuE yIydnIuiaock, B TEUSHHUE MOCISAYIONNX 2,5 JIeT 103a
IPEITHU30JI0HA TTOCTEIIEHHO CHMKEHA 10 6,25 MI/CyTKH, HEOJJHOKPATHO
POU3BOIMIIMCH 3aMEHBI CTEHTAa U HE(POCTOMUUECKOTO JIPEHAXKA, KYPChI
aHTUOAKTEPUATBLHON TepATUU

U B 2017r. HepocTOMUYSCKHM IPEHAXK CIIpaBa yAajlcH, YCTaHOBJICH
MOYETYOHUKOBBIN CTEHT, MOYETOYHUKOBBIA CTEHT CJIEBA yIAJICH,
BOCCTAaHOBHUJIOCHh CAMOCTOSATEIILHOE MOYEHUCITY CKAHHE.

U ITpu nmocaegaeM oocnenoBanuu (hespanas 2018r.):

« Hs 147 r\n

* Kpearunun 158 mxmonb/a

* HMMMyHOXMMHYECKOE UCCIEAOBAHUE CHIBOPOTKH KPOBH — 0€3
NPUHIUIINAIIBHON TUHAMUKHU

* VY31 u KT: nonoxkurenpHas IMHAMUKA - YMEHBIICHUE PAa3MEPOB
3a0pIOIMIMHHOTO 00pa30BaHUs




boanuas M., 1943 r.p.

AHaMHe3:

MHoro net aprepuanbHas runeprensus, Makc. AJ[ 190/100, anantupoBana k AJ]
140/90, noCTOSHHO IPUHUMACT MUKapAKC, KOpaKCaH, JUITHA3EM, KallOTCH,
TpoMO0ACC

B 1998r. onepaTuBHOE JIEUEHHE 110 TTOBOAY Y3JIOBOIO, OJIy4yaeT JI-TupokcHH
75MKT/CYT.

B 5710 k€ BpeMs NOSIBUINCH YYaCTKU TMIIEPIIUTMEHTALIMU Ha KOXKE MepeaHei
OpIOIIHOW CTEHKH, YCTAHOBJIEH JUArHo3 cKJepoaepMum (koxxHas gopma), 2 paza B
roj mojyyajna KypcaMy NMEHUIUIMH U BUTAMUHBI

Oxomo 10 net CJI 2 Tuna, nony4yaet MeT(OpMuUH, TUaOETOH

B 2007T nosiBunack 3ajJ0K€HHOCTh HOCA, JUAarHOCTHPOBAHBI MOJHUIIBI HOCA,
IPOU3BEICHA MOTUIIKTOMUS

B nanpHeliieM 3a105K€HHOCTh HOCA COXPaHAJIACh, MOIb30BaIaCh
COCYIOCYKMBAIOIIUMH KAIUIIMH, HAa KOTOPbIE MEPUOIUUECKH OTMEYaIach
ajiepruueckas peakuus B BUJIe 3yIIIKUX BbICHITAHUN HA KOXE TYJIOBHUIIA,
KOHEYHOCTEN

C 2010r mpuctynsl yayIibsi, IMarHOCTUPOBAHA OPOHXHAJILHAS aCTMA, HA3HAYCH
cuMOuKopT. HemepeHoCuMOCTh CAJIMIIMIIATOB OTPUIIAET.




e Cnera 2016r. Ctana teparts B Bece (3a 10 MecsitieB Ha 8KT), MOSBUIICS 3y KOXKHU
* C ocenu 2016r. mosBuIUCh 001U B Ta300€IpEHHBIX CyCTaBax, OOJIBIIIE JIEBOM.
JluarHocTrpoBaH JE€BOCTOPOHHUN KOKCApTpo3 2-3cT., rpbiku MITJ] L3-L4-L5.
[Tony4ana XOHAPOKCHU], KETOHAJ, TUKJIO(PEHAK 0e3 CYIIECTBEHHOTO yay4IlIeHUs
* B neka6pe 2016r neuenne JIOP oTaeneHun 1o mMoBoay peluuanBa IMOJIUIIOB HOCA,
MOJIMTIO3HOTO PUHOCHUHYCHTA, BBIMIOJHEHA YH0CKOMMYECKas MOJIUIOCUHYCOTOMUS
e C sauBaps 2017r nosBUIKMCHh OTEKH H/K, 00ciieloBaHa aMOyJIaTOPHO:
v' Hs 140r/n, J1 9,1te1c/MKI1, Tp 3371BIC/MKN, ¢/ 46%, 503 26%, 11 16%, COD
17mMm/4, rmuko3unupoBanHbiii HB 5,6%
B an. moun y.B. 1020, 6emox 1,0r/m, JI 1-2, Op 0-2 B m\3p
VY3J1C BeH H/K - JaHHBIX 3a TPOMOO3 HET
P-rpadus OT'K — nHeBMOCKIIEpO3
[19T, coBMelieHHast ¢ MylIbTUCPEe30BOM criupaibHOM KT: yOeauTenbHbIX TaHHBIX
0 HaJIMYMU aKTUBHOM crienU(pUUeCKON TKaHU He MoiaydyeHo. U3MeHeHus1 B
eIMHUYHOM MPABOM HAJAKJIIOUYMYOM H MeIMACTUHAJBHBIX JUMQoy3Jax,
BEpOSITHEE BCET0, 00YCIIOBJICHBI AKTUBHBIM BOCHAIUTEIBHBIM MTPOIIECCOM
(capxomio3?). IlenecooOpa3na Bepudukanus. [Ipu3HaKy MOIMCHHYCHUTA.
BocnanurenbHbie n3MeHEeHNs B HEOHBIX MuHalnHaX. COCTOsSIHUE TTOCTIEe
MPABOCTOPOHHEN T€MUTHUPEOUIPKTOMUH. JIByCTOPOHHUH TIIEBPOITHEBMO(DHOPO3.
YMepeHHbIU KAPOBOU renaros. JIMmomMaros moaKeny104HON Kele3bl.
BripaskeHHbIC BOCTTAIMTEIbHBIE U3MEHEHUS B KUITICUHUKE
* B nauane maprta 2017r. - pe3koe CHWKEHHE CIyXa, MEPUONYECKas OCUIIIIOCTh ToJIoca,
JMarHOCTUPOBAH JABYCTOPOHHM TY0OOTHT, CMEIIIaHHAS TYTOYXOCTh 2CT.

NN




B cBs3u ¢ M3MEHEHUSIMU B aH. MOYU HampaBieHa K HePPOJIOTy, FOCIUTAIN3UPOBAHA B
Hedpomornyeckoe ota. 'Kb um. C.I1. borkuna 15.03.2017

7Kano0b1 pu MOCTYNJICHMHM HA OTEKU HIX)KHUX KOHEUHOCTEW, CHIXKEHUE CITyXa,
3aJI0KEHHOCTh HOCA, KOJKHBIN 3y, 00U B TA300€IPEHHBIX CyCTaBax, MOXyJaHUE, OOIIYIO
c1abocCTh

O0BbeKTHUBHO: COCTOSIHUE CPEAHEN TsKECTH. B cO3HaHNM, KOHTakTHA, ajfiekBaTHa. Ciyx
cHmkeH. Poct 158cMm, Bec S8kr. YMepeHnHbie oTeku H/koHeUHOCTer. Cleibl pacuecoB Ha
KOXK€E TYJIOBHUILA, KOHEYHOCTEU. Y YaCTKU TMIEPIUTMEHTALMU HA KOXKE MEpEIHEN
OprolHOM CTeHKH. B NErkux npixaHve BE3UKYISIPHOE, TPOBOJUTCS BO BCE OT/IEIIHI,
xpunoB HeT. ToHbI cep/iiia TPUIIyIIeHbl, pUTM npaBuwibHbIA. AJl 135/80 mm prt.cT., HCC
76 B MuH. JKUBOT NpH Najbnauy MSIrkuil, 0e3001e3HeHHbIA. CTyl - CKIIOHHOCTh K
3anopam. [losicuuunas obnacts 6e3001e3HeHHas. Jluypes 1o 2 i/cyTku




JI Op Hs Tp
x10%n x10%%/n (v/m) x10%n

8.12 4.3 134 315

9.14 4.4 128 317
IseT OTH.III. pH Bejok r\n
HKEIT 1010 6.0 5.98
KENT 1020 6.0 7.43
COb 11,6 r/cyTkn

bunmnpyonH MKMOITB/IT
MouyeBrHa MMOJIB/JT
Kpeatnana MKMOITB/TT
I'moxo3a MMOJIB/1T
XonecTepruH MMOJIB/ T
AJIT u/xn
ACT u/xn
[llenounas docdarasza uU/n
ITTII u/n
JIAL u/xn
ChIB.XKeNe30 MKMOJIb/JT
MoueBast K-Ta MKMOJIb/JT
Kanuit Mmmos/n
Hatpwuit Mmons/n
X70p MMOJIB/T
®dochop MmoIb/a
Kanprnuii 00111, MMOJIB/II
0O.0em0k /01
AJBOYMHH 1/21
Tpancdeppun Mr/ i
DeppuTHH HI/MI
Cartypanus tpanchepunao
pH

HEUTp

I'n-3a

3.4
86
4.71
10.08
13
30
209
31
281
9.7
317
4.09
141
106
1.32
2.08
51
21
141
43.5
27

JI
%
20.9
18.9

5.03
8.49
12.9
21
174
29
244

316
4.3
140
111
2.03

589
23.3

7.2

MOH 303 COS
% % MM/9
8.3 30.1 60
8.6 32.6 74
Op Humaaaps

en en
5-7 1-2




OO6mmmit 6enok 47 r/n. AnpOymuns 19.6 r/1- 41.6%; tnoOynunst: anbdal 2.2 r/n- 4.7 %, anbda
99r/m -21.1 %, 6era 1 2.8 /1 — 6.0%, 6eTa2 5.5 r/1-11.6 %, ramma 7.1 /1 — 15.0 %

T3cB. 3.98 nmonbw/a, T4cs.13.6 nmoas/n, TTI 2.17 mxME/mn

['muko3unupoBanusii H 5,1%

IgA 3.98 /1 (0,7-4r/1); IgM 0.44 /1 (0,4 -2,31t/7); 19G 7.75 v/a (7-161/1).

At k nJIHK 12.80 (0-25me/min), P® 3.3 mE/mut, ACJIO 6.0ME/mit, CPB 0.9 mr/im, C3 1.611/1, C4
0.57 1/n, kpuornoOymunasr otp., PANCA k MPO 0,8ex/ma (0,0-5,0), CANCA 0,9en/mi1 (0,0-5,0),
anTH-ieaTpoMepHsie a/T 0,1en/mi (0-10), at x Scl-70 0,1 en/mn(0-25,0), at k RNT 0,1ea/mi (0-
25,0).

AHanu3 KpOBM Ha aHTUTEIAa K aHTUTEHAM 3XHHOKOKKA, TOKCOKap, ascaris lumbricoides - otp.
AHanu3 Kaja Ha sSiMla reJIbMAHTOB U MPOCTENIINX - OTP.

OKT'. Cunycossriit putM, HCC 65 B 1 MmuH, ropuzoHTanbHoe nostoxxkenune D0C.

RQ opranoB rpyaHON KJIETKUA: 0YaroBbIX U MH(PUIBTPATUBHBIX TCHEW B JIETOYHON TKAHU HE
orMmeyaeTcs. JIErouHblil pUCYHOK C 00€MX CTOPOH YCHJIEH 3a CYET COCYAUCTOr0 KOMIIOHEHTA.
Kopuu ¢pubposzno ymnorHensl. KoHTypsl Auadparmbl 4eTKHE. CEpAle U KPyIHbIE COCY/IBI B
npenesnax HopMel. BeinoTa 1 cBOOOAHOIO ras3a mieBpajibHbIE MOJOCTH HE coaep:kar. [1o serounsim
1oJiiM 0€3 04aroBbIX U MH(UIBTPATUBHBIX U3MEHEHUN. KOpHU CTPYKTYpHBI, HE paCIIUPEHBI.
CpeaunHasi TeHb HE CMelIeHa, cepaue He pacmupeHo. CuHycbl cBoOoaHbL. Kynoi quadparmsl
YETKUU

KT opranos rpygHoii kinetku: OMmpuzema. Judy3Hbiii THEBMOCKIEPO3. Y3EIKOBBIM
nHeBMoGuOpo3. KanblHaT B KOpHE MPaBOTO JIETKOT0. AOPTO-KOPOHAPOCKIIEPO3.
MenuacTtranbHasi, HOAMBIIIEYHAs! KOJMYECTBEHHAs TuMdaieHonaTus

Koncynbranus JIOP-Bpaua: [1apanuu npaBoy mojaoBUHBI TOpTaHU. J|ByCTOPOHHHUI €BCTAXUUT.
[lonuno3HbIld pPUHOCHUHYCHUT

KoHcynbranus aepmarosiora: NpypurdHO3Hasi pacpoCTpaHeHHas SK3eMa




*  VY3U opranoB OproniHoii mosoctu u nouek: Juddys3apie n3MeHeHUs IEUeHU, TTOJHKETYTIOUHON
xene3nl. [Juddy3Hpie naMeHeHus: 00eux movyex

*  V3U nepudepuueckux 1umdOoy3JI0B: OKOJOYIIHbIC, 33 JHUE IICHHbIC, HAAKITIOYHYHbIE,
MOAKJIFOYMYHBIE, TOAMBIIICYHBIE CITPaBa U CJIEBa HE JIOLUPYIOTCSA, MOJYETIOCTHBIE CITPaBa —
eNMHUYHBIN 16X7MM, IOTYISPHBIE CIPpaBa HECKOJIBKO OTNEIbHBIX 10 10*4MM, maxoBbIe cripaBa
enuHUYHbIN 2 1 *6MM. KoHTYpBI pOBHBIE, YETKHE. DXOTEHHOCTh CHUXEHA, nuddepeHIanus Ha
[EHTPATbHYIO U epUPEPUUECKYIO YaCTU COXPAHEH, C TUIIOAXOTEHHOHN nmepudepruiecKoi 4acThio.
CTPYKTypa BceX JI/y OJJMHAKOBA.

* VY31 muTOBUIHOM KeJIe3bl U PErHOHAPHBIX TUMGO0Y3710B: COCTOSHHE MOCTE PE3EKIINHU MPaBOn
JIOJTY IIIUTOBUTHOM KeJie3bl. Peruaus y3moBoro 300a. B mpoekiinu napammuToBUIHBIX Kele3
JOTIOJIHUTENIBHBIX CTPYKTYP HE BU3YAIHM3UPOBAHO.

¢ OXO-KI': Pazmepsl kamep cepania He uaMenenbsl. Muokapa JDK He yronmieH. 30H HapylieHus
JIOKaJIbHOW COKPATUMOCTH JIEBOTO JKEJIyJI0UYKa HE BBISIBJICHO. YIIJIOTHEHUE CTEHOK a0PTHlI,
(buOPO3HOTO KOJIbIIA A0PTATBLHOTO M MUTPAIIBHOTO KJIAMIaHOB M CTBOPOK A0PTaJIBHOTO KJlamaHa y
ocHoBaHusA 6e3 orpannueHus ux noasmxHoctu. [Ipu JOIITIJIEPKT nHapyimenue nuactoandeckoi
(YHKITUY JIEBOTO JKETy/IoUKa | TUT, MaTOJOTHYECKUX MOTOKOB HE BBISBICHO, MPU3HAKOB
JIETOYHBIN TUMEPTEH3UU HE BBISIBICHO. KUIKOCTH B MOJIOCTH MEPUKAP/a HE BBISIBJICHO.
[TokazaTenu cokpaTuTeNbHON PyHKIIMK MUOKap/a B peiesax HOPMbI

* Pentrenockonus xxenyaka: [ITomopoodpasHblil MUIIEBO

e OI'IC: HegocTarouHOCTh Kapauu. XpOHUYECKUN racTpUT

* Jludd.muarno3: Cuaapom Yapra-Ctpocc B coueTanuu co ckiepoaepmueii? Capkonaos?
JlnmdonponudeparuBHoe 3a00aeBaHNE?

* BrimonHeHa OMOTICHS TOYKA




buoncus mouxku NebII 18501-504 ot 23.03.20171.

CretoBas mukpockonus. [Iposenens okpacku: 1'-3, HIWUK-peakius, Tpuxpom o Macony.
B npenapare 16 ki1y0oukoB, | U3 KOTOPBIX MOJIHOCTHIO CKiI€po3upoBaH. KiyOouku
3aMETHO YBEJIMYEHBI B pa3Mepax, CTCHKHU KallWUISPHBIX METeIb HEMHOIO YTOJIIEHBI,
OJTHOKOHTYpHBIC. B yacTu kiry0OYKOB OTMEUaeTCss HEOONbIIIOE pACIIUPEHUE ME3aHTUsl 0€3
BBIpaXCHHOU mpoiudepanuu Me3aHTHonuToB. He 00bI110i 04aroBbiit CKIIepo3
MHTEPCTUIMS U aTpous KaHAIbIIEB, 3aHUMatoue okosio 10-15% momanu noueynomn
napeHxumbl. THTEepcTUIIMaIbHAsT HHPUIBTPALMs TPAKTUYECKH OTCYTCTBYET.

Aptepun — 6e3 0COOeHHOCTENU. APTEPHUOIIBI — UMEETCS MPO(DHUIIb TPUHOCSIIECH apTEPUOIIbI
C MHCYJJaTUBHBIMU U3MEHEHUSAMHU T10 TUIY CYAIHIOTEINATBHOTO HOAYISIPHOTO
apTepHUOIOTHATNHO3A.

NMmyHODIIOOPECHICHITHS .

IgG - nepudepus KanUUBIPHBIX MTETeNh (POKATHPHO MEIKOTPAHYIISIPHO ++; TYOyIspHBIC
0a3asibHbie MEMOpaHbI+

IgA - HeratuBHO

IgM - HeratuBHO

C3 — 10 ke, uto 1gG++

Clq — HeratuBHO

Kanma — 1o e, uro 1gG++

JIam6ma — To ke, uro 1gG++

@uOpHUH - HETaTUBHO

3akarouyenue: MemOpano3Has Hedponarus 1cT. PanHue npusHaku 1uabeTHuecKoi
He(dponaTuu.










AHTHTeJIA K penientopaM docdoannasnl 2A Tuna <1:10 (Hopma <1:10)
Koncyabranus remarosora:; [IpuynHa 303uHODWINN HA CETOMHSIITHUN JICHb
He sicHa. Heo0xoauMo HCKITIOUUTh MUEIONpoudepaTuBHbIE 3a00J1€BaHUS (C
peamxupoBkoit reHoB PDGFRa, PDGFRJ u FGFRI

I'eneTuveckne mapkepsbl 203uHopuanu (FIP1L1-PDGFRa, ETV6-
PDGFR) - orpuniarenbabie

Koncyabranusa pruznarpa: CoBOKyIHOCTh pe3yJbTaTOB 00CIECIOBaHUS HE
MO3BOJISECT CBSA3aTh UMEIOIIUECS PEHTICHOJIOTHYECKUE U KIIMHUKO-
1a00paTOPHBIE CUMIITOMBI C CAPKOUI030M. MIMEIOT MeCTO clie/ibl CHOHTAHHO
U3JIEYEHHOIO B JIETCKOM BO3pacTe TyOEepKyJie3a, UTo CIEAYET yUeCTh IPU
HEOOXOJMMOCTH MPOBEACHUS UMMYHOCYITPECCUBHOMN TEpanuu

Cyokaaccenl 1gG: 1gG o6 6,51/t (Hopma 7,6-18,8). 1gG-1 1,1r/1 (Hopma 4,9-
11,4)/16,9% (mopma 60,0-66,0); 1gG-2 3,3r/n (Hopmal,5-6,4)/50,8% (Hopma
20,0-30.0); 19G-3 0,2r/a (mopma 0,2-1.1)/ 3,1% (aopma 5.0-8,0); 1gG-4 1,9r/a
(mopma 0,08-1,4)/29,2% (nopma 4.0-5,0)




Kiannunyeckoe cyxaeHue:

[TanimeHTKa CTapueCKOro BO3pacTa ¢ yKa3aHUsIMHU B aHAMHE3€ Ha KOXKHYI0 (hopMy
CKJICPOJIEPMHUHU, MOJIMIIBI HOCA, OPOHXHUATBHYIO aCTMY, Y3JI0BOM 300, 00C/Ie10BaHAa I10
MOBOAY HE(PPOTUUECKOTO CUHAPOMA B COYETAHUY C TUIIEPIO3ZUHODUIINEN

ITo naHHBIM OMOTICUM TTOYKH BBISIBICHA MEMOpaHO3Has1 He(ponaTus

Tutp antuTen k peuentopaM Gocdonnnazsl A2 HE MOBBIIICH

BrITONHAIICS pacIIMPEHHbBIN ITIOUCK NTPUYMH BropruuHor MH

OrnyxoJieBO# NMaTOJIOTUH MUIIEBO/IA, KETYJIKa, JIETKUX HE HAWJICHO; MH(DEKIITMOHHAS U
napasuTapHas arojaoruu uckitoueHsl; 1anubix 3a CKB, cucremuyo
CKJIEPOJEPMUIO HE MOJYUYEHO; TUArHO3 CAPKOMA03a HE MOTBEPKEH; OTBEPTHYT
JIarHo3 MUEIONPoan(pepaTUBHOTO 3a00ICBaHNS

C yuetoM Mop(dosioruueckoro BapuanTa HepornaTuu, HopaxeHusl JIETKUX,
IIIATOBUIHOM >KeJIe3bl U runepl0o3uHoduinu 3amnogo3peHa 1gG4-accouunpoBanHas
00J1e3Hb

Brinmonneno uccnenoBanue cyokinaccoB |gG, BeisiBiieno noesimenue 1G4 1o 29%
(6 HOpM)

Taxkum oOpa3zom, auaraos 1gG4-accoruupoBaHHON O0IE3HU CEPOTOTHICCKH
MOATBEPIK/ICH, HaUaTa Tepamnus NpeIHU30JI0HOM B J103¢ 40MI/CyTKH, YMEHBIIUIICS
KO>KHBIM 3y]1, HOPMAJIM30BAJIOCH KOJIMYECTBO 303UHOPUIIOB — 2,8%, yaydIIuiIcs
amnmeTuT, YaCTUYHO PETPECCUPOBAIIA OTEKU




Kiananyeckuy 1Mar’Hos

OcHoBHoe 3a00J1eBanne: 1gG4-acconurpoBanHasi 00J1€3Hb C MOPAKEHUEM TTOUEK
(meMOpano3nas Hedpomnarusi, XbII 3a ct - pCK® 57mn/mun no popmyne CKD-
EPI); momkeaya0ouHo# Keae3bl, IUTOBUIHOM JKEIC3bl, JIETKUX, TUM(aTHIeCKUX
y3J10B, KoxkH, JIOP-opranoB (caxapHblii 11uadet, OpoHXHadbHas acTMa, MOJUIO3HbIN
PHUHOCUHYCHT; IByXCTOPOHHUM €BCTAXUUT; NTape3 JIEBOW MOJOBUHBI TOPTAHM;
THIEPI03UHODUIBHBIA CHHAPOM; JTUMQPAICHOIIATHS; Y3IOBOH 300)
ConyrcrByromue 3a0oaeBannsi: [ unepronnyueckas 001e3Hb 2CT, 3CT, 4 pUCK
CCO. HenocrarouyHoCTh Kapauu. XpOHUYECKNN TACTPHUT.




Yepes 3 mecsinia OT HAYaJIa TePanumn

JI Op Hg Tp HEUTp JIAM MOH 303 CODB
x10%n x10%%/x (/i) x10%/n % b % % % MM/q
11.31 4,36 124 319 67 20.7 94 1,2 83

Cyrtounasi nporeunypusi 4,624 r/cytku. benok B Mmoye 2,72 1/cyTKH,
nuypes 1,7 n/cyTtku

BunupyOouH MKMOITB/IT 6
MoueBruHa MMOJIBL/IT 79
KpeaTrHUH MKMOJIB/JI 117,7

I'mroxo03a MMOJIB/JT 12,23
Xo0JIeCTEpUH MMOJIB/JT 12,34
AJIT u/n 24
ACT u/n 22
I'TTII u/n 128
Ammnaza U/i 67
JIAT u/n 326
ChBIB.KEIIE30 MKMOJIB/JI 10,9
MoueBast K-Ta MKMOJIB/TI 476
Kanuiit MMOJIB/I1 51
Hatpuit MMOJIB/1T 137
XJ10p MMOJIB/IT 101
dochop MMOITB/JT 1,47
Kansuuit MMOJIB/11 2,01
O.6eoK /1 46
AJpOyMUH T/ 22

HBAlc 7,8% (HOp™Ma 4-6,2)
CyTouHasi Mo4Ya Ha DIIOKO3Y 28.22 MMOJIB/CYTKH, TJII0K03a B Moue 16,6 MMoib/i, nuypes 1,7 i/cyTku




O ocTturayTa peMUCCHs YaCTH BHETIOYEUHBIX MPOsiBIeHUH, oqHako HC
COXpPaHSJICS, B CBA3U C JICKOMIIEHCAIIUE CaxapHOro nruadeTa Ha3HAYEH
WHCYJIMH, HAYaTO CHUYKEHUE JA03bI MIPEIHU30JIOHA, K Tepanuu 100aBJICH
IUKI0CIIOpUH-A B 103¢ 150 mr/cyTku (mocturayrta koHmneHntpamus C-0
104ur/mi)

U IIpu nocaegaem obcnenopanuu B anpeire 2018r. — m03a npeIHU30JI0HA
CHIDKEHA 0 5 MI/CyTKH, MOJy4yaeT HukKiIocnopud A 150 Mr/ctyku

O JlocturayTa 9acTH4HAs peMHCCHsS HE(PPOTUIECKOTO CHHAPOMA

O Kpearunun kpoBu 147 MKMOJIB/JT

U /Imabet KoMIIEHCHpPOBaH

L DxcrpapeHa bHBIX MPOSIBICHUN HET

O /lo3a nuknocnopuna A camkena 10 100 mr/cyTku




Knvaunuyeckue nposiBjieHus KoanuecTBO 001bHBIX %0

Perponepuroneajbubiii Gudpo3 6 75
MemOpano3Hasi HeponaTus 1 12.5
TyOyJoMHTEPCTHIMAIbHBIN HEGPUT 1 12.5
CrJj1epo3upyIOIIUil A0PTUT U NEPHAOPTUT 2 25
Tueponaut Pugens 2 25
MHaTepcTHIMAIBLHBII THEBMOHUT 2 25
Iopa:keHus1 KOKHU 2 25
ITankpeaTut 2 25
BocnasurebHbIN NCEBIOTYMOP MEYEHU 1 1256
BocnajureabHbI NCEBIOTYMOP OPOMTHI 1 12.5
Ckiiepo3upyronimii CHAJIAJeHUT 1 12.5
Ckuiepo3upyronimii JaKpruoaJeHuT 1 125
IlopaxeHune HOCOITIOTKH 1 15
IoBbimenue ypoBHsi 1G4 B kpoBH 7 87.5
D03uHOPUITHS 3 37.5




