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[[acTpOreHHbIN CUHAPOM
Maribabcopouunm



MnweBapeHune B Xenyake

Y B3pOCSIioro YernoBeka B Te4eHMe CyTOK obpasyeTcs
N BblaenseTcda okono 2-2,5 n xenygovHoro coka (pH 1,5-1,8)

[ NaBHbLIN HEOPraHNYEeCKUN KOMMOHEHT XeNya04YHOro coka —
CONsIHAs KUCMoTa, KoTopasa HaxoauTcst B CBOOOHOM
N CBSA3aHHOM C NMPOTEeNHaMn COCTOAHUN

ConsaHas KucrnoTa cnocobcTeyeT AeHaTtypaummn 6enkos

B XXenyake, 4To obrieryaeT nx nocnegyrowee paclienseHme
nercuHamm, a Takke akTUBUPYET NerncMHOreHbl (HeakTUBHbIE
depMeHTLI, KOTOpPble BbIAENAIT Xeny4o4YHbIe Xere3bl)

N npespallaeT Ux B aKTUBHble PEPMEHTbI — MNENCUHDbI

OnTnmym nNpoTeasHOW aKTUBHOCTU 3TUX PEPMEHTOB
HaxoauTtcst npu pH 1,5-2,0. OHK paclennatoT 6enku
0o anbbymMo3 1 NernToHoB

B KeJlyao4HOM COKe MMeETCH XKelnyao4dHasd Jirnasa, KoTopas
CpPpaBHUTEJIbHO MaJ10 akKTBHaA U paclersideT TOJIbKO
AMVYJIbI'MPOBaAHHbIE KNPbI; TaKXe rnpoaosKaeTcd ruaposing
yrnesoanos rnoa BriindHNeEm CbepMeHTOB CJTHOHDbI



[MpMYUHBbI racTporeHHOn Mmanbabcopoumnm

« XPOHNYECKNN aTPOPUYECKNN racTpuT

C rmnocekpeLumnen consaHom KUCNoThbl
(MKB-10 — K29.4)

- Pesekuusa xenygka (MKb-10 — K91.1)

- BblpaxkeHHasa runepcekpeLmnsa cConaHon KUCMoThl
(npn atom npouncxoaut noHmwxkeHune pH B AlK
N MHaKTUBauuga tam (npu pH = 5)
nnu paspyweHue (npm pH = 4) depmeHTos DX,
4YTO N NPUBOAUT K CUHOPOMY Marnbabdbcobumn
(B UTOre — naHkpeaTtoreHHoMmy)



XPOHUYECKUUN racTpuT

[ pynna XpoHU4Yeckux 3aboneBaHnmn, KoTopble
MOPJOONOrMYEeCKN XapakTepusyrTca Hanmymem
BOCNanNUTENbHbLIX U ANCTPOdPNYECKNX NPOLLECCOB

B CIN3NCTON 0DOMOYKe Xenyaka, ee nporpeccupyroLen
aTpoduen, PyHKLUMOHANTIBHOU U CTPYKTYPHOW
nepecTponKkomn

XPOHUYECKUWN racTpUT — MNOHATUE MOPAONOrnyeckoe




FacTporeHHbIn CM — aTpoduyeckum ractpur

CHWXeHHaa cekpeuuns ConstHoM KUCNoTbl MPUBOANT
K YCKOPEHHOMY NPOABUXEHMIO XMMYCa NO TOHKOM
KULLIKE, HapyLLEHMIO BCacbiBaHUA N Pa3BUTUIO
ancbmosa TOHKON KNLLIKU — U30bITOYHOMY POCTY
bakTtepumn B ToHKOM Knwke (CUBP), uto ycyrybnser
nposienieHnsa CM



ATpodunyecknu racTpurt

. [1na anarHoCTuKM aTpoduUYecKoro racTtpurta
Heobxoauma bruoncusa (TonNbKO 3HO0CKONUYECKN
aTpodousi BbigBNsieTcss meHee, 4yem B 70%
cly4yaeB)

. Camas 4Yactaga dpopma XpOHMUYECKOro racTpuTa
— H.p.-accoummnpoBaHHbIN XPOHUYECKUN
racTpur




Pa3Butue atpoduun npu H.P.-ractpuTte

- Yepes 2 ropa — 6% 00nbHbIX
- Yepes 4 roga — 22% B605nbHbIX
- Uepes 6 net — 34% O60nbHbIX

- Yepes 10 net — 43% 60nbHbIX

(Sakaki N. et al., 2002)



HeunHBa3uBHaa agnarHoctuka atpodhum COX

[OnarHoctn4yeckaga naHens (ractponaHenb —
MUKpOnaHweTHas UMMYHOMEePMeEHTHas
MeToaunka)

- [NencuHoreH | (PG )
. [NencuHoreH Il (PG II)
- [acTpuH-17 (G-17b n G-17s)

- AHTUTENa IgG K H.p.
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NMencuHoOreH |

- YpOBEHb NencuHoreHa | B KPOBM — NHOMKATOP
COCTOSIHUSA CTPYKTYPbI U AOYHKLIMX CIIU3NCTOWU
000/104KM TeNa xenyaka (BcacblBaetcd B KpoBb 1%)

. [lpn passutun atpoduun B TEene xenyagka
KOHLUeHTpauus PG | ctaHoBuTcsa MeHbLie 30 mr/n
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NencuHoreH |l

YpoBeHb nencuHoreHa |l B KpOBU — MHOUKaTOP

COCTOSIHMSA CITIU3UCTON ODOSTOUKM XKernyaka

M BO3pacTaeT npu passBuTumn BocnareHuns (bonbLue

10 Mr/n), He3aBUCUMO OT ero NPuYKnHbl (H.p., npuem
raCTPOTOKCUYHbIX NEKAPCTB, 3abpocC Xen4yum, npuem
OCTPOM MULLM NN KPENKOro ankorons)
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bone3Hb MeHeTpue
(MKB10 — K29.6)
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bone3Hb MeHeTpue

. 9TO peakoe 3aborneBaHne — OMUCAHO BCEro
HECKOSbKO COT Cry4yaeB

- Yawle boneoT MyX4nHbl — 3:1, 0ObI4YHbIM BO3pacCT

Ha4yana 6one3Hn — 30-60 neT, xoTa MoryT 3aboneTb
n Ooetu

Coffey R., Tanksley J. Trans Am Clin Climatol Assoc 2012;123:126-133 14



bone3Hb MeHeTpue

dTHnonorua:

1. MHpekumsa H.p. (Yalle y B3pocChbiX)
nnu/v umtomeranosupyc (LUMB) — yaule y oeten

2. HacnenctBeHHOCTb (?7)

[MaToreHe3 — nNoBbILLEHHAS BbIpaboTKa KreTKkamMmu
COX TpaHcopmupyroLlero goakropa pocra anbda
(TGFa)

15



bone3Hb MeHeTpue

['Mnepnpoaykuma TGFa, ponb KOTOPOro onocpenyeTcs
Yyepes peuenTop anuaepmMmansbHoOro gakropa pocrta
(EGFR), (obnagaeT TMPO3MHKNHA3HOW aKTUBHOCTLIO),
accoummpyeTca ¢ OoBEONAPHON rnepnnasmnen,
NOBbILLEHNEM BbIPAabOTKN MYLIMHOB, YMEHbLUEHNEM
4yMcna rnaBHbIX N NapmeTanbHbIX KMNETOK,
YMEHbLLUEHUEM BbIPpabOTKN COMAHOW KUCIOTbI

Coffey R. et al. J Clin Invest 2007:117:70-80 16



bone3Hb MeHeTpue

bnarogapa TUPO3UHKMHA3HOW aKTUBHOCTM NPOUCXOaUT
aKTMBaLUA HEKOTOPbIX MYyTEU BHYTPUKIETOYHOM
CUrHanNbHOW TpaHCAYKLUUWN, YTO, C OOAHON CTOPOHHI,
accouumnpyeTca ¢ nponndepaTtMBHON akTUBHOCTLIHO,

a C OpYyrov CTOPOHLI, BO3HUKAET HECOCTOATENLHOCTb
anonTo3a, YTo Nno3BoNseT cumTaTb bonesHb MeHeTpue
npegpakoBbiM COCTOAHUEM

Toubia N., Schubert M. Menetrier’s dicease. Curr Treat Opt Gastroenterol 2008;11:103-108 17



bone3Hb MeHeTpue

Hayano 6one3Hn — ocTpoe (Yalle y geTen)
NN NOCTENEHHOE

CumMmnToMmBI:

— 6onu B anuractpum (48-74%)

— TowHoTa (40%)

— pBOTa (38-48%)

— nepudoepudeckme otekn (38-44%)
— CHmXeHmne macchbl Tena (34-45%)
— aHemusa (28%)

— anapes (10-12%)

Maes W.B., AHgpees [1.H., CamcoHoB A.A. bonesHb MeHeTpue. KnuHnyeckas megmumHa 2015;4:11-15
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bone3Hb MeHeTpue

BO3MOXHble OCNOXHEeHUA:

— KpoBoTeueHusa (Yalle ckpbiTagd KpoBOMoTeps) —
NPUBOAAT K XPOHUYECKON NOCTreMopparm4eckou

dHEMUN

— [loBbIlWEHHAA CKIMOHHOCTb K TPOMOO3aMm
(n3-3a cHmxeHna OLK n cryweHnsa kposn?)

— ManurHmnsaumsa (oo 15%)
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bone3Hb MeHeTpue — AnarHoCcTUKa

OOl 1C — anddy3Hoe yBenmyeHne TomLwmHbI
cknagok CO Tena xenyaka

buontat — aTtpodus xenes, ymeHblLleHne
KOnmM4yecTBa rMaBHbIX U NapueTanbHbIX KNEeTOK,
dooBeondpHas runepnnasung

PeHTreHorpadusa xxenyaka (4BonHoe
KOHTpacTUpoBaHWUE) — TOJSICTble U3BUNUCTbIE
CKNaKu, BbICTynatoLime B NPOCBET Xenyaka
(AedeKTbl HaNONIHEHNA HenpaBUbHOW OPMbI)

[ MnoansbymMmHemMus
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bone3Hb MeHeTpue — ne4vyeHue

— Y OoeTten BO3MOXXHO CNOHTAHHOE pa3pelleHune
— HwneTa, oboraleHHasa b6ernkom, ansbymunH

— MNpwn Hannyun LUMB — raHuuknosup, npu Hanmymm
H.p. — apagukaunoHHaa Tepanus

— OdnypeTunku

— XOonuHonuTukn, bnokatopsl H,-peuenTpoB
K ructamuny, UMM, oktpeotna

— UeTtykcumab — xmmepHbIe MOHOKNOHAamNbHbIE
aHtutena lgG,, HanpaBneHHbIe NPOTUB peLienTopa
anngepmanbHoro paktopa pocta (EGFR)
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I'IMu.l,eBapeHMe B TOHKOM KULLEe4YHUKe

Ponb dbepmeHTOB INXK 1 xenun

22



I'IMu.l,eBapeHMe B TOHKOM KMLWLEe4YHUKe

- N3 XKenyaka nmieBasd Mmacca nopumnamMm noctynaet
B KULLEYHUWK, rae nponcxogdr rnpoueccobl CbepMeHTaTI/IBHOI'O
rmaposrin3a n nepexon K sCaCbliBaHMKO

- ['ngponm3 ocobeHHO MHTEHCUBHO NPOUCXOAUT B Ha4YanbHOU
4acTu TOHKOW KULLKU

. da3a nueBapeHnst B TOHKOM KULLIEYHUKE NPOUCXOaUNT
B cpeae, 6nm3Kkon K HenTpanbHOW

. [lepexon oT nepBoHa4YarbHOro NepeBapuBaHnUs B KUCITOW
cpene (kenynok) K nepeeapuBaHuio B HEUTPanbHOW
nnn cnabolerniovHon cpeae (TOHKasa KULKa) SABNSETCH OYEHb
APEBHUM 3BOMNOLMOHHBIM NpnobpeTeHmnem, n TUNnM4eH
HEe TONbKO AN1S YernoBeka, HO Takke Ons BCeX BbICLUUX
XUBOTHbIX, HU3LLINUX MHOIMOKNETOYHbIX 1N AaXe OQHOKETOUYHbIX
OpPraHM3mMoB, Yy KOTOPbIX B NMULLEBapPUTENbHbIX BaKyOsidX
noaaepXXmuBaeTcsl cCHavana Kmcnas, a 3aTem wernovHasd
peakuus 23



I'IMu.l,eBapeHMe B TOHKOM KMLWLEe4YHUKe

- bonbWMHCTBO BENKOB 1 MPOAYKTOB UX HEMOJTHOIO
rmaponmnaa, yrnesogoB U XMPOB Yy YerioBeka
pacLLEeNNATCA B MONOCTU TOHKOWN KULLIKU
NpenmyLLeCcTBEHHO Noa AeNncTBmMemM oepMeHTOB,
cekpeTupyemMbix nogxenygovHou xenesou (1K)
N Xen4yHbIX Kucnot, noctynatowmux B AlNNK

- Knetkun IN>K, KOTOpble CUHTE3UPYIOT
nuieBapuTernbHble epMeHTbI, cocTaBnarnT 95%
BCEWN MacCChbl Xene3bl, a ocTanbHble 5% — KNeTKu
9HOOKPUHHOM TKaHW, BbipabaTtbiBatoLLme,

B OCHOBHOM, MHCYJINH, @ TaKXe rnoKaroH
N coMaToCTaTUH

24



I'IMu.l,eBapeHMe B TOHKOM KMLWLEe4YHUKe

- 3a CYyTKM BblpabaTtbiBaeTCcAa A0 2 NUTPOB
NaHKpeaTN4YeCKoro coka, KOTopbll UMEET LLENOYHYIO
peakuyuto (pH 7,5-8,8)

- B cocTtaB nogxenyno4HOro coka BXoadT BoAa
n cyxon octatok (0,12%), koTopbin NpeacTasrieH
HeopraHN4YeCckMMn U oOpraHN4eCKMMmn BeLLECTBaAMMU

- B coke copgepxatca katnoHbl Na+, Ca,+, K+, Mg+
n aHnoHsbl Cl-, SO;--, HPO,--. OcobeHHO MHOro
B HEM BukapboHaToB, bnarogapst KotopbiM pH coka
MMEET LLENMOYHYIO peakLuto, a epPMEHTbI
Noa)Kenyao4yHoro coka akTuBHbI B CriaboLLenioqHON
cpene 25



I'IMu.l,eBapeHMe B TOHKOM KMLWLEe4YHUKe

- NenTnabl, obpasoBaBLUMECSH NOO OENCTBUEM MENCUHA
Xenyaka, a Takke HepacLlenneHHble Denku,
rmaponusyloTcs npoteasamu coka XK (TpuncuHom,
XUMOTPUNCUHOM, pa3nnyHbIMKN Kapbokcunentunaasamm
N anacTtason)

. B pe3ynbTaTe 3TOro n3 KpynHbiX OEnKOBbIX MOMNEKYI
M NONUNENTNOO0B 00pa3yrTCs HN3KOMOMEKYNSAPHbIE
nenTuabl U aMUHOKUCIOThI

- ObbI4HO BCce pepmeHThI BblaenatoTes MK
B HeakTMBHOW popMe (Tak Ha3biBaeMble MPOPEPMEHTbI —
9TO NPenATCTBYET NepeBapuBaHnUio MU TKaHK camon XK)
n aktuBupyrotca Tonbko B AINNK noa gencrenem
9HTEPOKNHAa3bl — 3TOT (PpepMeHT obpa3syeTca
B crnin3uctomn obonoyke AlNMK 26



I'IMu.l,eBapeHMe B TOHKOM KMLWLEe4YHUKe

- OcHoBHag ponb B perynsauun cekpeunm MNXK
nuLeBapuUTenbHbIX PEePMEHTOB NPUHALNEXUT
ropMoHamMm, KoTopble cuHTesunpyroTca B ANNK —
CEKPETUHY U NaKPEO3UMUHY (XOSTELUUCTOKNHNHY)

« CeKpeTuH CTUMYITMPYET CEKPELMIO XXUOKOMN YacTu
naHKpeaTU4eCcKoro coka n bukapboHaTos,
a XONeUNCTOKUHNH — CUHTE3 U NOCTYNNeHne
B OBEHaOUaTUNEPCTHYIO KULWWKY pepmeHToB K

- B cBoto o4yepenb oba 3T ropMoHa HavynHaroT
BblAENATLCS NO4 BAUSIHUEM raCcTpuHa, KOTOPbIN
obpasyeTca B CNM3NCTON 0D0MNoYKe Xenyaka
N CTUMYNUPYET BblOENEHNE KNCIIOMO XKeNyaA04YHOro
cekpeTa



I'IMu.l,eBapeHMe B TOHKOM KMLWLEe4YHUKe

YrneBsoasbl paclenndarTcAd nod sBrindHNEM
a-aMminsiadbl NOAXeJTyadO4HOIro COKa A0 TPU-

N AncaxapmnaoonB 6e3 3Ha4YNTENbHOro HaKoOMEeHUs
MHOKO3bl

B ruaponmnse XXnUpoB BaXXHYIO POSib UrpaeT XKenub,
Bblaendemaa nevyeHbio

Kenyb — cekpeT, KOTopPbIM HEMNPEPLIBHO
BblpabaTbiBAETCA XKENE3UCTbIMU KIleTKaMn NeYeHu
BCEX MO3BOHOYHbIX XXUBOTHbIX

[le4eHb B3pOCNoro 4YenoBeka BblAENSAET 3a CYTKU
0o 1,2 nutpa xenyu

28



[TonocTtHOEe U NPUCTEeHOYHOEe NUuLleBapeHune
B TK
. [nwieBapeHne genaTt Ha AUCTaHTHOeE (MONOCTHOE,
KOTOPOE NPOUCXOAUT B MPOCBETE KULLIKWN)
N KOHTAKTHOE (NPUCTEHOYHOE, UMM MEMDpPaHHOE)

. [lnctaHTHOE (MONOCTHOE) NuLLEeBapeHne
OCYLLIECTBNSAETCHA C NOMOLLbIO PEPMEHTOB
NULLEBAPUTESBbHbBIX CEKPETOB B MOMOCTAX
Xeryago4Ho-KNLWEYHOro TpakTa Ha paccToOsAHUM
OT MecTa obpa3oBaHus ATUX PEPMEHTOB

. Obpasylowmecs NpoayKThbl rMaposinsa B pesynbraTe
nepemMelumBatoLnxX ABMXKEHUN KNLLIEYHOM
MYCKynaTypbl conpukacarTcs C MOBEPXHOCTbIO
KULLIKW, TOe NpoucxoauT ganbHenwasa nx obpabdoTka

29



[TpucteHo4yHoe nuweBapeHue B TK

- KoHTakTHOE (NpucTeHo4YHOE, NN membpaHHoE)
nuwleBapeHne, otkpbiToe A.M. Yronesbim,
NPOMCXOOUT B TOHKOM KULLIKE B 30HE FMKUKOKanunkca

- MMUKOKaANUKC — HapY>XHbIN CNOWU KINETKU, KOTOPbIW
NEeXNT Had KNeTo4YHoM MembpaHoM 1 NOKPbIBAET
BOPCUHKW, HENOCPeACTBEHHO CBSA3aH C BHELLHEN
cpenou KneTkn — MykKononucaxapuaHas
TPEXMEPHAasa CeTb C MHOTMMIW peLenTopamm

30



[TpucteHo4yHoe nuweBapeHue B TK

 [1lpucTeHOYHOE NULLEBAPEHME NMPOUCXOOUT
Ha NOBEPXHOCTU MUKPOBOPCUHOK C y4acTUEM
depMeHTOB, PUKCUPOBAHHbLIX HAa KNETOYHOW
MeMObpaHe, 1 TONbKO Mocre 3TOro NpoucxoanT
BCacblBaHWE — TPAHCNOPT NUTaTesNbHbIX BELLECTB
yepes SHTEePOUUTLI B KPOBb NN NUMAY

- B membpaHHOM nuuieBapeHnn y4acTBYIOT (PEPMEHTHI
coka XK (a-amunasa, nunasa, TPUNCUH, XUMOTPUICUH,
anacrasa), agcopobmpoBaHHbIE B Pa3fiMyHbIX CNOSAX
rMUKOKanukca, N KuievHble depMeHThl (g-ammnasa,
ONnnro- n gncaxapuaasbl, pasrnnyHble TeTpa-, Tpu-

n gunentuaasbl, aMMHONeEnNTUaasa, wenovHas
doocaTtasa U ee U303H3UMbI, N PAL APYrnx
depmeHTOB — BCero boriee 20) .



[MnweBapeHune B TK

. [1na membpaHHOro NuLLIeBapeHnNst XxapakTepHa
cneaytowlaa 3aBUCUMOCTb: CEKPeTopHasa akTUBHOCTb
SNMUTENNOLINTOB YObIBAET OT KPUMNTbI K BEPLLUNHE
KNLLEYHOWN BOPCUHKM

- B BepxHen 4actm BOPCMHKM naet B OCHOBHOM
rmaponun3 aunentnuaos, Y OCHOBaAHUA —
aucaxapuaos

. [NpucTteHo4HOE nuuieBapeHne 3aBUCUT
OT PEPMEHTHOro coctaBa MemMmbpaH 3HTEPOLINTOB,
COPOLUMOHHBIX CBONCTB MeMBOpaHbl, MOTOPUKN TOHKOW
KNLLKW, OT MHTEHCUBHOCTW NOJTOCTHOIO
NULLIEBAPEHUS, XapaKTepa NPUHATON NMULLN
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KuweyHbin cok

- KniweyHsin cok npeacraBnsaeT cobon CEKPET XKerneas,
PACMNOJIOXKEHHbIX B CIIM3UCTON 060N04YKe BOMNb BCEW
TOHKOM KULLKKU (OyodeHanbHbIX, UNn OpyHHEPOBLIX
Xeres, KUWEYHbIX KpUMT, nnu nnbepKroHOBbIX
XKeres, KUWEYHbIX AaNUTENNOLMTOB, DOKanoBUOHbIX
KIEeTOoK, KrneTok [laHeTa)

- Y B3pOCNOro 4yerioBeka 3a CyTku otaendetca 2-3 n
Knwe4vHoro coka (¢ pH ot 7,2 go 9,0)

.- COK CcOCTOMT 13 BOAbl U CYXOro ocTaTka, KOTOpbIN
npeacTaBrieH HeopraHN4YeckMMmM 1 opraHN4eCcKUMU
BeLLlecTBaMM
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NMMnweBapeHune B TK

- Ha membpaHHOe nuuleBapeHmne okasbiBalOT BIINAHNE
Pa3nnYHble TOPMOHbI, B YaCTHOCTWU, FTOPMOHbI
HaaMNno4Ye4yHUKOB, BNUSAKOLWLME HA CUHTES3
N pasmMelleHmne pepmMeHTOoB

. [NnweBaputenbHble NPOLECCHl B TOHKOU KULLIKE
pacnpeneneHbl HEOOMHAKOBO Kak B HanpasneHuu
OT €€ Ha4arna K KOoHUYy, Tak 1 B HanpasneHuu
OT KPUMT K BEPXYLLUKAM BOPCUHOK, YTO Bbipa)KaeTcs
B COOTBETCTBEHHOW TONorpadum Kaxaoro
N3 nuuieBapuTesnibHbIX EePMEHTOB,
OCYLLIECTBNAOLLMX KaK NOMTOCTHOE, Tak 1 MeMbOpaHHoe
nuieBapeHmne

34



[MnweBapeHne B TOSICTON KULLKe

- B Toncron kuwke nuwieBapeHne ¢ NOMoLLbH
depmeHTOB, 06pa3yrOLLNXCA cCaMUM OPraHN3MOM,
NpaKTU4YeCKn OTCYTCTBYET

- B cogep>Xnmom ToncTom KNLWKMU obHapyXnBaeTCH
He3Ha4YnTENbHOE KONMMYeCTBO (DEPMEHTOB,
HO nmeeTca boratas bakTepunanbHasa Mukpodsiopa,
Bbl3blBaloLLlas copaxmnBaHue yrnesogoB
c obpasoBaHnem KXXK n pacnag 6enkos,
B pe3yribTaTte 4yero obpasytotca opraHn4eckmne
KNCNOTbI, ra3bl (Yrrinekncrnbin ras, MeTaH
N CepoBOaOpPOa), AA0BUTbIE BeLlecTBa (deHor,
cKaTorn, UHOOJS, KPe3or1), KOoTopble 06e3BpeEXMBAOTCH

B Ne4YeHu
35



[MnweBapeHne B TOSICTON KULLKe

BcnencrteBne MMKpOBGHOIro OpoXKeHUs pacLLennseTca KnetyaTka

B ToncTton knwke npeobnaaaloT npoLeccbl 06paTHOro BcachiBaHUS
(peabcopbLmmn) Boabl, MUHEpPArbHbIX U OPraHNYeCKNX KOMMOHEHTOB NULLEBOW
KalluLbl — XMMyca

B ToncTton kuwke BcacbiBatoTcst 40 95% BOAbl, a TAKKe 9NEKTPONUTbI, MMKO3a,
HEKOTOpble BUTAMUHbLI 1 aMUHOKUCIIOTbI, MPOAYyUUPYEMbIE KULLEYHOW
MUKpOdpnopou

yKenesbl cnm3ncTom 0060n0YKN TONCTOW KULLKU BblAENAT HEOONbLLOE KONMUYECTBO
coka (pH 8,5-9,0), koTopbln cOAEPXUT B OCHOBHOM C3b, OTTOPrHyThIE
anuTenunanbHble KIEeTKU N HebonbLloe Konnyectso dhepMeHTOB (NnenTuaassl,
nunasa, amunasa, wenoyHas gocdarasa, KaTeENCUH, Hykneasa) Co 3HaYUTENbHO
MEHbLUEN aKTUBHOCTbI, YEM B TOHKOW KULLIKE

[Mpn HapyLLEHUM NULLIEEBAPEHUS BbILLENEXALLMX OTAENOB MULLIEBAPUTENTBHOIO
TpakTa ToJcTas KuLKa cnocobHa nx KOMMNEHCMpoBaThb NyTEM 3HAYUTENBHOMO
MOBbILLIEHNS] CEKPETOPHOW aKTUBHOCTM

Perynaumnsa otoeneHnsa coka B TOSICTOM KnLKe obecneynBaeTcsd MECTHbIMU
MexaHn3MaMn — MexaHN4YeCKoe paspaKeHne Crinm3mcTom 060NoYKM KNLWEYHWKA
ycunuBaeT cekpeuuio coka B 8-10 pas

Mo mepe NpoABMKEHUS N YNINTOTHEHNSA COAEPXKMMOTOo KuLeYHuKa dhopMmnpyeTcs
Kan, HakonyieHne KoToporo Bbi3biBaeT akT Aedekauum 36



[[enaToreHHbLIU CUHAPOM
Manbadcopouum
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fenatoreHHbin CM

« CM ocrnoXxHseT Tsaxernoe TevyeHne XpoHU4YeCKOoU
naToniornn neveHmn ¢ popmmpoBaHmem PnOPO3HbLIX

N UMPPOTUYECKMX UBMEHEHUIA OpraHa
(MKB10 — K74)

« Y BOMbHbIX C UMPPO3OM NEYEHN BO3HUKAET
Tpodponornyeckas HegoctaTtovHoCTb (TH), npuyem
Tskenas TH 4valle Bcero Bo3HMKAET Yy DOSIbHbIX
C anKorosibHbIM LMPPO30M MNeYeHu

- HepocTtaTo4HOCTbL NMUTaTESNbHbIX BELLECTB
NOCTENEHHO NporpeccupyeT OT UCTOLLEHUSA
MX 3anacoB B TKaHAX 40 OMOXMMUYECKNX
N PYHKUMOHANbHbLIX NSBMEHEHUN N KITMHNYECKNX
nposaBneHumn 38



fenatoreHHbin CM

BblioenatoT gea BapuaHTa Tpodonormyeckou
HeJOCTaTO4YHOCTMU:

1. KBawumopkop — benkoBasi HE4OCTAaTOYHOCTb
Cc Jemuntom BUCLEpanbLHOro nyna oenkos
(6enikoB BHYTPEHHUX OPraHoB N KPOBW)

2. Mapa3m — 0enkoBO-3HepreTnyeckas
He4OoCTaTOYHOCTb C UCTOLLEHNEM COMATUYECKOIO
nyrna 6enkos (6enKoB CKesieTHLIX MbILL) 1 3anacoB
Xupa
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NenatoreHHbin CM

KnnHunyeckn tpodoonornvyeckas HegoCTaTOYHOCTb
nposiBNnaeTcs cnabdbocTblo, aHOPEKCUEN, NOXYAAHNEM,
BO3HMKAET UCTOLLEHNE NOOKOXHO-XXUPOBOIO CIoS

N MblLLL, Anapesd, NOABNAITCA pacnpoCTpaHEHHbIE
OTEKWN, MPU3HAKN NONUTMNOBUTAMNHO3A

Koxxa ctaHoBUTCS BrieHOU, CyXOW, XOrOoaHOM,
C KOPUYHEBbLIMU NATHAMU NUTMEHTaLU NN

BosHukaeT notepsa nmbnao y My>k4nH 1 ameHopest
Y JKEHLLWMH, OCTEONOPO3

BepodaTHOCTb pa3Butua Tpodonormyeckou
HEeJOoCTaTO4YHOCTWN BESInKa, eCcrin BO3HUKAET NoTeps
mMaccbl Tena 6onee 5% 3a ognH mecsay, 6onee 7,5%
3a Tpu mecsua unm donee 10% 3a 6 mecsiLEB 40



lenaToreHHbIn CM — aunarHocTMkKa

. AHeMmus (kenesoneduunTHas, BUTaMUH B -
1 ponnesogeuLNTHaSA)

- NHpekc maccol Tena (MMT) < 18,5 kr/m?

(MMT= Bec (kr)/PocTt (m)?)

- Comatuyecknu nyn 6eKoOB XapaKTepusyeT OKPY>KHOCTb
mbiwy nneda (OMIT) (OMIM=0TI1 (cm) — 0,314 x KXXCT
(Mm), rae Ol — OKpYyXXHOCTb nie4va Ha YpoBHe cpeaHemn
Tpetn, KXXCT — TonuwmHa KoXXHOW CKrnaakn Hag TPULEencom
Ha YpPOBHEe cepeauHbl nreya, CHUXKEeHNEM COMaTUYECKOro
benka cuntaetcda npu OMI1< 23 y myx4mH n OMI1< 21

Y XKEHLLWH

. TonuwmHa koxHou cknagkm Hapg Tpuuencom (KXKCT)
Ha YpOBHE cepeauHbl nneva, Kotopasa oTpaxaeTt
cogepkaHune Xxupa B opraHuame — aeuunT X1pos

cuntaetcs, ecrnm y my>kdmnH KXXCT < 9,5 MM, Y XKEHLMH
KXXCT <13 Mwm 41



lenaToreHHbIn CM — aunarHocTMkKa

- Crtenenu Tsxkectn TH onpegensoT No YpoBHIO anbbymMmuHa,
TpaHcdepprnHa n abContoTHOMY Yncny NMIMMJQOLNTOB:
ansbymuH < 3,0 r/gn; Tskenaa TH: < 2,4 r/gn; TpaHcdeppuH
< 200 mr/on; tTaxenaa TH: < 150 mr/an; abcontoTHOE Yncno
nmmdouuntoB < 1500; Taxenaa TH: < 800

- YyBCTBUTESNBbHBLIM TECTOM ONpeaeneHna BUcCLepanbHOro nyna
bernka aBnaeTca ndydeHne obmeHa TpaHCTUpeTuHa
N PETUHOSCBSA3bIBAOLWLEro benka — 3T benkn nmerT
KOPOTKUW NOSTyNepuos XXNU3Hm — 2 cytok n 1 yac
COOTBETCTBEHHO, N HE3HAYNTENBHOCTbL X Nyna
BO BHECOCYAUCTOM MNPOCTPAaHCTBE NMOMOraeT B paHHEWN
anarHocTmke 6enkoBon HegoCTaTOYHOCTU

- Heobxoommo Takke U3yvyeHue anekTposIMTHOro coctaBa
KpOBW, BUTaMWHHOro banaHca, yrnesogHoro obmeHa

N COCTOSAHUSI KOCTHOW TKaHW (OEHCUTOMETPUS) -



FenatoreHHbin CM — neyeHue

3amecTutenbHasa Tepanua depmMmeHTamMmu
noaXxenyno4vyHou xkenesbl — NPUMeEHAKTCA
KNCNOTOYCTONYMBbIE MUHUMUKPOCAEPHI,
3aMecTuUTernbHasa Tepanust BUTaMMHaMK, SHTeparbHoe
BBeAeHne bernkoBbiX npenapaTtos (B Havane — 0,8-1,0
r/Kr maccbl Tena, npm XxopoLlen nepeHoCUMOCTU U
OTCYTCTBUM NPU3HAKOB Ne4YeHOYHON 3HLUedanonaTtum
— 0o 1,5 r/kr Mmacchbl Tena B CYyTKW)

Vicnonb3oBaHWe npenapaTtoB aMMHOKUCIOT

c passeTtBneHHoun uenbto (APL). CumntomaTtuyeckoe
nevyeHne umpposa neyvyeHu B 3aBMCUMOCTU

OT 9TMONOrMN N BeAyLWnNX CUHOAPOMOB
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[TaHkpeaToreHHbiu CM
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[Mpn4nHbI NnaHKkpeaToreHHoro CM

« XpoHu4vecknun naHkpeatut (XI1)
(MKB-10 — K86.0; K86.1)

. Pak MK (MKB-10 — C25)

45



XpOHUYECKMU NaHKpeaTuT

XpPOHMYECKUMN NaHKpeaTUT — rpyrnna XpPoHU4YeCKnx
BOCManuTenbHO-ANCTpouniecknx 3adbonesaHum XK,
KOTOpPbIE XapaKTepusyrTcs O0nbo B XMUBOTE,
NporpeccmpyrowmmMm Te4eHneM C NOCTENEHHbIM
3aMelleHneM ee 3K30KPUHHOU U SHOOKPUHHOW TKaHU
donbpo3Hon TKaHbO U POPMUPOBAHUEM
BHELLHECEKPETOPHOU N NHKPETOPHOW
HeOJOoCTaTO4YHOCTU
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CM y 6onbHbIx X1

Camble YacTble Nnpu4vnHbl rmbenun knetok X,
npmBogswme K pasputuo CM y 6orbHbIx XIT —
ayTonns3 n3-3a aktmeaumm doepmMeHTOB BHYTPU caMOoU
Xenesbl (bunmapHo-3asucnmMbin XI1)

NN HeNocpeacTBeHHOE TOKCUYeCcKoe rnopakeHue

€€ KNeToK (arikorosb, KypeHue n gpyrue gakropeol),
a TaKke reHeTu4ecKkne HapyLleHuns

NN ayTOMMMYHHbIW npoLecc

47



[Mepuoabl passutua Xl

1. lNpeaknuHu4veckas ctagua (obHapyxeHne
C NMOMOLLILIO Ny4YyeBon gmarHocTukn — Y3WU,
oHgocoHorpadun, KT, MPT)

2. HayanbHbIN Nnepuoa
3. leproa NoCTOAHHOW KIMUHUYECKOU CUMNTOMATUKMN

4. Ctaamnsa 9K30- M 9HOOKPUHHON HEOOCTATOYHOCTU
NOKEeNYaAOYHOW Xenesbl

(Lankisch P., 1993 ¢ gononHeHnamm)
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[TaHkpeaToreHHbIn CM y 6onbHbIx XI1

- CM BO3HUKaET npu pasBUTUN BHELLIHECEKPETOPHOM
HegocTtaToyHocTu XK, koTopasa npoABnAeTca
CUHOPOMOM MNaHKpeaToreHHon gmucnencun

. [1lpn aTOM Buae gucnencumn TUNM4YHa aHOPEKCHUS,
METEOPM3M, KOITMKOODpa3HbIe DO B XXMBOTE,
OLLYLIEHNE YPYaAHUS N NEPENNUBAHUA B KULLEYHUKE,
nonudpekanns — obUrnbHbIE «MAaHKPEaTOreHHbIE»
MOHOCHI C YBENMYEHMNEM B Karne coaepXXaHus
HenTparnbHOro Xupa (creatopes | Tmna), a Takxke
MbILLEYHBbIX BOJIOKOH U PpacTUTENBHON KINeTYaTKu
(no3gHue NposiBNeHns)
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Pak XK

Pak I'>K coctaBnaet 0,7% BCex pakoB NMuLLEBAPUTESNTEHOMN
CUCTEMBI, Yallle BCero BO3HMKaeT B MHOYCTPUanbHO Pas3BUTLIX
cTpaHax EBponbl u CeBepHon Amepukn, obbl4HO B Bo3pacTte 60-80
fneT, U HECKOJIbKO Yaule y My>x4vnH (1,3/1)

dopmupoBaHune ageHokapuuHombl K aBnseTcs cTagnnHbIM
NPOLECCOM, U K NpeapakoBbiM N3MEHEHMUSIM OTHOCSAT pPa3HOM
CTENEHWN BbIPpaXXEHHOCTU MaHKpeaTUYeCKy0 UHTPa3nUTeNanbHyto
Heonnasuto

K dpakTopam pucka passutusa paka MK oTHocATCA HEKOTOpPLIE
dopmbl XI'1 — kanbundunumpyrowmn XIl, B Tom yncne —
ankoronbHbIW, HacneacTeeHHbIN XI1 ¢ ayTOCOMHO-4OMUHAHTHbLIM
TUMOM HacrnenoBaHUsA, TPOMMYECKUN NaHKpeaTuT

K dpakTopam pucka Takke OTHOCUTCA MYKOBMCUWMAOO3, CaxapHbIn
avabeT, nepcucTeHuuns Bmpyca renatuta B (Bo3MoXxHa

ero pennukaumsi B Tkanu NXK) kypeHue, n3bbiTouHOEe ynoTpeodbreHmne
XXapeHbIX N KOMYEHbIX MSICHbIX MPOAYKTOB U KOHTAKT C HEKOTOPbLIMMU
XUMNYECKUMU COEANHEHNAMIN (aKpunamma, XnopruapuH n ap.),
KOTOpble ABMSATCA KaHLeporeHamu 50



Pak XK

OcobeHHocTbio paka K aBnseTca gocTaTo4HO YacToe CKPbITOE
TeyeHne N pasBuTne KIMHUYEeCKon MaHugecTaunm TonbKO Ha no3gHemn
cTaaumn paka

C KNMHMYECKOM TOYKM 3peHNA BblOENAT ABe popMbl paka
noopKenyaovyHou enesbl — 0e3XenTyLHY0 (0nyXosib JIoKanusyeTcs
0ObIYHO B Tesie UNU/M B XBOCTE XKENe3bl U BCTPEYAETCH pPEXE)

N Boree 4acTyr XenTyLwHY dopMy (0ryxosib rosIoBKU Xeresbl)

TunnyeH 6oneBon CUHAPOM: NPU pPaKe roroBKuM xerneabl 605 00bIYHO
nokanunaytotcsa B 30He LWoddapa n moryt HanomuHaTb 60nu npn s13Be
aoBeHaguatunepcTHou Kuwkn, XXKKb nnun xoneuucrtmute

Cnenyet MMETb B BUAY, YTO XeNTywHaa doopma paka NoaxXenygouHom
Xenesbl HEKOTOPOoE BPEMSI MOXET NnpoTekaTb 6e3 6bonen

Y BOrbHbIX pakoM Tesfia U XBOCTa Xerne3bl B UTOre BO3HUKaKT
MYYUTESNbHbIE, MOYTU NOCTOAHHbLIE BONKU C fiokanuaaymen

B NOAnoXXe4yHom obrnactn unm neBon BepxHen rnorioBUHE XNBOTA,
NHorga — onosicbiBaroLLMe
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Pak XK

TUNMYHO pe3Koe CHMXKeHMe anneTuTa BNoTh

00 aHOpPEeKCUM n gpyrue rnposiBeHns XenygoyHoum
aucnencuun, TowHoTa, peoTta. IHorga Ha nepBbIU NnaH
BbIXOOAT CUMMTOMbI, CBA3aHHbIE C OTAaNEeHHbIMU
MeTacTa3amm (MO3r, KOCTW, Nerknue, nevyeHb), a Takxe
pasnunyHble NapaHeonnacTnyeckme CUHOAPOMbI

n murpupyrowmne dpnebotpombosbl n TpomMoodpnedbnTol
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CM y 6o5nbHbIX pakom XK

- CunHppom manbabcopbuum BO3HUKAET NMPU NOPaKeHnu

OMyXoneBbIM MPOLIECCOM 3HAYUTESTbHOW YacTu
NOKENyO0YHON XXeneabl U Npu caaBneHnn
ee rnaBHOro npoToka

Ecnu onyxonb cogaBnmMBaeT Unm rnpopacraeTt obLmn
XKENMYHbIN MOTOK, BO3HMKAET NOCTENEHHO HapacTaoL K
XxonecrtaTtuyecknm cMHOpPoOM, NpUBOASALLNN

K OanbHeunwemy nporpeccupoBaHU0 cMHAPOMa
Manbabcopbumn n pasBUTUIO KaXEKCUU

[ToCcKONbKY pak NogaXenyao4Houn Xenesbl YacTo
BO3HUKAET Ha dooHEe XPOHMNYECKOro naHkpearTuTa,
KIMMHWUYECKME NPOoSIBIIEHUA CUHAPOMa Manbabcopbumm
MOryT BO3HUKHYTb €Lle A0 Havara ornyxosieBoro pocra
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OunarHoctuka paka INnx

Y3WU, B TOoM umncrie aHgockonnyeckasa Y3WU, KTBP, no3aUTPOHHO-
amMmuccunoHHaga Tomorpadous (MN3T), MPT, MPXIT,

npn HeobxoaMMoCTU — aHrnorpadus, 3HOOCKoNnyeckas
peTporpagHasa xonaHrmonaHkpeaTtorpagusa, TOHKOUrorbHasa
acnupaumoHHasi buoncus.

B nocneaHee BpeMs NMpUMEHSAOT METOANKY TPEXMEPHOM
PEKOHCTPYKLUN yNbTPasByKoBOro nobpaxenumsa NMNX s pexxume 3D

buomapkepamun paka XK aBnsoTca Mytaumm reHOB OrnyxosfieBou
cynpeccun K-ras, pd3 n gpyrux, a Takke rnosbllLeHNE aKTUBHOCTM
Ternomepassbl

[1pn pake XK yBenununeaetcs akcrnpeccus reHos cemenctea S100
n MUC — cenyac paspabaTtbiBatoTCsl METOAbI KONIMYECTBEHHOIO
onpeneneHust NOCrNeaHnx B Mmatepuane, nony4yeHHoOM rnpu brnoncuu
— AN paHHEW ONarHOCTUKKU Onyxonu (ele Ha ctagum
NaHKpeaTU4eCKoMN NHTPalsNuTenMansHOW Heonnasnm)

54
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JHTeporeHHbin CM
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[MpuYnHbLI 3HTEepPOreHHoro n konoreHHoro CM

- B3K n mukpockonuyeckmne Konutbl

- bones3Hb Yunnna

. Jlnmdboma (cpegmseMHOMOpPCKas) TOHKOW KULLIKU
- neepTtukynsapHaa 60nesHb

- JKCCyOaTUBHAA 3HTeponaTus

- [INncbnos KneyHmka

- ToKcu4yeckmne rnopakeHus KMeYHuka

- Llennakns

« AMMNONOO3 KNLLEYHUKA

- Pe3eKkuns TOHKOU KULLKU

- AnMMeHTapHas SHTeponaTus -



CM y 6onbHbiXx B3K

. Y 6orbHbIX BK (MKB-10 — K50) ¢ nopakeHnem
TOHKOro knwedHnka CM passuBaeTcsa CpaBHUTESIBHO
BbICTPO

« Y 6onbHbIX AK (MKB-10 — K51) passutne CM
npoucxoanT oObIYHO MesIEHHEE N ero
BblpaXX€HHOCTb BO MHOIOM CBdA3aHa C HapyLleHNEM
TOHYyca 6ayrMHMeBOn 3acCroHKK, 3abpocom
TOJICTOKULLEYHOIO COAEPXKMUMOrO B TOHKYHO KULLIKY

N pa3BUTUEM B HEN CUHOPOMA «MN3DbLITOYHOIO pocTa
baktepuny» (CUBP)
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Mukpockonu4yeckue KOnuThbl

(K52.8 — Opyrve yTo4YHEHHbIE
HEUHMEKLMOHHbIE raCTPOIHTEPUTHI
N KONUTLI)
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IlnmdounTapHbIN KONUT

- ndpdpysHoe yBennveHue 4mcna
MexxanutenuansHbiX numdoouutos (> 20 Ha 100
anuTenuarbHbIX KNETOK npu Hopme — 4-6/100)
N 303MHOMIIOB B COOCTBEHHOM MNacTUHKE

- VlHoroa mMoXeT nopaxaTb TOSIbKO NPOKCUMarnbHble
oTAOenbl TONCTOU KULLKU

. MOFyT BbIABITATbECA aHTUHYKIT1€aAPHbIE
N aHTUMNKPOCOMaAJIbHbIE aHTUTESA
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IlnmdounTapHbIN KONUT
CouyeTaHue ¢ pasnnuyHbIMM ayTOUMMMYHHbIMU
3aboneBaHUaAMU
BosHukaeT 4valle B Bo3pacTte 50-60 neT; x/m = 1,2/1

YyalleHHbIN Xnakun ctyn 4-6 pas B CyTKU (omnapes
Yyallue HOCUT UHTEPMUTTUPYIOLLUN XapaKTep)

MHorga — cxBaTkoobpasHbie 6011 B XKMBOTE

TeyeHne cpaBHUTENLHO JOBPOKAYECTBEHHOE —
YyNopHoe TeveHune ¢ anapeen — 7% OOSIbHbIX,
CUHAPOM MasribabcopbLumm — ovYeHb peako

Co BpeMeHeM MOXeT TpaHChOpPMMUPOBaATbLCH

B KOJ1areHOoBbIN KOMUT
60



KonnareHoBbIN KONUT

- Bo3amoxHo, nrpaet ponb anutensHein npuem HIBIT
- BosHukaet B Bo3pacte 50-60 net; m/x = 1/10-20

« TunnyHo cybanntenuanbHoOe OTIOXEHME
KonnareHoBbIX BOJIOKOH (konnareH Il Tnna

n pubpoHekTnH) TonwmHom 10-1000 Mkm (B HOpme
— KonnareH IV tmna TonwmHon 3-5 MKM)

61



Mukpockonn4yeckme KONuUThbI

OTnoXxeHwne konnareHa HapyLlaeT NpoLecchl
BCaCbIBaHUA NULLM, MOTOPUKY KMULLEYHMKA U NPUBOAUT
K pa3BepHyTon kaptuHe CM

Y O0SIbHbIX YAaCTO N3MEHEHA OKpaCKa KOXXu, BOSHUKAOT
rmnonporenHeMmyeckme OTeKn BrnJ10Tb 40 aHaACaPKHU
N3-3a pPa3BUTUA SKCCy,EI,aTVIBHOIZ IJHTEpPOonaTnn KMLLEeYHMKa

TunnyHa BogHas anapesi c ob6bemMom cTyna o 4 n/CyTku

MHorga — apTtponaTtus (MOHO- UMK NONUapTPUT
cyctaBoB KUCTN) — Y 10% B0onbHbIX

bbiBatoT NMPUCTYIMbI ANHaMNYeCKoU HEMPOXOANMOCTH
KNWEeYHNKa

B0O3MOXHbI CNTIOHTaHHbIE pPEMUNCCUN
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bone3Hb Yunnna

(MKB-10 — K90.8 + M14.8 — [pyrue
HapyLleHUs1 BcacbliBaHUS B KULLEYHUKE +
ApTponaTtum npu gpyrnx yToO4HEHHbIX
BbonesHsix, Knaccuuumpyembix B Apyrmnx
pybpukax

63



bone3Hb Yunnna

Bo3byagutens — Thropheryma whipplei (naeHTupuuympoBaHa
Kak Bo3byauTtens B 1992 roay)

OTa bakTepusa — LUMPOKO pacnpoCTpPaHEHHbIN KOMMEHcarn,
KOTOPbIN peaKo Bbi3biBaeT 3abonesaHune (0o 7% nogen
ABNATCA 0€CCUMNTOMHBIMUY 340POBbLIMU HOCUTENSIMU 3TOW
bakTepun no gaHHbiM LP kana)

3apaxeHne — ekanbHO-oparnbHoe, OObIYHO B JETCTBE —
npotekaeT NMbo beccnMnToMHO, NMMOO B 0AHOW N3 ABYX
BO3MOXXHbIX KITMHUYECKUX POPM — OCTPOro 3HTEPOKONUTA
NN NMHEBMOHUM

beccMMnTOMHOE HOCUTENBCTBO MOXET OAJINTLCA AECATKU NeT,
HO MHOraa nNpoucxoamnT MmaHndectaumsa bonesHn nmbo B Buae
NoKarnbHOW XPOHMYECKON hopMbl, IMOO —
reHepann3oBaHHOU POPMbI C KIlaCCUYeCKOU KNMHUYECKOU
KapTUHOM 64



bone3Hb Yunnna

. Onngemuonorma — 0,5-1:1.000.000

- boneloT NpenmMyLEeCTBEHHO MYXXYNHbI —
M:K = 3-5:1, nuk 3aboneBaemoctnn — 50-60 net

. [laToreHe3 — bnokaga numMmdaTn4eckoro arnnapara
CIM3NCTON 000MOYKM, NMMJdAaTUYECKNUX COCYOOB
BpbRKENKN N NUMAIOY3NOB TOHKOMN KULLIKA
PAS-nonoXxuTtenbHbIMU Makpodaramu

ApobasrvH E.A. n gp. bonesHb Yunnna: o630p nutepaTypbl U KNMHUYeckoe HabnogeHne. [lokasaTtenbHas
racTpoaHTeponorna 2020;4:74-82
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bonesHb Yunnna

- 3abonieBaHMe HOCUT CUCTEMHLIN XapakTep,
MOCKOMbKY MIOKO30aMUHITIMKAHOBbLIE KOMMJSIEKCHI,
BEPOATHO ABMAIOLWNECA NPOAYKTOM
XusHegeatenobHoctn Tropherynia whippeli,
ODOHapyXMBaKTCA HE TOSIbKO B TOHKOM KULLIKE,

HO TakKXe B OpYrnx opraHax, noaTomy 6onesHb
Yunnna nHorga HasblBaloT «KULLEYHbIM
KoniareHo30M»

. [lepBaga ctagua 6oresHn npmn ee maHugecTauum
yalle Bcero nposasngdeTcs cyctaBHbIM CUHOPOMOM
Mnun (3HaYNTENLHO pexe) NpusHakamu

TpaxeobpoHXxuTa
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bone3Hb Yunnna

. Y OonbLlUMHCTBA OOSIbHbLIX apTpanrnus npeglecTeyeT
KNLLEeYHbIM NPOABNEHUSM 1 BO3HMKaAET Ha 3-10 net
paHblUe (Yalle BCEero nopa)katoTcHd KONeHHble
N rONIEHOCTOMNHbIE CYyCTaBbl, pexe — CcycTaBbl
KNCTEW, NNOKTEBBLIE U JTy4e3anAcTHbIE)

. [lopaxxeHune npoTekaeT B popmMe MOHO-
UNn onuroapTputTa — OTAENbHbIE aTaKu
OT HECKOIbKMX YaCcOB 0 HECKOSbKUX OHEMU,
Y MONOBUHbI DOMbHLIX aPTPUT COMPOBOXKAAETCS
nmxopagkou
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bone3Hb Yunnna

XpoHUYeckoe TeYeHne apTputa — ckopee
NCKMoYeHmne

Y 10-25% 601bHbIX BO3HUKAET Cakpousrneut (Yawle
BCEro y Takmx 00MNbHLIX UMEET MECTO HOCUTENBLCTBO
HLA-B27)

[TOMUMUMO KIMMHUYECKUX MPOSBNEHNN CO CTOPOHbI
CyCTaBOB U Nnxopagkn, BO3MOXXHO NOABIIEHUE
Y4acTKOB rmnepnurMeHTaumnsa Koxu B MecTax,
OOCTYMNHbLIX UHCONAL UM

Bo3MoXXHO nogaBreHue nepudpepnyeckou
ageHonatTnen — numdoyanbl 06bIMHO NOABUXKHbIE
n 6e3borne3HeHHble
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bonesHb Yunnna

CM dopmupyeTca nocteneHHo (BTopasa ctaaus
bones3Hn); Npu 3TOM NMPOSABIIEHNSA CO CTOPOHbI
CYyCTaBOB W AblXaTeNbHON CUCTEMbI YMEHbLLAIOTCS

TunnyHa gnapes, noxygaHme, U3SMeHEHUA KOXMU
N ee NpnagaTkoB — CYXOCTb, LUenyLeHne, TIOMKOCTb
HOITEeu, BbinageHme BomnocC

Ctyn 3-10 pa3s/cyTkn — cBeTnbIN, NEHUCTLIN, TPYOAHO
CMbIBaETCH, MHOrAa MMeeTCs NPUMECH KPOBU

YacTo ObiBaeT TOWHOTA, B3AYTUE KMBOTA,
cXBaTKooOpasHble 60N B XXMBOTE, YBENNYEHNE
3a0pHOLLUNHHBIX TMMMOY3oB
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bone3Hb Yunnna

BoipaxxeHHas cTeatopes (NoTeps Xupa MoxXeT
goctnyb 50 r/cyTKM) Bbi3blBAET XapaKTePHbIN BUA
CTyfla — OH CTaHOBUTCSHA XUPHbIM

TunnyHa cntodobunsa — B6OSA3Hb eCTb

YacTo cHmkaeTca namMsaTb, BO3MOXHbI HApYLLEHUS
noBeaeHus

B psipe cnyyaeB nosiBAAKTCS CUMMNTOMbI CO CTOPOHbI
HEPBHOW CUCTEMbI — HUCTArm, napes NmueBoro
HepBa, rmas3oABuUraTesibHbIX MbiLlL, aTakcusi, TPeMop
KOHEYHOCTEN, CO CTOPOHbI [11a3 — YBEUT, KepaTuT,
rnaykoma
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bone3Hb Yunnna

« Y 1/3 60nbHbIX BO3HUKAKOT N3MEHEHUS cEPAEYHO-

COCYOMUCTON CUCTEMbI — Yallle MUOKapaUT, pexe —
9HOOKaAPANT

- BO3MOXHbI TakXe NMONOCTHLIE 3KCcyaaThl UMN CyXOoU

NreBPUT C HENPOAYKTUBHbLIM Kawwnem (o 50%
BOSbHbIX)

- bonbHble Be3 neveHnsa ymupatrot yepes 1-2 roga
nocrne npncoeanHeHns KUWeYHbIX CUMNTOMOB, Yalle
BCEro — OT HaANOYe4YHUKOBOMN HEOOCTATOYHOCTH
mnn CH uns-3a gndodys3Horo mmokapauta
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bone3Hb Yunnna — gnarHocTtuka

- PaHHAA gnarHocTuka oo pa3BuUTmus cuHapoma
Manbabcopbumn — nccriegoBaHme cyctaBHOM
CUHOBUAlbHOWM XWOKOCTU — BOCMaNUTErnbHbIN
aKkceyaaT (fienkounTbl, B OCHOBHOM — rpaHysiouUunThl:
5.000-10.000 kneTok/MKn 1 makpodarn)

- B Hen Takke moxeT ObITb HangeHa JHK Tropherynia
whippelii — metogom lNLIP nnn obHapyxeHa cama
bakTepus ¢ NOMOLLLI 3NEKTPOHHOW MUKPOCKOMNM
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bone3Hb Yunnna — gnarHocTtuka

- Ha bonee no3gHem aTane pas3sutud bonesHu, korga
MMeEeTCH NnopaxeHne opraHoB OPIOLLHOW NOJIOCTH,
Ha KT mMoxeT ObITb BbISIBIIEHO yBENUYEHNE
3a0PHOLWMNHHBIX N/ MeanacTUHarbHbIX
NMMAOY3/0B, acuuT, BbINOT B NOSIOCTb MIEBPLI
N nepukapga

« JHOOCKONMUA — NMUMAPAHINIKTa3UN TOHKOU KMULLIKW

- Pewarwwmnm meton anarHOCTUKN — MMCTOSNIOMMSA TOHKOU
KULLKK (KPYMHble Makpodarn ¢ NeHUCTou
LMTONNAa3MoON, cogepkallen 0obLIoe KONMYECTBO
PAS-NoNoXuTernbHbIX MMNKOMPOTEUHObLIX rpaHyn),

HO Hago MMeTb BBUAY, YTO ¥ 1/3 BOSbHbIX

rmcrtosniorm4eckmne MnaMeHeHn4d OTCyTCTBYIOT
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bone3sHb Yunnna — neyeHue

- MoXHO ncnonb3oBaTtb PTOPXUHONOHLI — 2-5 MecaleB
eXXeJHEBHO B cpegHUX TepaneBTUYECKMUX 003aX, 3aTeM
— VHTEpMUTTUPYIOWAs Tepanua 0o 9 mecsaues (Npuem
yepe3 1 geHb unn 3 OHA B HEOEN0) NN BO3MOXKEH
Opyron BapuaHT — HenpepbIBHbIM NpuemM 1-2 roga

. Cenyac npegnounTatoT napaHTeparnbHOe BBeJEHNE
bakTepuynaHblie aHTUBNOTUKOB, KOTOPbLIE MPOHUKAIOT
B CMMHHOMO3rOBYI XUAKOCTb (Kypc 14 aHen) —
HanpumMmep, LuedTpuakcoH, NoToOM KoTpumMmokcason 1-2
roga unn JOKCULMKINH B coMeTaHuu
C cynb@ragmasnHoM, BO3MOXXHO KypCOBOe€
ncnosnb3oBaHue 'KC

Apo6sasrvH E.A. u gp. bonesHb Yunnna: 063op nutepaTypbl U KNnHU4eckoe HabnogeHne. [lokasaTenbHas
ractpoaHteponorna 2020;4:74-82 74



bone3sHb Yunnna — neyeHue

- HekoTopble aBTOpPbI CYUTAKOT KpUTEPUEM
npekpaLlleHna Tepanmm ncyesHoBeHune
PAS-NonoXuTenbHbIX Makpodaros B CMM3UCTOU
000JSI04KE TOHKOW KULLIKK

- Ho ecnu npn aToM coxpaHsieTcs cycTaBHOWM
CUHOPOM, NneyYeHune criegyeT npogosmkaTb

- Heobxognma Takxe Koppekuus cuHapoma
Manbabcopbumn
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Jlumcpoma TOHKOU KULLIKU

(cpeansemMHOMOpCKan
numdgoma)
(MKB-10 — C88.3)
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Ilnmhboma TOHKON KULLKW

. [lapanpoTtenHemMmnyecknn remobnactos, n3buparensHo
nopakaroLmm TOHKYHO KULLKY

. 3aboneBaHne N3BECTHO Mo pa3HbIMU HA3BaHUSAMU: «IMMdOoMa
3enurmaHHa» (onncaHa aTum asTopom B 1968 roay),
«KuweyHasi popma bonesHun Taxenbix anbda-uenemny,
«nepBmyHaga nMMmdoma BEPXHEN HYAaCTN TOHKOW KULLIKNY,
«CpeagHeBOCTOYHAA NMMdoMa», «Cpean3eMHOMOpPCKast
numdomay, «MMmmMmyHonponudepaTMBHasa 00ne3Hb TOHKOM
KNLLIKA»

- 3aboneBaHue Yalle BCTpeyaeTcs Y My>K4NH N HAaYMHAETCS
0ObIYHO BO 2-3 Aekagax »XU3Hu, 3TUonorma 3adbonesBaHus
He U3BeCTHa

- NmeeT 3HaveHne reHeTu4eckas npeapacnornoXXeHHOCTb
N aHTUreHHasa CTUMYnAUMa MUKpPoopraHnaMmamm nMMAOnaHoOro
annapaTta TOHKOW KULLKM B paioHax C BbICOKOW
3a601eBaeMoOCTbIO KULLEYHBIMU MHAEKLMNAMMU -



Ilnmhboma TOHKON KULLKW

- bonbLuyto posib OTBOAAT BO3AENCTBUIO OHKOMEeHHOro
BUpYyCca, CXOQHOro No CTPOEHUIO C FTEHOM, KOTOPbIN
KOHTPONUPYET CUHTE3 MMMYHOrNIo0ynunHa A, NOCKOSIbKY
B naToreHes3e 60Me3Hn NeXnT HapyLeHNe
B-kneTo4yHoro 3aseHa Nnumdonoasa ¢ n3bbITO4YHOMN
npoaykumen gedektHoro IgA, KoTopbiv
NHPUNBTPUPYET CNNINCTYIO 0DONOYKY TOHKOW KULLIKM
(MHOorga — v apyrue CcnusucTble, rae Takxke
cuHTesmnpyetcs IgA (HocornoTtka, OpoHxn)

- B pedektHoMm IgA NOnMHOCTLIO OTCYTCTBYIOT Jierkue
Lenu, a Taxernble uenun nuweHbl Fd-doparmeHTa
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Ilnmhboma TOHKON KULLKW

B knnHnyeckon KapTnuHe 3aboneBaHns HaA NEPBOM
aTane npeobnagaroT CUMNTOMbI HapPYLLUEHUS
BCaCblBaHUSA

Y 605bHbIX BO3HUKaET xunakum ctyn 10-15 pas
B CYTKW, TEMHO-3€MNEeHOoro uBeTa, 4o 2,5 Kr/cyTKu,
bonn B XXMBOTe, TOLWHOTA, pBOTA

Koxa ctaHoBUTCS BrieaHon, wenyLwalwencs, MoxXeT
NOABUTLCA aKpoumaHos, aedouymnTt Macchl Tena

IHoroa Bo3HMKaeT YMePEHHO BblpaXeHHas
nepudepunyeckasa nmmdgoageHonaTuns
N HE3HAYUTENbHOE YBENNYEHNE CEeNne3eHKU
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Ilnmhboma TOHKON KULLKW

- [Mpn nanbnaummn onpegenatcss 60ne3HeHHOCTb
BO BCEX OTAenax XXuBoTa, B3ayTue

- Ha BTOpom atane 6bones3Hu («bnactHasa» ctagms)
NPONCXOOUT NHAPUNbTPALNA BCEU TONLLU CTEHKMU
KNLLKW KNeTKaMn nMMmMgocapkomMbl 1 CTAHOBUTCSH
3Ha4YUTESIbHbIM PUCK Pa3NNYHbIX OCITOXHEHUN
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Ilnmhboma TOHKON KULLKW

OcnoxHeHus:
. [Nepdopauyumst KNLWKK ¢ pa3BuTUEM NEPUTOHUTA

- CUCTEMHbIE OCNOXXHEHUS, CBSI3AaHHbIE
C ANCTpodPN4YeCKUMMN N3SMEHEHUSAMMU
BHYTPEHHUX OPraHoB U HapyLUEHNSIMI
MMMYHUTETA (remMmopparm4eckmuin CUHOPOM,
abcLecc Nerkux, MEHUHINT), KOTOPbIE MOTYT
cTaTb NPUYNUHON CMEPTU DONBHbIX
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JlInmcpomMa TOHKOM KULLKN — ANArHOCTUKA

[Tepudepnyeckasa KpoBb — aHEMUST, TPOMBOLIMTONEHUS,
ONCMPOTENHEMUS

ONeKTpodopes CbIBOPOTKN KpoBM — ANddy3HOE
yBenuyeHune 30Hbl anbda-rnodynmHoB; paguarnbHas
NMMMyHoandpy3na — cHuxeHue IgM n IgG

N 3Ha4YUTENbHOE yBenuyeHue IgA

[1pn ncnonb3oBaHMM MOHOKIOHAaNIbLHOM COBOPOTKU K IgA
— BbiBNeHNe ero 4edeKTHbIX MOHOMEPOB
(reTeporeHHbIX Mo 3IekKTpodopeTU4EeCcKkon NoABUNKHOCTH
N MOJIEKYIIAPHOW Macce TSXenbix uenen IgA)

CBobogHble anbda-uenu MoryT onpeaensaTbCcs
B AYO[EeHarnbHOM COAEpPKMMOM, CItOHe, Kane, Mmo4e

IHOoroa MOHOKIOHarIbHble KOMMOHEHTHI IgA

onpenendarTCcd B KPOBUA -



JlInmcpomMa TOHKOM KULLKN — ANArHOCTUKA

- Y3U opraHoB OptoLLIHOW NOSIOCTN — YBENUYEHNE
BHYTPUOPHOLWHLIX NTUMMAaTUYECKNX Y3NOB, MOXET
ObITb HE3HAYNTENBHOE YBETMYEHNE CENE3EHKN

- PeHTreHonornyeckoe uccneaoBaHve —
pacLlIMpeHne cKnagok crin3mcTton obonoyvkm
TOLLUEWN KULLKWU, MHOTOYUCTIEHHbIE HEYETKNE
OKpYrnble
N oBanbHble JedeKTbl HANOHEHUSA, KOTOPbIE
co34aloT HOAYNAPHOCTb penbeda Cnm3ncTou
000N04KM
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JlInmcpomMa TOHKOM KULLKN — ANArHOCTUKA

- QHOOCKONUA — cnnancrtasi obonoyka
ABEHaaLaTUNEePCTHOM KULLKM U HaYarnbHbIX
OTAEN10B TOLLEN KULLKU pbiXnas, KpacHOBaTO-
cepas

- bnontat — nHdunbTpaunsa cobCTBEHHOIoO Crnos
CITN3NCTOM 0DONOYKM NrasmaTudeckumm
KrneTkamMmu pasHou cteneHun guddoepeHLUnpOoBKH,
Crna)eHHOCTb BOPCUH, cCAaBneHne KpUnT
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JlInmcpomMa TOHKOM KULLKN — ANArHOCTUKA

B numdratnyeckmnx ysnax — pasHoobpasHbie
N3MEHEHNS (B Hayane — peakTuUBHaA runepnnasus
nMmMmdonagHon TKaHW, NOTOM — N3MEHEHUS,
HanoMmMHaruwme aHrMonMmMmyHoOOMacTHYO
nmmdpoageHonaTuio B co4eTaHUM ¢ NOABIIEHNEM
aTUMNUYHbIX KNETOK Tuna KneTtok JlaHrxaHca,

bepe3oBckoro-LUTepHbepra u apyrmnx
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Jlumcboma TOHKOU KULLKKN — neYvyeHue

. LlntoctaTtmkm (BUHKPUCTUH, LMKNodgocdaH)
B COMETaHUN C NPeAHNU30/TOHOM, aHTUOUOTUKN
(TeTpauuknnH — Ha nNepBoM dTarne 3abdbosieBaHuS
nHoraga adodpekTUBEH Kak MOHOTEpanug),
ornepaTmBHOE fievyeHne — UcceyeHne NopaxKeHHoro
ydacTKka TOHKOM KULLKK B npeaenax 340p0oBbIX
TKaHEW

- [1pn reHepanunsaunm onyxonun No nepmpepmnyecknm
nMM@aTNYEeCKNM y3ramM — CXeMbl Tepanuu,
npeagHasHa4yeHHble Ans neyvyeHna NMMAOM BbICOKOU
CTENeHn 3noKkavyeCcTBEHHOCTH
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OnBepTUKYyNapHan
Oone3Hb KNWeYHUKa

(ABK)

(MKB-10 — K57)
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OuBepTUKynbI

- BpoxageHHble (MCTUHHBLIE) AMBEPTUKYNbI —
MELLUKOBUOHbIE BbINAYMBAHNS BCEX CNOEB KNLLEYHOW
CTEHKMU

Takne auBepTUKybl 0OLIYHO pacnosiaratoTcs
Ha CTOPOHE, NPOTUBOMNOSOXHOW MPUKPENTEHNIO
BpbIKENKM

. [1pnobpeTEHHbIE (JTOXHbIE) AUBEPTUKY Il —
MeLLUKOBUOHbIE BbINAYMBAHNS TOMNbKO CIU3NUCTOU
0DOJSTOYKN KULLIKM

OHuM He coaepXxaT MblLLEYHON 0DO0MOYKN N OOBLIYHO
pacnonararTcs Y OpbiPKeeYHOro Kpas KULLKK
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OuBepTUKynbi

a) NyNbCUOHHbLIE ANBEPTUKYIIbI (BO3HUKAKOT NPU OUCKUHE3UAX
N crnasmax KULLKN)

6) TpaKUMOHHbIE OANBEPTUKYIbI
N3nobrneHHaa nokanu3auyms:

- NeBas nonoBMHa 060A04YHOM KULLKU (CUTMOBUAHAA KULLIKA —
60%

« HMUCXOoOALWMN oTAEN 060404YHOW KULLIKKU — 24%)

CurmoBunaHast KMLLIKA MEHbLLEro AnameTpa, UMeeT bornbLue
N3rmMdoB 1 coaepXxuT bonee TBepAbIN Karn

YBenunyeHue sctpedaemoctu I TK 3a nocneaHune 5 net: ot 0,58

no 1,20 Ha 1000 yenosek
(Tursi A et al., 2008)
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OBK

CambIM YacTbiM ocrioXkHeHuem [BK, npu kotopom
MOXeT pa3Butbca CM, aBnseTca guBepPTUKYNNT —
OCTpPbIN NN peunanBuUpyrOLWLMA (HacTble NPUYNHbI
Pa3BUTUA OUBEPTUKYIUTA — KULLEYHbIW
ancbakTepunos, MECTHbIE HapyLLUEHUS
KpOBOOOpaLLEeHNS)
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CM npu OBK

[na nmBepTUKYNUTa XapakKTepHbl cneayoLwme
cUMNTOMbI: 6ONEBOU CUHOPOM, HAPYLLUEHUS CTyNa,
CUMMNTOMbI MHTOKCUKALMKN, TOLLHOTA, PBOTA,
OTCYTCTBME anneTuTta, CHMKEHUE MacChl Tena,
ON3YypUYECKNEe pacCTpomncTBa, NPUCOEONHSIETCS
KNLLEYHbIN ANCOMO3 U B TAXKENbIX CryvasiXx BO3MOXHO
pa3BUTUE CUHOPOMA ManbabcopbLum — He n3-3a
OVUBEPTUKYIOB KaK TaKoBbIX, @ B pe3yribtaTte
BOCManUTENbHbIX OCMOXHEHU, PA3BUTUA BTOPUYHOTIO
ancobuosa n pepmMeHTHON HEQOCTAaTOYHOCTH
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JKccyaaTuBHas

3HTeponaTus
(K90)
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JKccyaaTUBHaA 3HTeponaTus

. JT0 3aboneBaHNe xapakTepmnasyeTcsl MOBbILLEHHON MOTEPEN
benka (oo 8 r/cyTkn, npexae Bcero — anbbymunHa) ¢ Kariom
B CBA3W C HApYyLUEHUEM CTEHKU TOHKOWU KULLIKUN —
pPa3BUTUEM NUMAAHTNIKTA3NN, KOTOPbIE ABMNAIOTCH
CTPYKTYPHOM OCHOBOW BHENKOBOM 3KCcCcyaaumm B NpPOCBET
KMLLEeYHNKa

- CyuiecTByeT camoCcTodATENbHAA HO30morn4eckasa popma —
nauonaTtmnyeckas (nepBuyHas) akccyaaTuBHas
9HTEpPONATUA N BTOPUYHAs SKCCYOaTUBHAsS SHTeponaTug,
KOTopasa MOXET OCINOXHUTb Te4eHne MHOrnmx 3aboneBaHun
(rmoTeHoBOM aHTeponaTun, bonesHn KpoHa, 60rnesHu
Yunnna, TMMdOMbl KULLEYHUKA, A3BEHHOIO KOJINUTA,
TyOepKynesa KuwedHuka, bonesHn MeHeTtpue, umpposa
ne4yeHn, HePPOTUYECKOro CMHAPOMA U MHOrne apyrue
3aboneBaHus, KoTopble camm rno cebe npusogaTt Kk CM)

93



JKccyaaTUBHaA 3HTeponaTus

- B aTnx cnyvasax knnmHuyeckasa kapTuHa cnHapoma
Manbabcopbumnn ocnoxHaeTca cumntomammn bonee
BblpaXX€HHOW N paHblUe HacTynatoLwen 6enkoBon
HeJoCTaTO4YHOCTU, YEM Ta, KOTOpast BO3HUKAET Npwu
9TNX bonesHsix 6e3 npucoeanHeHUa aKkCccygaTMBHOM
9HTEpoNnaTmn

- B 1959 roay R. Gordon onucan peako
BCTPeYarLLyCd NepBUYHYO SKCCYOaTUBHYIO
9HTeponaTuto, He CBA3aHHY0 C ApYyrmMmu B6onesHaAMU;
OHa Ha3bIBaeTCs TakXe rmnepkaraboninyeckas
rMnonpoTeNHeEMUd, NN K1eyHas
M aHrnakTasnm, nnn 6osesHs (CMHAPOM)
[‘opaoHa
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JKccyaaTUBHaA 3HTeponaTus

- Benyuwiyto ponb B pasButun nepBmMYHOU 3KCCyaaTUBHOM
QHTEeponaTum UrparT reHeTn4eckne doakTopsbl
(HapyLwweHUsa XpoMocoMmbl 4025), a Takke HapyLUEHUS
MMMYHHOW CUCTEMbI (CEHCUDUNM3auns pasnnyHbIMu
/MMEeBbIMU? MHAEKLMOHHBLIMU?/ annepreHamm)

- bonesHb 'opaoHa yalle BO3HUKAET Yy NULL MONOAOro
BO3pacTa 1 CpaBHUTENBHO OANUTENBHOE BPEMA MOXET
npoTekaTb 6€CCUMNTOMHO — [0 TEX NOP, NOKa rnoTeps
benka BOCNOSIHAETCA yCUrneHHon 6enkoBo-
CUHTETNYEeCKOU PyHKUMEN NeYeHU

- B utore aton ycmneHHon oyHKUUN NeYeHU B HEN
NOCTENEeHHO pas3BMBaKTCA UCTPOdUYECKNE MPOLLECCHI,
npmBoasdLLMe K HapyLleHUo 6eNKoBOro cCMHTE3a

MapdgeHos A.U., Kpymc J1.M. SHTeponaTtuna ¢ notepen 6enka. Tepanestudeckun apxme 2017;2:4-9



JKccyaaTUBHaA 3HTeponaTus

- OTO NPUBOAUT K HapYyLLUEeHM0 OENKOBOro paBHOBECUS,
N NOSIBNSAOTCA CUMNTOMbI 6enkoBoro gaeduymta —
OTEKM (NULI0, HOTU, PYKK, NOSICHMLIA, MOTOM —
aHacapka, acuuT, rmapoTopakc), HapacTaeT cnabocTb
N NOTEPS MbILLIEYHOM MacCChl

- B Hayane aToro atana 6ones3Hun gpyrme Buabl obmeHa
ObiBalOT HApPYLWEHbl HE3HAYUTESIBHO, HO MO MEpe
nporpeccmpoBaHnst NPUCOENHAIOTCH HapYyLLUEHUS
obMeHa pasnnyHbIX AN1EKTPONMTOB, BUTAMUHOB, KNPOB

- BosHuKaloT Takme cuMnToMbl, Kak O0Nn B KOCTSAX,
Cygoporu, NoNoXmMTENbHbIN CUMIMTOM MbILLIEYHOIO
BanukKa, rmoccuT, NoBblLLEHHAs! KPOBOTOYMBOCTb
n gpyrne cCMMNTOMbI NOSTHOro CMHAPOMA
Manbabcopouum o



JKccyaaTUBHaA 3HTeponaTus

« Tnnu4yeH ynopHbIN NOHOC C Nonudekannen, B3aytme
XMBOTA, TOLLIHOTA, pBOTA

- Ha cTounkyto runonpotenHemunto npu 6onesHu 'opagoHa
NULLBb HA KOPOTKOE BPEMSA BNUAET 3aMeCTUTENbHAS
Tepanusa, YTo OTNIM4YaeT ee OT TMNonPoOTENHEMUN
Npu pasnunyHbiX 3aboneBaHusIX,

He COMPOBOXOALWNXCA 9KCCyaaTUBHOWN 3HTeponaTuen

- 3Ha4YNTENbHO Yalle BCTpevyaeTcs BToOpUYHas
9KCCygaTUBHAA SHTEPONaTUS, KNUHNYECKNE
NPOSIBNEHNSA KOTOPOW 3aBUCAT HE TONbKO OT 3TOro
COCTOSIHMSA KaK TaKoBOro, HO U OT NEPBUYHOIO
3aboneBaHns, NPUBELLErO K pa3BUTUIO SHTeponaTun
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3chyﬂ,aTVIBHaFI dHTeponaTtTndad — ANarHOCTUKa

. CTolKasa runonpoTenHemMmus, runoanboymmHemMns
N TMNOrnodynUHEMUs, CHUXXeHNe YPOBHS
MMMYHOrnooynnHoB A n G, rmnoxpomMHasi aHeMus,
BO3MO>KHa 903UHOMUNNS, CHMKEHNE YPOBHH
XoJiecTepuHa, NnpoTpoMbuMHa, a Takke Opyrmx
nokasarenen, xapakrepusyoLux 6enkoBo-
CUHTETUYECKYIO (DYHKLNIO NeYeHm

- 3HaunTenbHasa noteps 6enka ¢ Kanom (CKPUHUHI-TECT
— onpenerieHne B Kane anbda-1-aHTuTpuncuHa),
a TakXe cteaTopesi ¢ npeodbnagaHnNeM B Karie XUPHbIX
KNCNOT N MblJT
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3chyﬂ,aTMBHaﬂ JHTeponatTnad — ANAarHOCTUKa

- CyliectByeT paanonsoTOnNHbIM METOA OLLEHKU
notepu 6enka ¢ Kariom (Mo CKOPOCTU NCHE3HOBEHUSA
M3 COCyaUCTOro pycra BBe4eHHOro B/B Me4YeHOro
pagMoakTUBHLIM M30TOMNOM Desika B coveTaHnu
C onpeneneHnem cteneHn n 6oICTPOTbl HapacTaHUS
pagnoaKkTUBHOCTU Kana)

- Mlcnonb3yeTtcsa Takke anekTpodopes pekanumn
n onpeaeneHne cogepxaHnsa 6enkoB B TOHKOW
KULLIKE
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3chyﬂ,aTMBHaﬂ JHTeponatTnad — ANAarHOCTUKa

. ﬂ,aHHbIe PEHTIEHOJIOTMYECKOIo nccrjieaoBaHus
KNWe4YHWKa HeCI'IeLI,VICbVI‘-IHbI

- B buonTtaTte 000MI04YKM TOLLLEN KULLKN BbISIBSIETCHA
pacwmpeHne nmmgaTtnyecknx cocyaoB Crm3nCcTou
000SI04YKM M NMOACNN3NCTOro Criosi, AnnaTayms
N 3KTa3UUN NX CTEHOK, yTosileHune u gedopmaumng
BOPCUHOK, OOKanoBUOHbIE KMETKN coaepxaT
BbonbLUIOE KONMMMYECTBO CIU3NCTOWN XUOKOCTM,
BblAENAOLWENCS B NPOCBET KNLLKMK
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3chy,D,aTVIBHaFI dHTeponaTna — ne4vYyeHue

- boraTas benkom gueTta, 3amMecTuTenbHas Tepanus
(3HTEpanbHOE N NapaHTepanbHOe NUTaHne
NULLEBBLIMW CMecsAMU, boraTbiMmn Denkom, BBeaeHNE
anbbymunHa), nHorga — I'KC, aHabonuku; nevyeHme
OTEKOB — ANYPETUKU, aHTAroHUCTbI anbgoOCTEPOHA;
NP MHPEKLMOHHbIX OCINOXHEHNUSAX —
aHTMbaKTepuanbHasa Tepanusi, raMmma-rinobynmH;
9yONOTUKUN, BAXKYLLNE cpeacTBa, aacopOeHThI;
doepMeHTHbIE npenapaTtbl (MUHUMUKPOCHEPDI)

- Ecnu nopaxeHne nummaTtnyecknx cocygoB TOHKOW
KULLKWN OrpaHU4eHOo No NPOTAXKEHHOCTN —
onepaTUBHOE NneyeHune
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Nncounos KuweyHuka
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[Incouno3 Kuwe4vyHnKa

- PasButue cuHapoma manbadcopbumm y 60MnbHbIX KALLEYHbIM
ancbno3om CBA3aHO, Kak npaBusio, ¢ Temm 3aboreBaHUsIMK
KKT, koTopble NpuBOAAT K BTOPUYHOMY AUCOMO3Y

- TONbKO OYEHb TAXEnNbIN ANCOMNO3, OCIOXXHEHHbIV
depMEHTHbIM AedPNLUUTOM N BbI3BaHHbLIWU, HAanpumep,
BECKOHTPOSTIbHBIM U ANMUTENBHBIM MPUEMOM aHTUOUOTUNKOB,
MOXET caMm no cebe Oe3 npealuecTByOLWMX 3aboneBaHNN
nuiieBapuTeribHON TPYOKN Bbi3BaTb CUHOPOM
Manbabcopobuunm

 CyLLEeCTBEHHYIO pOsib B pasBuUTUM cuHapomMa manbabcopbuunm
npu Ancobunose MoXeT urpaTb BO3HUKHOBEHME CUHAPOMA
N30bITOYHOrO pocTa bakTepum B TOHKOW KULLKE — OObIYHO
B pe3yfibTaTte HapyLWeHUA KNLLEYHON MOTOPUKM,
HegoCTaTOYHOCTU DayrMmHMeBOW 3aCnoOHKU K 3abpoce

TOSNICTOKULLEYHOTO COAEMKMMOrO B TOHKYHO KULLIKY 103



ToKcun4yeckmne nopaxeHua
KULeYHUKa

104



ToKcunyeckme nopaxeHuUsa KULLeYHUKa

« TOHKUN KNLLEYHUK MOXET ObITb NOpPaXkeH
npu AnNUTensLHOM NpuemMme LUToCTaTUKOB,
3NnoynoTpedneHnn Kpenkumm Bugamm ankorons,
a TakKke npu ypemusa, BO3AEUCTBUN COMEN TAXKENbIX
MeTannoBs, MMKOTOKCMHOB, NecTMLUnuaoB
N B pesyrnbtate obrny4vyeHus

- B nocnegHwe roabl Bo3pacTaeT Yncrio
pagnauuoHHbIX SHTeponaTuin, CBA3aHHbIX
C NocrieacTBUSIMU Ny4EBON Tepanuu
3N1O0Ka4YeCTBEHHbIX onyxonen (Ta3oBble,
BHYTPUOPIOLLMHHBIE U pETPONEPUTOHEAIbHbIE
HOBOODOpa3oBaHUS)
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PagnaumoHHbIn 3HTepokonuT (K52.0)

- CunrtaeTtcd, YTO NOpaXeHme KNLEeYHUKa BO3HUKaET
OObI4YHO NpPM CyMMapHOW O03e 00ny4eHuns,
npesbiwatowen 40 rpen (4000 paa), Ho nHorga
bbiBaeT JOCTAaTOYHOM M MEHbLUAsA A03a

. YCcTaHOBMNEHO, YTO TOHKasA KuLKa 0CODEHHO
YyBCTBUTENbHA K 00NTy4YeHuto

- loHnanpytouiee nsnyvyeHme b6bICTPO BbI3bIBAET
anctpodunyeckme nameHeHua CO, ykopaumBatoTcs
BOPCUHKMN, CHMXKaETCs Ux obLliee Konn4ecTBo,
NPOUCXOAUT NOBPEXOEHUE CTPYKTYPbl MUTOXOHOPUN
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PaanauMOHHbIN 3HTEPOKONUT

3Ha4yeHne NMeET TakxKe NnoBpeXxaeHne aHOOoTeNNA CoCyaos,
KOTOPbIN OTBEYaET nponndepaunen B OTBET Ha 0brnyyeHue

Bo3HunkaeTt sHoapTepunT u aHaogpnebuT, aTo npusBoauT
K ULLEMUU KULLEYHOW CTEHKU U MOXET Bbl3BaTb obpa3oBaHmne
3pP03UN N A3B C KPOBOTEYEHUEM

OTOT NpoLecc conpoBoXaaeTca pasBuTnemM ancobuosa
KULLEYHMKa C BHEegpEeHNEM MUKPOOPraHM3MOB B U3MEHEHHbIE
TKaHW KULLIKUA

[NopakeHne cocygoB BO3HUKAET 0ObIYHO Yepes3 HECKOMbKO
Heaenb nocne pasBUTUS OCTPOro NTY4EBOro NMOBPEXAEHUS
ANUTENNSA KULLIKU

KuLika cTaHOBUTCHA OTEYHOW, B TOSLLE KULLEYHOWN CTEHKU
aKTUBM3NpyroTCs prubpodbnacTel U NOCTENEHHO pa3BMBaAETCH
oOLWMpPHBIV PMOPO3, KOTOPLIN MOXET NPUBECTU K CYXKEHUIO
KULLUKWA 107



PaanauMOHHbIN 3HTEPOKONUT

« OTW NPOLIECCbl B COMETAHUN C PeaKTUBHbIMU
BOCManuTenbHbIMU U3MEHEHUAMU CITU3UCTOMN 0D0NOYKU
NPMBOAAT K HAPYLLUEHUIO MPUCTEHOYHOIO NULLIEBAPEHUS
N BCacbIBaHUA N B UTOre BbI3bIBAOT CUHOPOM
ManbabcopoLuun

. [loMMMO OCTPOro fy4yeBoro nopaKeHns KULLKKN, KOToOpoe
NOTOM NPUBOAMUT K XPOHNYECKMM NOCNeaCTBUAM,
BO3MOXHbl NO4OCTPble N3SMEHEHUSA, BO3HMKaOLLME Yepes
2-12 MecsLueB nocrne Kypca ny4yeBoun Tepanunu

-  OHuK cBA3aHbI Npexae BCcero ¢ naTtoriormen anuTenus
N B MEHbLLUEN CTENEHN COCYO0B, B OTNINYME OT OCTPOro
nopakeHns KULLIKU; B 3TUX CIyYasx U3MEHeHUs
pa3BMBaloTCA bonee MeaneHHO U NOCTENEHHO
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PaanauMOHHbIN 3HTEPOKONUT

. ['lpn nopaxeHnn ToNCTon KNLWKU — TEHE3MbI, CINN3b
B Kane, MOXeT NOoABUTLCS KPOBb M3-3a N3bA3BIIEHNM
CITM3NCTON 0OB0NOYKM ANUCTArIbHOro OTAENa KULLKM

. [lo3xe pasBmBaeTca CTOMKMX 3anop
n3-3a POPMNPOBAHUA CTPUKTYP B HUXKHEM OTAESNE
TONICTOW KULLKWK

- MlHorga BO3HMKAIOT CBULLM MEXAY Ta30BbIMM
opraHamm n opraHamu 6proLLIHOM NonocTn, abcLecchl
B Manom Tasy, YTO MOXeT NPUBECTU K NEPUTOHUTY
N cerncucy
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ToKcunyeckme nopaxeHuUsa KULLeYHUKa

- [pyrasi BakxHas NnpnynHa He4OCTAaTOYHOCTM
NULLIEBapeHns — ONUTENbHbIA NPUEM Kpenkux
anKoronbHbIX HAaNUTKOB

 ['1lpn 3TOM BO3MOXXHO TOKCMYECKOE NMopaKeHne annTenuns
TOHKOrO KMLLIEeYHUKa (ankorosfibHasi aHTeponaTus)
C NocTeneHHbIM popMMUpPOBaAHMEM pPa3BEPHYTOU KApPTUHbI
cuHapoma marnbabcopuunm

« KoHeyHO, 06bI4HO nmetoLmeca y D0sbHbIX,
3NoynoTpebnarLWmMxX ankoroyiemM, nopaxeHme nevyeHu
(MMeeT HECKOMNbKO CTaann — arkorosfibHbl CTeaTo3 —
arikoroNibHbIN cTeaTorenaTUT — ankoronbHbIU LMPPO3
NneyeHn) n noaXXenyanodHom xenesol (nunomaTtos K,
XPOHWUYECKMN anKOroSibHbIW NaHKpeaTUT) camMm rno ceode

cnocobcTBytoT passutuo CM 110



ToKcunyeckme nopaxeHuUsa KULLeYHUKa

Hago nmeTtb B BUAY, YTO NPUEM KPENKMUX anKOronbHbIX
HanUTKOB («CeBEPHbINY» TUM ankoronnama), Tem bonee
MMEILLNX NOBbILLEHHYIO rPpagyCHOCTb (B HEKOTOPbIX
CeBepO0-BOCTOYHbLIX panoHax Poccun TpaanumMoHHO
NPUHATO NUTb Mano pa3baBneHHbIn cnupT — 50-70° ),
MOXET MPMBECTU K NOPaXXeHU0 TOHKOro KNLevYHnKa
eLle A0 pa3BUTUSA pa3BEPHYTOU KApTUHbI
arnkorosisHoro uuppo3sa nevyeHmn nnm XPoHNYeCcKoro
arnkorosisHoro naHkpeaTtuta ¢ BHELLHECEKPETOPHOU
He4OCTaTOYHOCTbIO
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CuUHAPOM KOPOTKOU KULLKMU

(cuHppoM pe3eunpoBaHHOIo

KULLEeYHUKA)

(MKB-10 — K91.2 — HapyuweHune BcacbiBaHUA nocne
XUPYpruyeckoro BMeLlaTeNibCTBa Ha KULLEYHUKE)
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Pe3ekuns TOHKOU KULLUKW

B HOpMme cpegHaa AnvHa Towen n noas3aoLLuHon
KUK cooTBeTCcTBEHHO 240 n 360 cm, a ToncTou
Knwkm — 150 cm

CuHapom manbabcopdbumm BO3HMKAET OObLIYHO Mpu
yoaneHun 1 metpa n 6ornee TOHKOro KMULeYHUKa
(15-20% HopManbHOU OSMHbI)

[Tocne pe3ekunn TOHKOW KULLKU NPONCXoauT
KOMMeHcaTopHas rmnepnnasnsa napmeTarnbHbIX KIETOK
)Xenyaka, BO3HMKaeT rmnepracTpMHeMus

N rMnepceKkpeLnst CoNsAHOM KUCNOTbI

ITO NPUBOAUT K NUSBMEHEHUIO pH

B ABEHaALaTUNEPCTHOMN KULLKE N MHAKTUBAL MU
NaHKpeaTn4eckon nmnasbl, YTO CNOCODCTBYET
passutuio CM 113



Pe3ekuns TOHKOU KULLUKW

OCHOBHbIE MPUYUHDbI pe3eKUunn y4yacTka TONbKO
TOHKOWU KULLUKWN:

1) CnaeyHas kuwe4dHasa Henpoxogmmoctb — 43,8%
2) Tpomb03 BepXxHeEN DpbikeeyHon apTepmun — 25%
3) BK — 9,4%

4) OuneepTtukyn Mekkena — 6,25%

XatbkoB W.E., KyabmuHa T.H., CabenbHukoBa E.A., NapdéHoB A.A. CnHapom peseumpoBaHHOrO KULLEYHMKA:
BapWaHTbl KNUHUYECKOro Te4eHns u nedenus. Tepanestuyeckun apxus 2020;12,4yactb 1:36-42 114



Pe3ekuns TOHKOU KULLUKW

YacTtoTa npuYnH yaaneHus TOHKOU KULLKWU,
nneouekKanbHOro KrnarnaHa v npaBou NOJIOBUHDLI
000A0YHOM KULLKWU:

- CnaevHaqa HenpoxoanmocTb — 40,2%
- BK—19,5%
- Tpombo3 BepxHen bpbhkeedHon apTepun — 14,4%

- Onyxonu kuwevHuka — 6,2%

XatbkoB W.E., KyabmuHa T.H., CabenbHukoBa E.A., NapdéHoB A.A. CnHapom peseumpoBaHHOrO KULLEYHMKA:
BapWaHTbl KNUHUYECKOro Te4eHns u nedenus. Tepanestuyeckun apxus 2020;12,4yactb 1:36-42 115



Pe3eKkuus TOHKOU KULLKKH

- BaxHeunwmn daktop, onpeaensowmm TAaXeCcTb COCTOAHNUS
OonbHbIX NOCNE pe3eKkunn ABNSAETCA €€ NPOTAXKEHHOCTb

a) YacTuyHas unm orpaHUYeHHasi pesekums, korga gnvHa
yaaneHHoro y4yacTtka coctaBnsaeTt meHee 100 cm

b) o0OLwWKnpHaga pesekumna — yaaneHo 6ornee 100 cm

c) KOPOTKas TOHKas KMLKa — MNPOTAXXEHHOCTb COXPaHEHHOW YacTu
TOHKOW KNLWKN — meHee 100 cm

 [Npn yacTnyHoOM pe3eKkuMn TOHKOU KULLIKKN TeYeHne 3aboneBaHnsa —
CyOKNMHMYeckoe

- ObLwunpHas pesekuma TOHKOW KULLKN MOXET NMPpUBOANTb K pa3BUTUIO
TSXKESbIX NOCTPE3EKUMOHHbIX HapyLweHuin (CM)

- KopoTkas kuwKa He gaeT BO3MOXXHOCTU CYLLECTBOBATb
6e3 NOCTOSIHHOW MeAUKaMEHTO3HOWN KOPPEKL NN HapYLLEHNN
NMnMTaHna — TpebyeTcs napeHTepanbHoe NuTaHne, cneyuanbHoe
9HTepanbHOe NUTaHne M YacTble KypChbl CTauMOHAPHOro fnevyeHud
C ONIUTENbHON NN MNOCTOAHHOW MHJOY3UOHHOW Tepanuemn 116



Pe3ekuns TOHKOU KULLUKW

TakkKe urpaet posfib lokanmsaumna pesekumm —
BbIOENAT NPOKCUManbHbIU N ANCTanbHbIN
PE3EKUNOHHLIN CUHAPOM

[IpokcumManbHbIN pe3ekUMOHHbIM CUHOPOM
pa3BMBaeTCcyd Npu yganeHnm Yyactu npokcmMmanbHOro
oTOena TOHKOU KULLIKU

HecmoTps Ha TO 4YTO OOMbLUNMHCTBO MULLLEBbLIX
BELLECTB BCACbIBAETCH B TOLLEN KULLKE, ANapes

n metabonuyeckme HapyLleHusi Npyu JaHHOM TUNE
orepaumn He CTONb PE3KO BblPaXKeHb

B aTux cny4yasax komneHcaTopHble oyHKUUN bepeT
Ha cebs NoaB300LIHAA KULLKA
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Pe3ekuns TOHKOU KULLUKW

. llnctanbHbIN pe3eKkUunoHHbIN cuHgpom (AP
BCTpeyaeTcs Yalle) o3Ha4vyaeT pe3ekumnto 4actu

NoaAB34O0LHOW KULLKK, r4e NpoucxXoamnT BcacbiBaHUE
BUTaMuHa B, 1 xenyHbix kucnot (XKK)

. [pn gncranbHOM ODLWIMPHOWN PE3EKLUN BaXXHOE
3Ha4YeHNe NMeeT CoXpaHeHue uneouekanbHoro
KnanaHa
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Pe3eKkuna TOHKOU KMLLKW

- B 9TOM cnyyae y 605bHbIX 3HAYUTENBHO YOJSIMHSETCH
BpeM4A NPOoaABMXKEHUA U CONMPUKOCHOBEHNA XNMYCa
CO CNM3ncTomn 0b60noYKon ocTaBLLENCSH YaCTU TOHKOW
KULLIKK

. [1pn HanoxeHnn nneoTpaHcBep3oaHacToMo3a
N BbIKNOYEHNN UeoLeKanbHOro KnanaHa pesko
YCKOPSIETCS TPAH3UT KNLLIEYHOIo COOEPXNUMOTro
N co3aatTcd ycrnoBsust ang 6akrepmanbHoro
obcemMeHeHNss TOHKOW KULLKK
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Pe3ekuns TOHKOU KULLUKW

- Ecnn y 3goposoro 4yenoseka 95% Xen4yHbIX KUCMOT
(?KK) peabcopbupytotca n Tonbko 5% TeparoTcs
C Karnom, To nNpu pesekummn noaB3aoLLHON KULLKA
doekanbHble notepun XK 3HaunTenbLHO Bo3pacTatoT

- HeabcopbupoBaHHbIie B TOHKOU KuLLKe XKK B TONcTON
KULLKE MHIMOUPYIOT BCacbiBaHUE N YCUMNBAIOT
CEKpeLUto BOAbl U SN1IEKTPOSIUTOB, YTO ABMNSIETCH
npu4ynHou BoOAHOUN anapeu
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Pe3ekuns TOHKOU KULLUKW

- B TeueHun 3aborieBaHns MOXXHO BbIAENUTL TPU Nepuoaa:
NepBLIN — MocreonepaunoHHbIN Nepuoa,
NPOOOITKNTENBHOCTLIO OKOSO 2 MecsLEeB — 0OUNbHas
BOAHaA Onapes C NoTepen HaTpusi, XIopuaos, Kanus,
MarHug, 6ukapoboHaToB, pa3BUTNE TAXKENbIX
MeTabomMYeCcKMX paccTpomncTB, HapyLLeEHNS1 BENKOBOrO,
BUTAMWUHHOIo obMeHa, BOHO-3NEKTPOSIMTHOro barnaHca

- Bo BTOpOM nepuoae, B Te4eHMe nepBoro roga nocne
ornepauumn, HacTynaeT NocTeneHHas agantayus
NULLEBAPUTENBHOIO TPaKTa: YPSXKaeTCsa CTYI, YaCTUYHO
BOCCTaHaBNMBaOTCA HapyLLUEeHHble OOMEHHbIE NPOLECCHI
B OpraHmM3me, 0HaKo COXPaHATCS CUMMTOMbI
BUTAMWUHHOW HEOCTAaTOYHOCTU, aHeMusa, geduuuT
Macchbl Tena
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Pe3ekuns TOHKOU KULLUKW

- Tpetun nepunog xapakrepusyeTtca OTHOCUTESIbHOM
cTabunusaymen CoOCTOAHUSA; B 9TOM rnepuoae MoryT
NPOSIBUTLCHA OCIIOXKHEHUS B BUAE 00pa3oBaHUSA XKENMYHbIX
N MOYEBbLIX KaMHeEW, A3B Xenyaka, Hepegko CoOXpaHAeTCH
aHeMuUS

. JItoOble MHTEPKYPEHTHBLIE 3aD0ONEBAHNS, CTPECCOBbLIE
CUTyauun, HapyLleHUa gneTbl MOTryT NMPUBECTU
K 0OOCTPEHUIO ANapeNn, pa3BUTUO CUHOPOMA
HapyLLUEHHOro BCachbIiBaHUSA
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Pe3ekuns TOHKOU KULLUKW

- Ecnun 4yepes 3 mecqaua nocne pesekunm yyacTtka
KNLLKM BONbHOM eLle HYXOaeTca B NapaHTeparibHOM
NMUTaHNU, MOXHO rOBOPUTb O «CUHAPOME KOPOTKOM
KULLIKU»

- «KopoTKas KuLKa» NeXUT B OCHOBE NOCTEMNEHHO
pas3BuBatoLLerocs y 0onbHoro cnHgpoma
Manbabcopbumn — B CBSA3M C aHATOMO-
donanonornyeckon HECNOCOOHOCTBLIO OCTaBLUENCH
4yacTu KULLKM oDbecneynTb NofIHOLEHHOE
pacLiensieHne n BcacblBaHue NuLm
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Pe3ekunss TOHKOU KULLUKN — neYvyeHune

. [locne onepaunn — napaHTepanbHoe nuTaHue,
3aTeM repexo Ha 3HTeparibHOE NUTaHUE;
00s3aTenbHOE Ha3HavYeHne BIoKaTopPoOB NPOTOHHOM
NoMmMbl — Ha CPOK [0 roga nocrie onepauumn
(C y4eTOoM XenyagodHou rmrnepcekpeumnmn)

« [NnTaHue: npn 6enkoBO-3HEPreTUYECKON
HeaOCTaTOYHOCTU — XXUBOTHbIN 6enok 1,5 r/kr
Macchbl Tena, UCKII4YeHne rpydbon KnetyaTtku,
HYTPULMOHHAsA noaaepka, KOHTPOsb UNTPYNivHa
KPOBU U Npu HEOHBXOAMMOCTWN NOAKHOYEHNE
NapaHTEpPanbHOro NUTaHUs, racTpo-

N HEPPONPOTEKL NS
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AnnMmeHTapHasa 3HTeponaTua
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AnnMeHTapHas 3aHTeponaTus

CpaBHuUTenbHO peakun BapunaHTt CM, nHoraa
Bbl3BaeMbI coOMeTaHMEM HeCcbanaHCUPOBAHHOIO
nnuTaHna (4edonymT pasnmyHbIX HYTPUEHTOB,
aMWUHOKNCNOTHbIN AncbanaHc, HapyLUeHne
COOTHOLLUEHUA MeXay pa3nniYHbIMU BUTaAaMUHAMMU
N MUKPOIJIEMEHTAMMU) C 3arpsi3HEHUEM NPOAYKTOB
NMUTAHNA MUKOTOKCUHAMM, CONAMU TAXKENbIX
MeTanmnos Unu necTuungamm

126



AnnMeHTapHas 3HTeponaTua

B HekoToOpbIX NpoaykTax nutaHua (bobosble, puc,
3nakoBble, aAna) obHapyXeHbl TEpMOCTabUNbHbIE
cneundunyeckme 6enkoBble NHIMOUTOPLI, KOTOPbIE
0bpa3yoT KOMMMNEKChI C NpoTenHa3aMm —
dhepMeHTaMm KenyaovHO-KNLLEYHOro TpakTa

N YTHETAKOT UX aKTUBHOCTb, YTO MOXET MPUBECTU
K HApYLUEHUIO YCBOEHUS NULLIEBLIX BENKOB
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AnnMeHTapHas 3aHTeponaTus

buocunHTes HekoTopbIx depmeHTOoB XKKT
HapyLlaeTca npun gepuunte psaa
BOOOpPaCTBOPUMbIX BUTAMUHOB, KOTOPbIE
ABNAOTCA UX KOpepMeHTaMu, NMpm 3TOM Takxke
MOTYT CTpagaTb NMpPoLecChl yCBOEHNA MULLEBbIX
NPOAYKTOB — 3TN MOMEHTbI B COBOKYMHOCTU
MOTyT B psii€e Cny4yaeB Bbi3BaTb BO3HUKHOBEHUE
cuHapoma manbabcopbumm — ocobeHHO y aeTen
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AMunonaos KmwevyHukKa
(MKB-10 — E85 — Amunonaos)
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AmMunounao3s Kuwe4vyHuKa

- AMUIOMAO03 KMLLIEYHMKA Yalle BO3HMKAET npu
reHepann3oBaHHOM aMUIIONL03€ KaK OCIOXHEHUUN PasfINYHbIX
3abonieBaHUn — ayTOUMMMYHHOM (peBMaTONOHbLIN apTPUT)

N MHEKLMOHHOM npupoabl (Tybepkynes, OCTEOMUESTUT) —
Tak HasblBaeMbIW «BTOPUYHbIM amunongos» (AA-ammunongos)
AA-amunonaos (acquired) — BTOPUYHbLIN aMUIONL03,
BbI3BaHHbIW rMnepcekpeumen neveHoto benka octpou dasbl
anbda-rnobynunHa B OTBET Ha XPOHWUYECKOEe BOcCnarneHue

- AMUIOMO03 KMLIEYHMKA BCTpeYaeTca Takke npu bonee peakon
dopme ngnonatmn4eckoro reHepann3oBaHHOro ammnonaosa —
AL-amnnoungose, KOTOpbIN paHblLUe Ha3biBasrica «NepBUYHbIM
amunongosom» AL-amunonaos (immunoglobulin light chains
derived)

- KaTon doopme ammnnongosa takke OTHOCAT aMuUongos,
KOTOPbIN pa3BmMBaeTCcs Npu napanpoTemHeMNYECKnUX

remobriacto3ax (MneriomHasi 6onesHb) 0



AMUNonao3s KULeYHuKa

. [lopakeHune Kue4yHuKa BCcTpevaeTcs npm obenx
dopmax amunnongosa doriee, YEM Yy NOSIOBUHBI
OONbHbIX, HECKONbLKO Yalle — npun AL-amunongose

- Hamnbonee HagexHO BOBieYeHue
Xenyao4yHOKULLEYHOro Tpakta npu amunonaose
yCTaHaBNMBAOT MO pesynbratam
MOpPdONIorM4eCcKoro nccrnegoBaHug

- OOHapyxeHue amumnonaga ToNbLKO B CTEHKAxX COCyad0B
XKenyao4yHo-KULLEYHOro TpakTe He SBMAeTCS
KPUTEPUEM €ro nopaxxeHuns, Heobxoanmo
oOHapyXXeHne amMmnongHbiX AenO3NTOB
B MHTEPCTULIMMN NOACIIN3NCTOrO CIOSA KULLEYHUKA
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AMUNonao3s KULeYHuKa

. [NopaeHue xenyago4Ho-KNLLIEYHOro TpakTa MoOXeT
NposIBNATLCHA, 0CObeHHO npu AL-ammnnongose:
aonapes, guHamMmu4yeckaqa KuweyHas
HENpPoOxXoAUMOCTbIO (M3-3a HapPYLLUEHNS MOTOPUKN
KnevyHnKa Bcneacrteme OUCAYHKUNUM aBTOHOMHbIX
HEPBHbIX CMSIETEHUWN), BO3SMOXXHbl NU3bA3BNEHUS
nnn nepgopaumns KMWkn, 0oneBon CUHOPOM

. [lpn nopakeHnn nulesoaga BO3MOXHa ancdarms
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AMUNonao3s KULeYHuKa

- KnnHunyeckas KapTUHA 3aBNCUT
oT npenmylecrBeHHOro BosJrie4eHm4d
B NATOSIOrM4YeCcKnn npouecc TOHKOIro Ui ToJiICTtoro
KNWEe4YHWKa

. [1pn nopaxxeHnn TOHKOWN KULLKU TUMNYHO NOABIIEHUSA
cCUHApOMa KULLIEYHOU AgMcrierncumn ¢ noHocamm
n nocrteneHHoe passutne CM

. [lpncoegmHeHne cnHagpoma BTOPUYHOU
9KCCyOaTMBHOW JHTEpONaTUN yTaXKeNseT
nposienennsa CM
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AMUNonao3s KULeYHuKa

CunHagpom manbabcopbumm anst n3oIMPOBAHHOIO
amMunonago3a TONCTOU KULLKN He XapaKTepeH

N pa3BmMBaeTCcd Npu ganbHenLem BOBeYEHUN

B NAaTONOrMYeCcKknm NpoLiecc TOHKOMN KULLIKA
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AmMunonao3s Kuwe4yHuka — AMarHocTuka

- Hanbonee TOYHbIM METOAOM AMArHOCTUKN SIBIAETCHA
obHapyxeHne amurionga (C NOMoOLL b crieunanbHOro
OKpallumBaHus) B buonTtaTe (MccreayeTcs crnm3ncras
o0osi0YKa ToLlEeN, ABEHAOALATUNEPCTHOWN, MPSIMON KULLIKN)

- icnonb3yeTcs acnupaymMoHHOM DUorncmst NOAKOXKHOM
XXNPOBOW KNeT4YaTKn, CINn3ncTon 0605104KM OECHHI,
brnoncum CriroHHbIX Xenes, ryb

- ['eHeTn4eckne nccnegoBaHus
- PNOPOKONOHOCKOMUS

- OnpepgenstoTca HapyLweHust OyHKLUUM OpyrMx OpraHos,

B KOTOPbIX OTKIMaAblBa€TCA aMUIToONA
135



AmMunnonao3s KuwevYyHUKa — ne4vyeHuve

JleyeHne 3aBUCUT OT BaphaHTa aMuJiongo3d

. [TpumeHsieTcs KONXMUUH, MHIMBUTOPDLI
NHTEpNenknHa-1, neyeHne 3aboneBaHun,

npueBeLUnX K pa3BuTuio ammuiongosa —
npn AA-amunongose

. [lpUMeHSA0TCA UMTOCTaTUKN (MHOrAAa B COMETAHUN
c KC) — npu AL-amnnoungose (Npuv aTom TuUne
amMmunonaosa KonxmumH He adodpeKTUBEH)
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CM npu aHOOKpUHONATUAX
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CM npwv aHOOKpPUHOMNATUAX

. [1pn aHOOKPUHONATUAX CUHOPOM Manbabcopbumn
MMeeT pa3Hoobpa3sHble MPUYNHLI U CBSA3aH
C HapyLUeHneM CuHTe3a U BblOeNeHuns
nuLLeBapuUTENbHbLIX PEPMEHTOB NO BCEN ONTNMHE
NULLEBAPUTENBHON TPYOKN, a TakKe N3-3a
HapyLweHnsa pyHKUMn donblumnx xenesd XKT —
noaXxenyao4vyHou Xkenesbl N NevYeHu

« Y 6onbHbIX CLl passntne MUKpoaHrmonaTmn
ABMAETCA reHepann3oBaHHbIM MPOLIECCOM
N NPOMNCXOAUT BO BCEX OpraHax n TKaHaX,
B YACTHOCTM, B OpraHax »enyao4Ho-KNLWLEeYHOro
TpakTa (AnabeTnyeckasi racTpo- U dHTeponaTus)
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CM npwv aHOOKpUHONATUAX

ONnTenbHO He feYeHHbIN TUPEOTOKCUKO3 NMPUBOAUT
K HApyLUEHMIO MOTOPUKN KNLLIEYHUKA, MOHOCY C NPUMECHIO Xupa,
peXxe BO3HMKaET TOLLIHOTa 1 PBOTA

TsKenbiM OCINOXHEHUEM TUPEOTOKCUKO3a ABJIAETCA
TOKCUYECKUWN renaTuT ¢ BO3MOXXHbIM Pa3BUTUEM ne4yeHoO4YHOW
HEOOCTATOYHOCTH

B HacTosLLEee BpeMsi B CBA3U CO CBOEBPEMEHHOU ANArHOCTUKOW
N BO3MOXHOCTAMMW NEYEHUA TUPEOTOKCUKO3a Takme Taxernble
ero NposiBfieHnsa NoYTuU He BCTpeyarTCs, NoO3TOMY CUHOPOM
Manbabcopbumn, KOTOPbIK MOXET Pa3BUTLCS NPU ITUX
OCIOXHEHUSAX, TaKKe BCTPeYaeTCa O4eEHb peaKo

[Tpn ayTOMMMYHHOM rMNONUTYUTapu3amMe nnun npu
ayTOMMMYHHOM MNonurinaHaynapHom cuHgpome | tmna,
BO3HMKAET CMHAOPOM Manbabcopdbunun, npuiynHa pasBuTus
KOTOPOro He coBceM ACHa (aednunT COMaTOTPONMHOro
ropMoHa?) 139




[opMoOHanbLHO akTUBHbIe onyxonu XKT
(MKB10 — C15-C26)

- Takune onyxonun 4acTto Bo3HuKaT B [1DXK,
HO TakXe BO3MOXXHa 1 apyraga nx nokanunsaums

- Hanbonee yactasa n3 HUX — racTpmMHoOmMa
(cMHapom 3osInHrepa-3AnncoHa)

- BCcTpeyaeTca Takke Bunoma n comactatMHoma
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CvHapom 3onrnuHrepa-3rsiMmcoHa

- HenpoaHgokpunHHasa onyxonb (HOO) — ractpmHoma

D-KMEeToK, BTOpasa No YactoTte (nocrie UHCYNMHOMbI)
HO0 XK

. 3abonesaemocTtb — 0,2-2/100.000 HaceneHus

- Bo3pacTt 6onbHbIX: 41-53 roga
« MyxumnHbl: 44-70% OT BCcex 3aboreBLUNX

- Hanbonee yactaga nokanudaumsa: ctedka OMNK
(60-80%) n XX (20-40%), apyrne nokanusauuu
(ANYHUKN, NEYEHb, XXENYOOK, KULLEYHUK) — peaKu
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CvHapom 3onrnuHrepa-3rsiMmcoHa

B BO3HMKHOBEHUU raCTPUHOMbI UTPaloT Ponb
pa3finyHble reHeTU4YecCKue anbTepaLmm:

_ MyTaLun reHOB OHKO-CYNpeccopoB

— MyTauun reHoB XpOMaTUH PeEMOJENUPYIOLLErO
KOMMIeKca

— amnnudumkaumna npotooHkoreHa HER?2/neu

— MNOBbILLIEHNE IKCMPECCUN Pa3NNYHbIX aKTOPOB
pocTa 1 gpyrme HapyLleHus
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CvHapom 3onrnuHrepa-3rsiMmcoHa

BapVIaHTbI KIMMHNYEeCKOIro pa3BuUTus.

1. ArpeccuBHbIN (3NOKa4YeCTBEHHOE TEYEHNE) —
25% — 10-T neTHa4a BbiXKnBaemoctb — 30%

2. HearpeccuBHbIN (YCINOBHO
nobpokavyecTBeHHoe TeveHne) — 75% — 10-
TW NEeTHASA BblKMBAEMOCTb — 96%

B 25% — BXoOuUT B cocTaB MHOXECTBEHHOM

9HAOOKPWHHOW Heonnasnu 1-ro Tuna (MOH-1) —
rmnepnapaTtmpeons, nopaxeHme rmnogunaa,
KapunHona 143



CvHapom 3onrnuHrepa-3rsiMmcoHa

1. A3Bbl, MHOrOa — MHOXECTBEHHbLIE, B AYO4EHYM U OPYrnxX
oTaenax TOHKOW KNLWKK (pexe), 00bl4HO H.p.HeraTneHbIe

2. Tshkenoe TeyeHue, pedpakTepHOCTb K cTaHOapTHOMU
Tepanun, ynopcTeo peumnamBmMpoBaHns

3. TunnyHa pBOTa KUCNbIM COAEPKNUMbIM Ha BbICOTE DOsen

4. YacTble OCnoXHeHUs (KpoBoTeYeHme, nepdopauug,
neHeTpauus)

5. HacToe pa3sutmne ' OPb ¢ TshkenbiM pedritoKe-
a3odarnmtTom

6. duapes (npexae Bcero — 3a CYeT rmnepnpoaykumm
CONSIHOM KUCSIOTbI)

7. OTArowEeHHbIN NO 3HOAOKPUHOMNATUAM CEMENHbIN
aHaMHe3 144



CvHapom 3onrnuHrepa-3rsiMmcoHa

IOunarHocTuka:

1.

Pe3Ko noBbILLIEHHbIN YPOBEHbL KUCMOTOOTAENEHUSA
(BKI'T > 15 mmornb/4ac)

. YBenunyeHne cogepkaHunsi racTpuHa B CbIBOPOTKE KPOBU

(oo 1000 nr/mn n 6onee npn N=100-150 nr/mn)

. OnpepneneHune BHyTpuxkenygodHoro pH (meHee 1,5)

. CUnHTUrpadms peLenTopoB K coMaToCcTaTUHY

C ucnonb3oBaHnem ogHodPOTOHHOW AaMUCCUOHHON KT

9T
. MPT (gns gnarHoCTnKM meTtacTtasoB B NEYEHb N KOCTN)

. Y3WU, KT — meHee nHpopmaTmnBHbIE METOAbLI (TONBKO

npu pasmepax onyxonu > 4 cMm 4YyBCTBUTENLHOCTb KT
npesbillaeT 50%) 145



Bunoma

- Pepgkaa ropmoHonpoayumpytowas onyxornb
noa)kenynoyHou xenesbl (pexxe — BHeNaHKpeaTnyeckas
rokanusauus), BblaensoLwas Ba3oMHTECTUHAlNbHbIN
nentng — BUI

. 3aboneBaHme HOCUT TakKXKe Ha3BaHMe «MNaHKpeaTudeckas
Xonepa» 13-3a cXxoacTBa TAXXefou BOOHOW Anapen
C KNMMHNYECKON KapTUHOW Xonepbl (Qnapes He MeHee
3 Hegenb ¢ 06beMoOM cTyna He MmeHee 0,71/cyTku
(npn macce ctyna — 0,7kr)

- [Tomnmo BogHOU Omnapen pasBMBaETCA r’MNoKanmemms,
rmnepkanbUuMeMunsa 1 xenygoyHaa axnoprugpus
(WDHA-cungpom, unu cuHapom BepHepa-MoppucoHa
/NVerner J., Morrison A./) 146



Bunoma

- OTa onyxonb MOXeT ObITb Kak 4OOpOKayeCcTBEHHOM,
TakK U 3r1o0ka4yeCTBEHHOM

- HacTo obHapyxunBaeTcsa xonenmtmas (pesynortar
BbiaBaHHOW BUI'T aToHUM Xen4Horo ny3bips),
peumansupyrolme nNpUcTynbl «NPUNMBOB»

n aputema (cocygopacLumpsitoimin apdekt BUI),
HapyLieHne TonepaHTHOCTN K yrneesoaam

(n3-3a toro, 4to BUI1 ycunmeaeT rmmMkoreHonus

N CEKpPEeLUIo rmrKaroHa)

- HeneyeHHble 6oNbHbIE, ECINN OMYyXOIb
3riokayecTBeHHasi, 00bIYHO YMUPAIOT B TEYEHME

HECKOJIbKNX MeCAdLEB
147



ComaTtocTtaTuHoOMa

- JTa 0onyxornb valle ObIBaeT 3NoKa4YeCTBEHHON,
MeTacTa3npyeT B NeYeHb U NcxoamuTt n3 D-KneTok
noaXxenyago4yHou xenesbl

- Onyxonb npoayunpyeTt comaTtoCcTaTUH, KOTOPbIU,
B YACTHOCTW, TOPMO3UT aKTUBHOCTb NOAXKeNya04YHOMU
XKenesbl, YTO Bbi3blBAaeT HapyLUeHMe nepeBapmBaHng
N BCaCbIBaHUSA XUPOB, TOPMO3UTCH TaKkKe
aKTUBHOCTb XeNyOo4HbIX Xene3 N PyHKUMS
XKenyesbiBOAALWMX NMyTen (TUNMYHa aTOHMUS
XKeN4Horo ny3blps, dopMmnpoBaHNE KaMHEN)
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CM npu cucrtemMHbIX
(anddpy3HbIX) 3aboneBaHUAX
coeAVHUTEeNIbHOU TKaHu
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CM npu cuctemHsix (anddy3Hbix) 3adboneBaHnAX
coeANHUTENbHOU TKaHU

- Yalle Bcero KMweYyHUK nopa)kaeTtcsd rnpm CUCTeMHOU
cknepogepmMmuu, npm aToM NOCTENEHHO MOXET pPa3BUTLCA
cuHOpOM Marnbabcopbuun

« 3HAYUTENBHO pPeEXE KIMMHNYECKU SIBHbIE MPU3HAKK
HapyLleHna PyHKUUK NULLEBApPEHNSA N BCaCbiBaHUS
BO3HMKAIOT MPu OPYrux CUCTEMHbIX 3aborieBaHUSAX
coeaNHUTENbHOUN TKAHN — CUCTEMHOWN KpaCHOW
BO/l4aHKe n cuHgpome Lerpena

. [1pn aTnux 3aboneBaHUAX, ECIN HET COMYTCTBYIOLLEN
naToniorMn nevyeHn (LMppo3 nevyeHun), nomxenygqoy4Hou
Xernesbl (XpPOHUYECKNU NaHKPeaTUT) UMM KNLLEYHUKA
(A3BEHHbIN KONUT), KIUMHUYECKN SIBHO Pa3BEPHYTbIN

cuHOpPOM Maribabcopbumn BCTpevaeTcs KpanHe peako
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CucrtemMHan cknepogepmMus
(MKB-10 — M34)
- [TaTonorusa KuweyHnka y 60sbHbIX CUCTEMHOW CKIlepoaepMment
CTOMT Ha BTOPOM MeCTe Mo YacToTe cpeaun nopaxeHnn pasnnyHbIX
otaenos XXKT, ycTtynas TONbKO NopaXeHuto nuuiesoqa

- [laTonornyeckne NamMeHeHnst BO3HUKaKT N3-3a aTPOPUN MblLLEYHbIX
BOJTOKOH, KOTOPble 3aMeLLalnTCca CoeaNHNUTENbHON TKaHbIO,
NHPUNbTPaUNU MbiLLEYHON 060104YKN NUMAONOHBIMU SNIEMEHTaMU
N BO3HUKHOBEHUS aHTMNUTOB

- [1pn NnpenmyLLEeCTBEHHOM NOPaXXEHMN TOHKOWN KULLKN BO3HUKaET
9HTepanbHbI CUHOPOM U NOCTENEHHO pa3BMBAETCHA TUMNYHbLIN
No CBOMM MPOsIBIEHNSM CUHOPOM Marnbabcopbuunm

- [MopakeHne TONCTon KULLIKA NMPUBOAUT K coveTaHuto 6oneBoro
CMHOpPOMa, NPOrpPeccupyoLLIMX 3anopoB 1 METEOPU3MA; B UTOre
MOXET HacTyNnTb KULLeYHas HeNPOXOAUMOCTb; UHOTAA BO3HUKAIOT
VLLIEMUYECKNE HEKPO3bI KULLKKN C ee nepdopaumner n neputoHNTOM

. Pa3ssutne CM npouncxoanTt TONbKO NP pacnpocTpaHeHun npouecca
Ha TOHKVI KULLKY 151




CuHapomMm manbabcopounu npwu
MMMYyHoAaePNLNTHLIX COCTOAHUA
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MMMyHOOEMUUNTHBIE COCTOAHUS, KaK BPOXXAEHHBIE,
Tak N NMPUOBPETEHHbIE MOTYT B HEKOTOPbIX CNy4asx
NPMBECTU K CUHOPOMY Manbabcopuuun, B reHese

KOTOpPOro 60nbLUYHO PONb UPAET HE TOMbKO

HapYyLLUEHUS UMMYHHOW CUCTEMbI KaK TaKoBbIE,
HO TaKXKe CONPOBOXAALLNE 3TN HAPYLLUEHNS pe3Kne

COBUMN B COCTaBe KULLEYHOW MUKPOOUOTHI

DEKUNN,

N npucoeguHeHne onnopTYHUCTUYECKUX UHC
B YaCTHOCTU, nopaxaroLwmnx XKT
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MMMmyHOOepULUNTHBLIE COCTOAHUSA

« IMMyHOrnoOynunHbl UrpatoT BaXKHEULLYIO pOSib cpeau
rymoparsbHbIX 0akToOpoB MMMYHHOW 3aLLUTbI

- AHTUTENBLHbIE AEedEKTHLI COCTABMNAIT Hanbonee
PaAcnpOCTPAHEHHYIO rpynny CUHOPOMOB BPOXOEHHOM
(NepBUYHON) UMMYHHOW HEQOCTATOYHOCTU U MOTYT BapbMpOBaTh
OT NMOJIHOrO OTCYTCTBUA CMIOCOOHOCTU BbipabaTbiBaTbh aHTUTENA
00 TPAH3UTOPHOrO CHMXXEHUS UX CUHTE3a

- KnuHuyeckasa kapTuHa runo- n arammarnodynmHemum
nonumopdHa 1 3atparmBaeT HapyLieHNA YHKLMN MHOTUX
OpraHoB U CUCTEM, YTO 3aTPYAHAET ANarHOCTUKY, OCODEHHO,
ecnu bonesHb Bnepsble BhIABNAETCS B 3penom Bo3pacTte (30-40
ner). Hanbonee 4acTo y B3pocCrbIx BCTpevaeTca aAse opmbl
rymopanbHbIX UMMYHOOEULINTOB — CEJIEKTUBHbLIN
nmmyHoaedoumnumt IgA (CL IgA) (MKB-10 — D80.2) n cuHapom
obulen BapnabernibHonm nMMyHHOW HegocTtaTtodHocTu (OBUH)
(MKB-10 — D83) 154




CenekTuBHbIU UMMYHOOeOUUMUT IgA

- Cl1 IgA — cambIn YacTbIn UMMYHOOEMPULNT B3POCSIbIX
(1:500-1:700). BonblUMHCTBO Crly4YaeB OonucaHb!
Kak cnopagunyeckue, HoO BCTpeYyarTCAa TakKe ceMenHble
doopMbl C pasnnyHbIM TUNOM HacregoBaHUSA
(ayTOCOMHO-4OMUHAHTHOE N ayTOCOMHO-PELIECCUBHOE
HacrnenoBaHue). B psae cnyyaeB BO3MOXEH
npunobpeTeHHbIn aedpununt IgA — Kak pesynbTaT npnemMa
HEKOTOpPbIX riekapcTB (peHTaHun, deHobapobuTarn,
O-neHnuunnamuH, cynbdacanasunH). Yalle Bcero
ypoBeHb |IgA BOCCTaHaBNMMBaeTCA BCKOPE MNociie OTMEHbI
9TUX NpenapartoB

- B reHese C[] IgA MOXeT urpaTb poSib 3agepKka
co3peBaHuda B-numdoumnTtoB, obpasoBaHmne
IgA-CynpeCcCOpHbIX KIETOK UK BblpaboTKka aHTU-IgA
aHTUTEN 155



CenekTnBHbIU UMMYHOOedhUUUT IGA

Haunbonee tunnyHeiMmn npusHakamu CL IgA saBNSOTCS YacTble
pecnupaTtopHble MHPEKLNN C AeTCTBa, paHHee dhopMupoBaHue
XPOHMYECKMX ovaroB nHpekumn, Yaile scero — B JIOP-opraHax
N DpoOHXax, pasBUTNE pPasfNYHbIX annepruyecknx COCTOSTHUN,

B TOM yncne, — bA

TunuyHa Takke XpoHnyeckas MHEKLNA MOYEBbLIAENUTENBHBIX
nyTen n peunagnBmpyroLLIME KOXHbIE Nopa)XeHuss — ctaduno-

N cTpentTogepmMmn, YpPYHKYne3, MHOraa BO3HUKAET Tshkenas
reHnTanbHas repnetTnyeckasi MHMekLmsi, BO3MOXXEH ayTOMMMYHHbI
TUPEOUaNT, apaxHOUaUT

Bo Bcex crniyvyasax nmeet mecto nopaxeHune XKT — xpoHuyeckune
racTpo- U XoneuncronaTum, KNLWEYHbIN AncbakTepmos

CO CHMKEHMEM KULLEYHOW Nanoykn, nakto- n oucdugoddnopsbl

N NosIBNEHNEM YCNOBHO-NATOreHHON MMKpodonops! 1 rpuboB poaa
KaHaupa

MoryT 6bITb 9N1IEMEHTbI CUHAPOMAa HapyLUEHUS BCACbIBaHMS,
HO pa3BepHyTasa KNMHMYeckas kapTuHa cmHapoma MmanbabcopbLimnm
He XxapaKkTepHa, B oTin4dume ot 6onbHbix OBUH 156




OBWH

BTopbIiM No YacToTe rymoparnbHbIM UMMYHO4EDULNTOM
apnsaetca OBUH (vactoTta Bctpedaemoctun 1:50.00-
1:200.000)

Bo3moXHbI criopagnyeckue cny4yam 3abonesaHus,
a TaKkkKe HacneacTBeHHble POopMbl C ayTOCOMHO-
PEeLLECCUBHBIM N ayTOCOMHO-JOMUHAHTHBIM TUMOM
HacrnegoBaHUg

Y 6onbHbIX ¢ OBUH nmeeTt Mecto CHMXeHue
MMMYHOTTI00YNTIMHOB BCEX KNAcCOB, HapyLUeHa
koonepauusa T- n B-numdountos, CD4+-numdpounTbl
He CNOCODOHbI K CUHTE3Y MHTEPSIENKMHOB 2 N 4

KnnHunyeckn 3abonieBaHne 4alle BCEro nposiBfseTcs
BO 2-3 [eKade XXWU3HW, HO BCTpeYvatoTcs crnydyam un bonee
nosgHero Havyana 6oses3Hu 157



OBWH

[1o Ha4yana 6one3Hn nauneHTbl MOryT ObITb
COBEPLLEHHO 300POBbI

B KnnHn4yeckon KapTuHe npeobnaaatoT CUMMTOMbI
peumnanBmpyroLmMx daktepmarbHbIX U BUPYCHbIX
MHJOEKLNIN, NopaXkatoLmx Yyalle BCero AblXxaTernbHYHo
cuctemy

MmetloTca HeEKOTOpble 0OCOBEHHOCTN — NMHEBMOHUS
yalle BCero MMeeT BHe3arnHoe Ha4vano,
COMNPOBOXXAAETCHA BblpaXX€HHbIMU NPU3HaKaMU
MHTOKCUKALUUKN N 3axXBaTbiBaeT OONbLLON 06beM
NEero4yHoun TKaHu
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OBWH

- B pesynbTrarte peunansumpyoen OpoHxonero4Hou
MHJOEKLNMN YaCTO POPMUPYIOTCH BTOPUYHLIE
OPOHXO03KTa3bl

- Heckonbko pexe BCTpevarTca MHPEKUMOHHbIE
3aboneBaHns MOYEBbLIAENTNTENBHON CUCTEMDI
(LMCTUTBI, XPOHUYECKUIN NNENOHEDPUT)

- Bo3amoxxeH apTputndeckumn (Hecneunpmyeckmum —
aCCUMETPUYHbIE ONIUrOapPTPUTDI)
N capkonao3onogoOHbIM cuHOPOMbI ((bopMMpoBaHNE
rpaHysfieM B pasfnmyHbIX opraHax, KoTopbie MOryT
CMNOHTaHHO pa3peluaTbCcs)
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OBWH

TNnyHbl Takke ayTOMMMYHHbIE 3aboneBaHnss —
ayTOMMMYHHbIE LMTOMEHUN, NEPHULIMO3HAS
aHeMunga (Kak pesynbsrat ayToOMMMYHHOIo
dyHOanbHOro racTpuTa), pexe — ayToOMMMYHHbIU
TUpeonanT, peBMaTongHbIN apTPUT, CUHOPOM
LLlerpeHa, cnctemMHas KpacHas BosfvaHkKa,

a TakKke numaonponndepaTtmBHbi CUHOPOM
(3r1oKa4yecTBEHHbIE MMM OMbI — Yalle Y KEHLLWNH)
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OBWH

o XXKT nopaxaetcsa npaktndeckn y Bcex 00sibHbIX — Ha4YnHas
C POTOrNOTOYHOro KaHAMAo3a, Aanee — aTpodPUYeCKnm
racTpuT, Xoneuucrtonatun, rmneppereHepaTtopHaga aTpodus
CITN3NCTON OBOSIOYKM TOHKOW KULLKWN (3TN NM3MEHEHUS
HanoMmMHaKT N3MEHEHUS CITN3NCTON 0DOOYKM
Npu LUenmaknm), B KpUnTax 4acTto BCTpeYatoTca namonuu,
BTOPUYHbIN ANCONO3

e MoryT BO3HUKHYTb 3Ha4YUTESIbHble HAPYLUEHUA KULLEYHOW
MUKPOOUOTbI C PE3KUM YMEHLLLIEHNEM CaxapOoSINTUYECKOMN
aHa3pobHON MUKPOSIOPLI 1 MNOSIBIIEHNEM YCITOBHO-
NaToreHHoOu U NaToreHHoW NPOTEONUTUYECKON MUKPOQNOopPbI,
nosBNATCA DakTepumn ¢ NSMEHEHHbLIMN CBOUCTBaAMMU,

B YACTHOCTHU, WUTaMMbl reMOSIM3NPYIOLLEN KULLEYHON Mano4Ku
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OBWH

- B pe3yneraTte Bcex 3TuX npoueccos (atpodus
CITU3NUCTON ODOSTOYKN KULLIKK, ee NoBpexaeHmne
BAB, BbigensseMbIMn HapyLLEHHOW MUKPODUOTOMW,
namMonuamMmm n metadbornmTamm XenyHblX KUCIoT),
Y MHOIMX O0MNbHbIX BO3HMKAET YNOpHAasa Anapes
C NOCTeNEeHHLIM pa3BUTUEM Pa3BEPHYTOMU
KNnHnyeckon kaptuHol CM

- HacTo BO3HMKAET HENEPEHOCUMOCTb MMIOTEHA
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[InarHocTuka u rieyeHue

. [1pn CL1 IgA — NOMUMO CHUXKEHMNA YPOBHA IgA (HMXe
80 Mr%), MOXeT ObITb CHUXXEHO KONMM4ecTBo T-nMMmdounToB
n doaroymMTapHOro NHAeKca, MHorga — rmrnoxXpomMHasi aHeMus

. [1pn OBNH — B KpOBU CHUXKEHME YPOBHSA (M OTCYTCTBUE)
IgA (B TOM 4uncne — cekpeTtopHoro), IgM (B MeHbLUeN
cTerneHun, B TOM 4Yucne — cekpeTopHoro), IgG, cHmxeHue
CD4+-nnmdounToB, CHUXKEHME raMMa-rnodyrMHoOB
CbIBOPOTKN KPOBU, MOXKET ObITb CHMXXEHO KONMMYECTBO
B-numdooumnTos

- JleyeHune: C[l IgA — MMMyHOMOLYSIATOPHI,
aHTnbakTepuanbHasa tepanusa, OBVIH — 3amectutensbHas
Tepanua (QOHOPCKNA UMMYHOrNobynuH, rammarnodynmH —
NOXWU3HEHHO), aHTUDaKTepuarnbHble cpeacTBa, benkoBble
npenapaTtbl, NONMNASIEKTPONUTHbIE CMECU, BUTAMUHOTEPANNS,
npenaparbl Xeneaa, npe- U NPodbUoTUKN, NP HEOBXOANMOCTU
— arntTeHoBaa aneTta 163



CM npu cuHgpome NnpuoopeTeEHHOro
nmmyHogeduunta (MKB-10 — B20-B24)

KnuHun4yeckaa cumntToMaTuka pasBepHyTOro cuHapoma
npmnobpeteHHoro nmmyHogedounumnta (Crid, BUY-nHndekuyms,
HIV-nHdekumns) MHoroobpasHa

[Mpn Bcex BapuaHTax TedeHuns CILO tunnyHa numdageHonaTma

N MOTyT BbITb YCNOBHO BbiAeNeHbl 4 OCHOBHbIX TUNA TEYEHUS
bones3Hu, cpean KoTopbixX, TOMUMO Hanbdoree 4acTo
BCTPEYaIOLLEroCs «1Er0YHOro» TuUna TedeHus (onnopTyHUCTUYECKNE

BpoHxoneroyHble MHMEKLUMN, Yalle Bcero BbidaBaHHble P.Carinii —
60% OO0rbHbIX), NN NPeEUMYLLLIECTBEHHOIO nopaxeHusi LIHC
(NMMdOOMBI FONTOBHOIO MO3ra, KpUNTOKOKKOBbLIA MEHUHIUT,
TOKconnasmo3sHble abcuecchl, nenkoaHuedanonaTus,
LMTOMEranoBmMpyCcHbIN SHUEMAnNnNT, COCyanUCTblE NOPaKeHUS
rONMIOBHOrO MO3ra), BCTpe4arTcs ele 2 — Tun acCoLuMnpoBaHHbIN
C InXopagKkoun (4acTo CBA3aH C AMCCEMUHUPOBAHHOW NHMEKLMEN,
Bbl3BaHHOW HETYOEPKYNe3HbIMU MUKODaKTEPNAMMN)

N TaK Ha3blBaeMbIN «KENYAOYHO-KNLLIEYHbINY TUN TEYEHUS
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CM npu cuHapome NpUoobpeTeHHOoro
nMMyHoaeduuUTa

. [1pn 3TOM OCHOBHbLIMW CUMOTOMaMW ABMAETCA YNOpHas
anapes ¢ notTepen Mmacchl Tena, U UMEeT MECTO SHTEPUT
(3HTEPOKONNT), Bbi3BaHHbIW Yallle BCero Kpuntocnopuamnsmm
— KULWEYHbIMU napa3sntamu, TPOMHbIMK K 3NUTENNIO TOHKOW
N TONCTOU KULLKWU

. Y 6onbHbIx CIMLom oTcyTCcTBYET TUNUYHaA ONs 300PO0BbIX
nogen cnocobHOCTL KpUnTocnopuanosa
K cCaMOOrpaHnyeHnto, No3TOMYy pa3BMBaETCA MacCcUBHagA
npodpy3Haqa guaped c BblgeneHnem 60nbLIOro KofimyecTsa
Xuagkoctn — oo 10-15 nuTpoB B CyTKK

- BO3MOXHO TakXe rnopaxeHue pasnmnyHbiX OTOENO0B
nuLeBapuUTENbHON TPYOKM KaHONOO3HON MHMPEKUMEN,
a Takke Apyrumm Bngamm rpndos, SHTepobakTepmamu

N NPOCTENLLINMN 7 o



CuHapom manbabcopoumnm
npu cepae4YHoO-COCyaAnUCTbIX
HapyLUeHUAX

166



CuHgpom manbabcopbumm MoXeT BO3HUKHYTb

NPW HapyLLEHNN KPOBOCHADXEHNST KULLIKM

n3-3a NaTosiorMm apTepuaribHbIX COCYy10B,

Unn B pesynbTaTe HegocTaTo4yHOW paboTbl cepaua
N PE3KO BbIPpaXX€HHOro BEHO3HOIO 3aCTOS

B opraHax OproLLIHOW NOJ1I0CTU
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ApTepuomMeseHTepuanbHas He4oCTaTOYHOCTb
(MKB-10 — K55.1)

o Camas 4acTtas npuymHa — aTepocKnepos BucUepanbHbIX
apTepun, pexe K XpoHN4eckon UiwemMmunmn KnevyHmnka
NPMBOOAT BACKYSINUTbI (A0PTOAPTEPUNT)

NN 3KCTpaBa3saribHble MPUYNHbI (CAaBfieHNne HENapPHbIX
BUCLIepanbHbIX apTepun cepnoBnaHOU CBA3KOU
anadparmbl UNu ee meanarnbHON HOXKOW, OMyXOJbHo
XBOCTa NOAKENYyA04YHOW XKenes3bl UMK OMyXOJSIbio
peTponepuToHeanbHOro NPoCTpaHcTBa — B NOCNEOAHMX
criy4yasax npu 3TOM Yalle COoaBneHuIo NogBepraeTcs
YpEBHbIN CTBON)

* B KNnnHM4yeckon kapTuHe npeodbnagaeT coveTaHne Tpex
CUHOPOMOB — DOJSIEBON CUHAOPOM, KULLEYHAs
ONCQYHKLMSA U NporpeccupyroLllee noxygaHue
(Tpodhonormnyeckas HegoOCTaTOYHOCTb) 168



ApTepnomeseHTepuanbHa HeAOCTaTOYHOCTb

boneson cnHapPoOM Nonyvun HasBaHne «Me3eHTepuaribHOm Xabbl» —
TUNMNYHO BO3HUKHOBEHUE Bbonen Yepes 20-40 MmnH nocrne npmema
nuwn, 6e3 YeTkom nokanmsaymu

Bonb HOCUT cnacTUYeCcKNin NN KONMKooBbpasHbIW Xapaktep, No Mepe
nporpeccnpoBaHuga npouecca 60nb yCUnMBaeTca HaCToONbKO, YTO
BoribHbIE OTKa3bIBAOTCSHA NPUHUMATDL NMULLY (CUMMNTOM «CTpaxa MULLn» )

CM pasBumBaeTcda Ha CpaBHUTENLHO NO3AHEM 3Tane 60se3Hn,
OCOBEHHO Npu pasBUTUN NLLEMUYECKOTO SHTEPOKOSNTA,

a NposiBfeHnst TpodonorM4eckon He4OCTaTOMHOCTN YCUITMBAKOTCA
NPy HANUYMM CUMMTOMA «CTpaxa NULM» N YaCTUYHO HOCAT
anMMeHTapHbIN XapakTep

BakHO Npon3BoAUTb ayCKynbTauuio XXMBOTA: YacTo (HO He Bcergal)
BbICIYLLUMBAETCS CUCTONMNYECKUN LLIYM CTEHO3a cocyaa B TOUKE,
KOTopasa pacnosiaraeTca Ha cepeauHe pacCTOAHMNA Mexay
MeYeEBUAHBbIM OTPOCTKOM U NYNKOM (MECTO NPOEKLNU BEPXHEN
BpbiKee4YHON apTepmn)

TUNNYHO TaKxke yCUneHne KnieyHblx LymMmoB rocCrie eabl 169



XpoHun4yeckaa cepgeyHass HeAOCTaTOYHOCTb

[1pn TAXXenom XpoHN4YeCcKon cepaeyHoun
HeJOCTaTOYHOCTM MO NMpPaBOXeslya04KoBOMY TUMY

n dpopmMmnpoBaHnUnN acunTa BblpaKeHHbIN BEHO3HbIV
3aCTON MOXET NOCTENEHHO NPMUBECTU K HApPYLLUEHUIO
BCacCbIBaHNA MULLX U pas3BUTUIO CUHOPOMA
Manbabcopbumn

PasBepHyTasa KnnHMU4yeckasa KaptuHa cuHgpoma
Manbabcopumn n TPodoNnorM4ecKkon
HeJOoCTaTO4YHOCTM BCTPEYaeTCca N1lb Ha caMmoM
no3gHeM atane XpPoOHNYeCcKon cepaeyHoun
He4OCTaTO4YHOCTH
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bnarogapto 3a BHUMaHue!
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