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Llenb npeacTaBneHus KJIMHUYECKOro HabnmoaeHua: npoaeMOHCTPUPOBaTh KIMHUYECKYID KapTUHY, TaKTUKY
nposeaeHnsa anddepeHLmanbHOro aguarHosa a3BeHHoro konuta un Clostridium difficile-accoummnpoBaHHOM 601e3HN
y naumeHTa ¢ AMfC 1 Tvna, TakTuKy BeeHns Takoro 601bHOro.

OcHOBHOe copepxaHue. MNauneHT 25 netT ¢ ayTouMMyHHbBIM NOAUINAHAYASAPHBIM cuHapoMmom 1 Tuna (AMC 1)
npeabaBnsan xanobbl Ha xnaokmi ctyn oo 10 pas B CyTku C MPUMECHIO KPOBW, ObICTPO HapacTaloLLy cnabocTb
1 CHMXEeHne Beca Ha 5 kr 3a Hegento. Mpn o6cnenoBaHnM B AeHb MOCTYMAEHUS UCKIOYEHA XMPYypruyeckas narto-
norus. OJanee npoogunack guddepeHumansHas gmarHoctnka mexay Clostridium difficile-accoumnpoBaHHo 60-
JIE3HBIO U A3BEHHBIM KOJIMTOM, NPU 9TOM HE UCKJIloYanacb BO3MOXHOCTb COYeTaHUS AaHHbIX 3aboneBaHuii. B xone
obcnepoBaHua noaTeepxaeHa Clostridium difficile-accouympoBaHHasa 601e3Hb, AUarHo3 3BEHHOr0 KOMTa HyX-
pancs B panbHenwen sepnounkaumm. ArC 1 Tmna Hepenko codeTaeTcs ¢ Apyrumm 3aboneBaHnsaMmu, C KOTOPbIMU OH,
BEPOSTHO, MAaTOreHETUYECKN CBA3aH, OAHAKO MexaHN3Mbl TaknMx B3aUMOCBSA3€E OCTalOTCH HEM3BECTHbIMU. PaHee
B ITepaType ykasbiBanochk Ha cBa3b AlNC 1 1 knoctpugmansHon nHpekunmn. CoyetaHme 93BeHHOro konmta ¢ AMC 1
He onmcaHo.

3aknovyeHue. OcoBeHHOCTbLIO AAaHHOIO KIIMHNUYECKOro cnyvas siBnsetcs pas3sutue Tsxxenoin Clostridium difficile-
aCccouMMpoOBaHHOM 60ne3HN Ha GOHE ayTOMMMYHHOIrO MONUMAaHAYASpHOro cuHapomMa 1 Tuna. Takum ob6pasom,
npv BegeHum nauyeHTos ¢ AMNC 1 cnenyeT yunTbiBaTb BO3MOXHOCTb Pa3BUTUSA KNOCTPUANANIBHON MHMEKLMN BBULOY
BCTPEYAEMOCTU CJly4aeB COYETaHUs AaHHbIX 3aboneBaHuin. B npouecce nevyeHns naumeHTa ¢ ArC 1 B HeSHO0KpU-
HOrOrMYecKnX OTAENEHUAX HEOOXOAMMA KOHCYNbTaLMS 3HO0KPMHOIOora.

KnioueBble cnoBa: ayTOMMMYHHbIV NOAMIaHaynsapHeid cuHagpom 1 tuna, Clostridium difficile-accoummnpoBaHHas
00n€e3Hb, A3BEHHbIN KONUT, AuddepeHLmnanbHas AMarHocTmka

KOH®NUKT nHTEepecoB: aBTOPLI 3as9BNAIOT 00 OTCYTCTBUM KOHPINKTA UHTEPECOB.
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Aim: to demonstrate the clinical picture and the tactics of differential diagnosis between ulcerative colitis and Clostrid-
ium difficile-associated disease in a patient with APS-1, as well as to describe the tactics of managing such patients.
Key findings. A 25-year-old patient with autoimmune polyglandular syndrome type 1 (APS-1) complained of loose
stools up to 10 times a day with blood admixture, rapidly growing weakness and a weight loss of 5 kg per week.
When examined on the day of admission, surgical pathology was excluded. Further differential diagnostics between
Clostridium difficile-associated disease and ulcerative colitis was carried out, with the possibility of combining these
diseases being not excluded. The examination confirmed Clostridium difficile-associated disease, while the diagno-
sis of ulcerative colitis needed further verification. APS-1 is often combined with other diseases and is likely to be
pathogenetically related with them; however, the mechanisms of such interrelations still remain unknown. Previous
research has reported the relationship between APS-1 and clostridial infection. The combination of ulcerative colitis
with APS-1 has not thus far been described.

Conclusion. A specific feature of the described clinical case consists in the development of severe Clostridium diffi-
cile-associated disease against the background of autoimmune polyglandular syndrome type 1. The management of
patients with APS-1 should take into account the possibility of developing a clostridial infection, since these diseases
can co-occur. When treating a patient with APS-1 in non-endocrine hospital units, consultation with an endocrinolo-
gist is necessary.

Keywords: autoimmune polyglandular syndrome type 1, Clostridium difficile-associated disease, ulcerative colitis,
differential diagnosis.
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Boabnoii III., 25 ser, rocnutaau3wpoBaH B OT-
JleJieHrie  XPOHUYeCKUX 3a00JIeBaHUil  KHUIIEYHUKA
U TOJKETy/JOYHOM Kesie3bl KJIMHUKM TIponeieBTUKN
BHYTPEHHUX 00Jie3Hell, TacTPOIHTEPOJIOTHH U TenaTo-
gorun uM. B.X. BacuieHko ¢ xkajno6aMu Ha SKUAKUN
ctya 1o 10 pa3 B CyTKH C TIpUMeChbi0 KPOBH, OBICTPO
HapacTaiolyio ¢Ja6ocTb U CHUKEHHE Beca Ha S KT 3a
HeJIeJTIo.

[Mament poguiacsa or 3-ii GepeMEHHOCTH, POJIbI
neppble (IepBble IBE 3aKOHYIINCH BBIKHABINIAMU CO
cpokamu 15 u 18 Henenb). Yske Ha 1 roAy KU3HU OT-
Meuaanuch GOJIM B JKMBOTE, HEyCTOWYMBBIA crysr (ue-
pe/ioBaHie TOHOCOB U 3allopoB); KaHIMI03 POTOBOM
TOJIOCTH, 3ae[bl B YIJIaX PTa; MOSBUJINCH M3MEHEHHS
HOITEBbIX MaacTuH (yTOJIIEHNE C MOCTELYIONUM T10JI-
HBIM WJIM YaCTWYHBIM McYe3HoBeHMeM). Ha 2-M INOJiNY
JKU3HU TIOSIBUJIOCH TIOTEMHEHME KOXKU MAJbIEB PYK,
HOT, TEeHWUTAJIHil; MPOrPecCUPOBAIHN JIUCIENCHYECKHe
asiaenns. B 3 roga — ToHuYeckue cymoporu ¢ op-
MHUPOBAaHUEM «PYKHU aKyiiepar. B oTaeseHnn sHI0KpH-
nonorun P/IKD auarHoctupoBaH KaHIUA0-3HIOKPHH-
HBI  cuHAPOM (AyTOMMMYHHBIN TIOJIMTIAH Y ISPHBIT
cunzipoM 1 Tumna), NpOABMBHINICS KOKHO-CIU3UCTBIM
KaH/IU/I030M B COYETAHUU C IEPBUYHBIM I'HIIOTIAPATUPE-
o030M. HasHaueHbl npenapaTbl KaJbI[Usl, MarHusi, JTUTH-
apotaxucrepos (AT-10), TpoTHBOrpOKOBbIE CPEICTBA
(xerokonason). C 4-x jier ajonerus. B 5 jer auarto-
CTUPOBAHA MEPBUYHAS HAJIIOYEYHUKOBAs HEIOCTATOY-
HocTh. C 9TOrO BpeMeHM TMOJIy4YaeT 3aMeCTHTETbHYIO
Tepanmio TJIOKOKOPTUKOWIHBIMU TIpenaparaMu u ury-
JIPOKOPTH30HOM. B 8 JieT BbIsiBJIEH TIEPBUYHBINA T'HIIO-
TUPEO03, TOJIYYaeT 3aMECTUTEIbHYIO TEPAIUIO Mpernapa-
TaMU JIEBOTUPOKCUHA. B 24 roja mocraBjieH AWarHos
HOPMOTOHA/IOTPOITHOTO TUTIOTOHAIU3MA.

TakuM 06pa3oM, K 5-TH roJiaM y TallMeHTa MMeIach
KJIaccUuecKas Tpuaja, XapakTepHas sl ayTOMMMYH-

HOTO ToJurIangyasproro cungpoma 1 tuma (ATIC 1):
KOXHO-CIM3NCTBIA KAaHAN03, TMEePBUYHBLIN TUIOMapa-
TUPEO3 U TEePBUYHAS XPOHHUYECKAs] HAATIOYEUHUKOBAS
HEIOCTAaTOYHOCTD. lIpucoenwmHuBIMECT B JaTbHEN-
IIeM aJIoNelusi, TUIOTUPEO3 U THIIOTOHAAN3M, BEPO-
STHee BCEro, TaKyKe HOCAT ayTOMMMYHHBIN XapakTep
u HepeKo Bcrpevatorcs y maruentoB ¢ AIIC 1.

B 2003 romy mmarnosz AIIC 1 moarBep:kieH pe-
syapratamu JIHK-amarHoctuku: o6GHapysKeHa MyTa-
msg R257X B romosurotHoMm coctogHuu (Hambomee
yacras MyTalusl B POCCUIICKON HOIYJISILIUN).

Hacrosmee yxyamenue — c 16.05.2018, xorma
HaIMeHT, B cBA3U ¢ AaurtesabHoil (okoso 3-X jHeit)
3azepakkoll crysa, npunan 30 Mr JIaKTYJI03bl, [1OCJIe
Yero OTMETUJI MHTEHCUBHYIO PE3KYIO 6OJIb, IPenMyIIe-
CTBEHHO B JIEBBIX OT/EJaX KMBOTA, ydallleHWe CTyJa
no derbipex pa3. Ilo kanmany CMII gocraBien B Xu-
pypruueckoe otaenenne I'Kb Ne 57 ¢ mogo3penuneM Ha
OCTPYIO XUPYPrUYecKyIo MaToJIOrHi0, KOTOpasi B Xo/le
ob6cnenoBanus He nonTBepykaeHa. 17.05.2018 Bbirum-
CaH C peKOMeH/alyell TPOJIOJDKUTh JIeYeHne y 9H-
jokpunosiora. 18.05.2018 marueHT caMOCTOSITENBHO
obparuics B Kiunuky supokpuHosoruu IlepBoro
MI'MY um. .M. CeuernoBa c :xamo6aMu Ha CTYJI yKe
jn0 10 pa3 B cyTkH, TeMaTOXe3Wi0, Pe3Kyio caabocTb,
CHWJKeHMe Beca Ha 5 Kr 3a Hegemo (geduiur Beca
OTMEeYaJICSl BCIO JKM3Hb, OJHAKO CTOJIb BbIpa)KeHHOE
n GBICTPOE MOXyAaHWE OTMETUJT Brepebie). [Iposee-
Ha azodaropacrpoayoperockonus (IIC) u xosoHO-
cxonusa (JaHHbIE MPUBEJEHBI HUKE), HCKIOYEHA XU-
pyprudeckas narosiorus. [lanuenT rocnuraan3upoBan
B OT/leJIeHne XPOHWYECKUX 3a00JIeBAHUIT KHUIEYHUKA
U TIOJIKEeJTYIOUYHOI JKese3bl.

Ha dannom smane duaznocmuueckozo noucka xap-
muna 3aboaesanus 0aem 0CHOBAHUS C OOAbUOU 00-
Jel 6eposSmHOCIU NPeOnoiazams A36eHHbLU KOJUM
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(AK) wu Clostridium difficile-accoyuuposannyio
6ose3ny, Komopovle Mozym Goimb NPOAGAEHbL 00HO-
BPEMEHHO UU NO OMOEALHOCIU Y 00H020 U MO20 Ke
navuenma. Taxxe Heo6X00UMO UCKIIOUUMD KUULEYU-
Hble UHGDEKUUU € NOMOUDIO OAKMEPUOLOZULECKO20
uccedoganus Kdaid.

Ymo xkacaemcs AIIC 1, mo y nawezo nayuenma
OH NPOSBUCS BCEMU KOMNOHEHMAMU KAACCUUECKOU
mpuadvl, xapaxmepuot 0as 0aAHHO20 CUHOPOMA:
KaHOU0030M KOXU U CAUSUCTROLX, 2UNONADAMUPEO-
30M, NEPEUUHOU XPOHUUECKOU HAONOYUEYHUKOBOU He-
docmamournocmoio. Takxe 6 JaHHOM KAUHUUECKOM
cayuae moi HabaIAIU U Me 3a00Ae8aAHUs, KOMO-
pole nauboaee uacmo cowemaiomes ¢ AIIC 1, k num
OMHOCSMCS: AJ0ONeyus, 2unOMmupeos, HopPMozZoHAd0-
MPONHBILL 2UNO2ZOHAOU3M.

Homumo npogedenus: dughgpepenyuarvrou duazio-
cmuxu AK u Clostridium difficile-accouuuposannot
bone3nu neped namu cmosid 3a0aud GvlaCHeHUS 603-
MOXKHBIX 83aumocessei mexdy wumu uw AIIC 1.

Tom ¢haxm, umo nauuenm poduics om 3 Oepe-
MEHHOCIU, NePEulx Podos, npu IMom nepsovie 2 be-
PEMEHHOCTNU  3AKOHUUAUCH  SbIKUObIUAMU, Cc8ude-
meavcmeyem 6 noav3y 2eHeMuUUecKozo 3ab0e6anus.
C AymoCOMHO-PEUECCUBHLIM TMUNOM HACAeD08AHUSL,
ymo xapaxmepno oas AIIC 1.

OObeKTUBHBIE aHHBIE TPU IMOCTYIJIEHUA B OTE-
JIeHUe: COCTOSHUe cpefiHell TsbkecTu. Temmeparypa
tera 36,6 °C. Poct 169 cM, macca tema (MT) 48 xr,
ungexkc MT (MUMT) = 16,8 kr/m? KoskHble HOKpO-
BbI 4uCTbIe, OJIEJHON OKPACKH, TOTATbHAS AJIOTEIHs.
Tenocnoxenne acrernveckoe. KocTHO-MbIliedHast Cu-
creMa — 06e3 BuauMoii marosioruu. Ilepudepideckie
auMdOoy3sibl He yBeJaudeHbl. Han jerkumu aprxamue
BE3UKYJ/ISIPHOE, XPHUIOB HeT. YacToTa AbIXaTeabHBIX
qBukennit 17 B munyty. ToHBI cepilla pUTMUYHBIE,
yacToTa cepaevHbIx cokpamennii 100 B MunyTY, apre-
puanbHoe nasienne 110 u 70 mm pr. cr. [lepkyTopHbie
pasMepbl MeYeHn U cejle3eHKN He yBesnmueHbl. JKuBotr
IPU TAJIBIIAINK MSITKHUH, B3yT, YYBCTBUTEIbHBIN B Jie-
BOW MOAB3OIIHON obacty, JeBoM nojapeGepoe. IIpu
AYCKYJIbTAIMKM OTMEYAeTCsI CHUYKEHUE IIePUCTATbTHKI.
CuUMITOM MOKOJIAYMBAHUS OTPHIATEJEH C 06EHX CTO-
por. CuMNTOMOB paspakeHusi GPIONINHBI HET.

Taxum obpazom, ucxods u3z Odaunvix Kauoo,
anammnesa, 06BeKMUEH020 06CA006aANHUSL U NPOGe-
dennot 6 denv nocmynienus xoaonockonuu (Oamn-
Hvle npusedenvl HuxKe), NOCMmAasien NPedeapumeiv-
HoLl 0uaznos.

OcHosnoe KoMOuHUposanoe 3aboaesanue:

1. Ad36ennvii koaum, momanvuas ¢opma, ax-
muenocms no Truelove-Witts 111.

2. Clostridium difficile-accoyuuposannas 60-
Je3Hb, MmsKeaas opma.

Donosoe 3abonesarnue:

AYymoumMmMynHoll  NOAUZAAHOYAAPHOLL  CUHOPOM
1 muna: Kanoudos xoxu u causucmox. Ilepsuunviii
eunonapamupeo3 cpeonei msxecmu. Ilepsuunoviii
eunoxopmuyusm cpeduel msxecmu. Hopmozonado-
mponwvitl 2unozonadusm. Ilepsuunvlii zunomupeos.

B kiumHMYeCKOM aHaluM3e KPOBH: TEMOTJIO-
6un 129 r/n (mopma 117—180 r/m), meliKonUTHI
23 x 10°/n (Hopma 4,0—11,0 x 10°/71), HeidTpodubi
73,1 % (mopma 45—72 %), monmouutsl 14,7 % (mop-
Ma 2—10 %), CO3D 50 mm/u (Hopma 2—15 MM/ u),
oCTaJbHBIE TIOKa3aTeqd B Mpenensax pedepeHCHBIX
3Havennii. OTKJIOHEHWIT OT HOPMBI B OOIIEM aHAJIN3E
MOYW ¥ KaJjia He BBISABJIEHO, PEAKINS KaJa Ha CKPBITYIO
KpoBb orpuiarenbHas (aHamus xama or 24.05.2018).
B GuoxumMmyueckoM aHajim3e KPOBU OTMEYEHO CHIDKE-
HUE YPOBHSI KeJie3a B KPOBH 110 4,4 MKMoJib/ 71 (HOp-
Ma 9,0—30,0 MKMOMD,/ ) W Kaaus 70 3,3 MMOJb/J
(HopMa 3,5—5,5 MMOJb/J1), a TakxKe yBeJUdYeHHe
yposus C-peaktnsroro 6enka mo 1,23 mr/mn (Hop-
Ma 0—0,8 mr/mn). CoriacHo aHaJu3y KOAryJorpam-
MBI, OTMeUEHO yBesnuenue ¢pudputorena mo 5,08 v/
(nopMa 2,7—4,0 1/71), Takue IOKaszaTeJH, KaK IPO-
TpoMOuH 0 KBUKY, MeXIyHApOIHOE HOPMATU30BAH-
Hoe orHouterne (MHQO), akTHBUPOBAHHOE YACTHYHOE
tpoMGomtactuaosoe Bpemsi (AUTB), tpom6GuHOBOE
BpeMsi, He M3MeHeHbl. B CBsg3M ¢ TeM 4YTO B CIIEKTP
JMarHOCTHYeCKOro moucka Bkaiouena Clostridium
difficile-acconuupoBantast 6oJie3Hb, BBIIOJIHEH aHa-
au3 kana Ha Tokcuubl Clostridium difficile, xkoto-
PBIil a7 TOJIOKUTENbHBIE PE3YIbTaThl OTHOCHTENBHO
TokcwHa B, TokcuH A He o6HapyskeH. [Ipm mpoBene-
HIM 6aKTEPHOJIOTUYECKOTO MCCIe0BAHUS Kajla BO36Y-
JIMTETN KUIevyHbIx nHdernnii (useHTepun, caabMo-
HesLie3a) He OGHAPYIKEHBI.

[Jannvie, noayuennvie 6 1AGOPATMOPHBIX UCCTE-
008aAHUSX, CEUOCMENLCMBYIOM 6 NOJb3Y BbIPAKEH-
HO20 oCnaiumenvrnozo npoyecca (Heumpopuivrvlii
aeuxouumos, evicokue yugppor COD, nosviueHue
C-peaxmuenozo 6enxa u pubpunozena). Y posenn ze-
MOZA0OUHA, HECMOMPS HA KPOGONOMEPIO, 6 NPedendax
HOPMATOHBIX 3HAUEHUU, 4MO 00YCL08]€HO Oezudpa-
mayuel opzanusma. CHuxenue YposHs KdAus Noo-
meepadaem npeodnondzaemylo pamee NPUMUHY CHU-
JKEHHOU NePUCMANLIMUKU, CHUXEHUE YPOBHS Keae3d
Haubosee 8epPOSIMHO €6:3aH0 ¢ zemamoxesueli. Ha-
e ocmpulx Kuueunvlx ungexyui (Qusenmepuu,
canvMonenne3a) uckaueno. Buiserenue moxcuna
B Clostridium difficile nodmeepxdaem OJuazio3s
Clostridium  difficile-accouuuposanmnoti  601e3nu.
Juaznos AK moxem 6vims eepuguuuposan moavko
Ha NOCALOYIOUWUX IMANAx OUazHOCINUYECK020 NOUCKA.

IIpu anexrTpoxapauorpadun BbISBJIEHA CHHYCO-
Bas TaXWUKapAWsI C YACTOTON CEPAEYHBIX COKPAIIEHUH
115 B MuHyTY.

Cunycosas maxuxapous 00Yyci061enad 60CNALU-
MEeALHOU AKMUBHOCTbI0 U Oezudpamauueti, Komo-
pole NOOMBEPKOEHbL PE3YTLIMATRAMU AOOPAMOPHBLX
uccaedosanui. [annoie IKI coenacyromcs ¢ oan-
HOLMU PUSUKAIBHOZ0 06C.1008AHUSL.

ITIpu ssodaroracrpoayomerockonun (ITC): mpu-
3HAKW XPOHUYECKOTO BOCTATEHUS CAMIUCTON 060TI0U-
ku nuieBoa (camsucrast o6oi04Ka muieBoaa 6es-
HO-PO30Basi, TYCKJas, € yYacTKaMH 5KCQOIMALNM).
Cumsucrast »KeJyIKa BO BCEX OT/IeJaxX HepaBHOMep-
HO TUIEPEMUPOBAHA C PACIIUPEHHBIMU JKeJTyOTHbI-
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MU TIOJISIMH, TIO BCEM CTEHKaM OTPEAEJSIOTCS TOUed-
HBIE 9PO3HUN C TIOMapKaMHU COJITHOKHMC/IOTO TeMaTHHa.
B nBeHaanaTUIIEPCTHOW KHUIIKE WMEIOTCS TPU3HAKH
XPOHUYECKOTO BOCIIANEHUST CJAM3UCTOH  00OJOUKN
6y Ib6apHOTO OT/EIA.

Taxum obpason, 6 saxmouenuu II/C: 3ndo-
CKONUYECKAs: KAPMUHA XPOHUUECK020 330(hazumad,
IPO3UEHO-2eMOPPAZUUECKO20 2ACMPUMA, IPO3UBHOZ0
b6yavbuma. Xponuweckuii 330¢hazum s612emcs npo-
SABNECHUCM XPOHUUECKO20 KAHOUD03A 6 PeMUCCUU.

[Tpu kosoHOCKOTHU OCMOTpeHO 20 €M TOB3OII-
HOIl KWIIKM — cjau3uctas o0oJjiouka OGapXaTucras,
C ovaraMy THUIEPILIa3uu JUMGOUIHBIX (HOINKYJIOB,
B3sita GOmoncusi. Haumnast co BTOPOH TaycTpbI [uC-
TajgbHee OAyTHHUEBON 3aCJOHKM W BIUIOTH O [IUC-
TAJbHON YaCTH CHUTMOBH/IHOW KHIIKKA BU3yaTH3UPO-
BaHbl MHOKECTBEHHbIE Pa3sHOKAJNOEPHbBIE SI3BEHHbBIE
JedeKThl, 9po3uN, MPUOOPETAIONINE CJAUBHONU Xapak-
TEP TOJ TYCTBIM coeM (hubpuHa, 60Jee BbIpasKeHHbIe
B BOCXOJAIIEH ¥ B MOMEPEUHO-000LOUHON KHMIMKE.
Ciusucrast B 9TOH 30HE BBIPAXKEHO OTEYHAsI, TUIEPe-
MUPOBAHA, COCYAUCTDII PUCYHOK HE MPOCIEKMBAETCS.
ToHyC TOJICTOIl KWINKW CHUKEH, CKJAAKUA U TayCTPHI
crnaxxenpl. Ilepucramptuka 3amemiennas. I[Ipocser
BOCXOsAINEl KUIIKK cy:KeH. Can3ucTas CUrMOBUIHOMN
KHUIITKA PO30Basi C €AWHUYHBIMU 3PO3USMU MO (Pu-
6putoM. M3 TOJCTOM KWIIKKM TakKe B3sTa OMOICHS
B HECKOJBbKIX MecTax (puc. 1).

Taxum obpasom, Kapmuna npu KOJIOHOCKONUU
coomeemcmeyem MomaivHol hopme 6biPaXKeHH020
A36EHN020 KOAUMA, 00HAKO OKOHYUAMEIbHOE 3AKI10-
YeHue B03MOKHO MOJLKO NOCIE NOJYUEHUS Pe3YJib-
Mamoe 2uUCmo02UUecK0z0 UCCAe008AHUSL.

Puc. 1. 9ugockonmueckoe UCCae[0BaHNE TOJCTON KUTIT-
ku. Ha domne runepeMupoBaHHON W OTEUHON CJIMBUCTOM
BUIHBI MHO>KECTBEHHDBIE CJAMBHBIE 3p0o3un (yKasaHbI
4ePHON CTPeNKOil) 1 HanoKeHuss GpubpuHa — TCEBIO-
MeMOpanbl (yKazaHbl GeJIBIMU CTPETKAMHE)

Fig. 1. Endoscopic examination of the colon. Multiple
confluent erosions (indicated by a black arrow) and
fibrin overlays — pseudomembranes (indicated by
white arrows) — are visible against the background of
hyperemic and edematous mucous

Buoncuitnoe uccaenosanme (1948,/6192-95): Buo-
ITaT CJAM3UCTOH OGOJOYKU TO/AB3ONIHON KuIIKN 6e3
CTPYKTYPHBIX U BOCHAJUTEJbHBIX H3MeHeHuil. buo-
MITaThl CTM3UCTON OGOJIOUKHU TOJICTOM KUIIKU € OOTITUP-
HBIMH YYaCTKAMH HEKPO3a U THATMHO3a COOCTBEHHOI
MJACTUHKY CJU3UCTOH, ¢ YObUIBIO W yMEHBbIIEHUEM
B pa3Mepax KPUIMT, IOBEPXHOCTb MOKPbITa (UOPHHO3-
HO-JEHKOIMTapHbIM 9KccyaatoM (puc. 2—7).

Ho pesyivmamam 2ucmonozudeckozo uccaedosa-
HUSL OAHHBIX 30 A36eHHbIL KOAUM He obnapyxeno (e
0OHAPYHKEHO aAbCUecco8 Kpunm, NAMoI0ZUUECKOZO0,
PA36EMBACHH020 CIMPOCHUS. KPUNM, NCEEOONOIUNOE).
Mopgonozuueckas xapmuna 607vue COOMEEMCMBY-
em UHGEKUUOHHOMY HEKPOMUYECKOMY KOIUMY.

IIpu xommbiorepHoit Tomorpaduu (KT) opraHos
OPIOITHOM TMOJIOCTH ¢ OOMIOCHBIM KOHTPACTUPOBAHUEM
KT-npusnaxkoB opraHnuecKknx n3MeHeHuil TOHKOI U TOJI-
CTOI KuIIKu He BbIABAeHO. Jannvie KT-uccaedosanus
maxxe He nodmeepxxoarom duazno3 AK.

Taxum obpasom, npusedennvie sviule daHHbIE Jd-
6OPAMOPHLIX U UHCTNPYMEHMATLHUIX UCCACI08AHUL,
a maxxe MopghoaozUUecK0z0 UCCACI08ANUSL CEUde-
meavcmeyiom cxopee 6 noawsy Clostridium difficile-
accoyuupogannou  6oaesnu. OOHAKO  NOIHOCMBIO
uckarouums AK moxHO nocie OJunHamMuueckozo Ha-
O.1100eHus COCMOAHUSL CAUSUCTROU MOLCMOU KUUWKU
npU KOJIOHOCKONUU U NOGMOPHOM 2UCTMOS0ZUYECKOM
uccaedosanuu. /las npogedeHus KOHMPOJIbHOU KOJI0-
HOCKONUW € 63muem OUONCUL U KOHMPOASL COCTNOS-
HUSL NAYUEHTNY NPEOLOKEHO 00PAMUNLCS 8 KIUHUKY
NOBMOPHO 6 MeUeHUEe HECKOTLKUX MECAUECE.

Huaznos npu evinucke

OcHosHoe KOMOUHUPOBAHOE 3a00Ne8anUe:

1. Clostridium difficile-accouuuposannas 6oaesnn
(moxcun B nonoxumenvras), msxends gopma.

2. Azeennvlii koaum, momanvHas opma, ax-
muenocms no Truelove-Witts I11.

Donosoe 3aboaesanue:

AYymoumMmMynHoll  NOAUZAAHOYAAPHOLU  CUHOPOM
1 muna: Kanouoos xoxu u causucmolx. Ilepsuunoiil
2unonapamupeo3 cpedued msxecmu. Ilepeuunoiil
zunoxopmuyusm cpeduer msxecmu. Hopmozonado-
mponwuvitl 2unozonadusm. Ilepsuunvlii zunomupeos.

Conymcmsyouue 3a601e8anus:

Aposuenwviii zacmpum, Helicobacter pylori om-
puyamenvrvli. /lyodenum.

B nepByio ovyepenp MaIeHTy HA3HAYEHO JIEUEHIE
AK (mpexunsosnon B/B KameabHO 1o 60 Mr yTpoMm,
no 30 Mr BeyepoM B TeueHue 7 [Heil, gajee per oS
5 mr (8 tabn. YrpoMm + 2 Tabm. B 06en) ¢ HaabHEl-
MM CHUKeHueM; nenTaca 3 r yrpom) u Clostridium
difficile-acconumpoBanuoil  Goesnu (BaHKOMUIIMH
250 Mr x 4 pasa B fieHb). B ¢BsA3u ¢ HallieHHBIM Y I1a-
nuenTta npu I[/IC apo3uBHBIM racTpUTOM Ha3HAUYEH
omemnpaszon (20 mr, 1 Ta6i. yrpoMm u Bedepom). Tak
KaK y TalieHTa OTMEYEHO BBIpa’KeHHOEe CHIDKEHHE
MaccChl Tesla, B CXEMY JI€YeHHs] BKJIOUEHO IHTEPAJIb-
HOe THUTaHUe MOZYJEH, KaK peKOMEeH/O0BAaHHOe
npu K. Ilpomomxena samectutenbHas (kopred
10 mr, 1 tabma. x 3 pasa B JeHb; kopturedd 0,1 Mr,
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Puc. 2—5. Tucroyornueckue mpenapaThbl TOJCTON KUNIKU. BUONTAThl CIM3UCTON OGOJOUYKHU TOJCTOU KHUIIKK € 006-
IIMPHBIMU yYaCTKAMHU HEKPO3a U MHAJMHO3a COOCTBEHHON MIACTUHKU CAU3KUCTON (YKa3aHbI KPACHBIMU CTPEJIKAMHU),
¢ yObLIbIO U yMeHbIIEHHEM B pasMepax KpunT (yKasaHbl 3eJEHBIMH CTPEIKAMHU), MOBEPXHOCTD MOKPbITa (GUGPUHO3-
HO-JIEHKOIUTAPHBIM 9KcCyaaToM (yKazaH To1yObIMU CTPETKaMu)

Fig. 2—5. Histological preparations of the colon. Biopsy specimens of the colon musoca with extensive areas of ne-
crosis and hyalinosis of the own mucous plate (indicated by red arrows), with a loss and decrease in size of crypts
(indicated by green arrows), the surface is covered with fibrinous-leukocyte exudate (indicated by blue arrows)

Puc. 6, 7. Tucronornvyeckue mpemapaTsl TOJCTOH KUIMIKU. [oTOTHNTEIbHO 06HAPYSKEHBI TPOMOBI B ITPOCBETE KaTIIHJI-
JapoB (yKasaHbl SKEJITHIMU CTPEJKAMK), UCTOHYeHUe ciusucToll (1okasaHo (purypHoii ckoOkoit). Bugen Gpuépunos-
HO-JIEHKOLMTAPHbII 9KcCyaaT Ha noBepxHocTH (yKazaH TOMyObIMU CTPENKAMHU)

Fig. 6, 7. Histological preparations of the colon. Additionally, blood clots were found in the capillary lumen
(indicated by yellow arrows), as well as the thinning of the mucous membrane (shown by brace). Fibrinous
leukocyte exudate is visible on the surface (indicated by blue arrows)
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3/4 T1aba.; JI-THPOKCUH 75 MKT yTPOM; KAaJbIHH CaH-
1103 500 mMr x 2 pasa B smenb; Pokambrpos 0,25 MKr x
4 xamcyubl B cytku (1 MKr/cyt.)) u IpOTHBOrpUGKO-
Bast tepanus (paykonaszon 150 mMr/cyr).

Ha done neuenuss orMedeHa MOJIOKUTENbHAS [IU-
HaMUKa. YJIyYlIMJIOCh CaMOYYBCTBUE, TIPOTILIA CJa-
60CTb, HOpPMAJIM30BaJICd CTyJ. B KJIMHMYeCKOM aHa-
juze kposu oT 13.06.2018 HOpMasm3oBascs ypoBeHDb
geiikorutop 1 COIJ. B 6uoXuMHUecKOM aHaIu3e
KPOBU HOPMAJIN30BAINCH YPOBHHU KJIUS W >Keje3a.
OcrasbHble IOKa3aTe Il TakXe B Ipeziesax pedepenc-
HBIX 3HAYEHUM.

12.10.2018 marmieHT OOpaTHJCS B KJIWHUKY JIJISI
KOHTPOJbHOTO oOcienoBanus. Ha MoMeHT o6pateHs
Kajno0 He npeabaBisana. llpu paccipoce BbBISCHEHO,
YTO CTYJI PETYJSPHDINA, 0DOPMIEHHBIN, 6€3 MaTOJOTH-
yeckux mpumeceit. Jlaboparopubie anaausbl u IT/C
BBITIOJHEHBI Y TalleHTa aMOyJATOPHO, MaTOJOormye-
CKUX M3MeHeHWi He o6HapyskeHo. [Ipn KOHTPOIBHOI
KOJIOHOCKOTIUN He BBISBIEHO MPU3HAKOB BOCIIAJICHS
UM TIOBPEXKIEHUS CIM3UCTOH, raycrpaius coxpaHe-
Ha, TEPUCTAJIBTHKA HOPMAJbHAasl. YUUTBIBASI Pe3yJib-
TaThl IPOLLIOTO THCTOJOTHYECKOTO HCCIe0BaHNs,
B34Ta OMOTICHSI, CTPYKTYPHBIX W BOCTAJUTENbHBIX U3-
MeHeHUi B 6MonTaTaxX He 0GHAPYIKEHO.

Takum o6pasom, auaruos AK uckmoden.

AyTOUMMYHHBI  TIOJUTJAHAYJISAPHDBIA  CUHIPOM
(AIIC) — 5TO IEpPBUYHOE ayTOUMMYHHOE IIOPakKeHue
IBYX 1 6osiee nepudepruuecKux HIOKPUHHBIX JKeJes,
MPUBOJISIee K UX HEJIOCTATOYHOCTH, YACTO COYETAI0-
Ieecsl ¢ pa3MYHbIMU OpraHocienn@uUecKuMu HEIH-
JIOKpUHHBIMU 3a0oJsieBanusamu [1].

B wnacrosuit Mmoment Bbigessiior 3 tuna AIIC.
Onu paznyaioTcs XapakTepU3yIoluMu UX TPUAIaMU.
Taxk, gns AIIC 1 xapakTepHBI KaHANA03 KOXKW U CJIU-
3UCTBIX, TUIIONIAPATUPEO3, HA/NIOYEUHUKOBAST HEIOCTA-
TouHOCTD, /g AIIC 2 — ayTOMMMYyHHBII THPEOUINT,
MEPBUYHAST XPOHUYECKAST HAJ[IIOYEUHUKOBAsT HEIOCTa-
TOYHOCTb, caxapubiii guaber 1 tuna, AIIC 3 xapaxre-
pu3yercsi accolaiueil ayTOMMMYHHbBIX 3260J1eBaHUi
MIUTOBU/IHON JKeJie3bl € JPYTUMU ayTOUMMYHHBIMU
MOPAKEHUSIMU, 32 WMCKJIOYEHUEM XPOHUYECKON Tep-
BUYHON HAAIIOYEYHHMKOBOW HEJZOCTATOYHOCTU U THUIIO-
napatupeosa. Jlokamusamuss MyTauil, SBISIOMIXCS
MPUYMHON JIAaHHBIX CUHAPOMOB, Takyke pasjnuna [1].

ATIC 1 (cunapom YaiiTekep, KaHIMIOIIOJUIHIO-
kpunubii cuaapom (KII9C)) otHocuTes k 0ueHb pes-
kuM (opdaHHBIM) HAC/JIEACTBEHHBIM 3a60JI€BAHUAM.
Manudecrupyer B aerckoMm Bospacte (1mk Manndge-
crarmu — 12 jer). BoapmmHCTBO cydaeB 3a60seBa-
HUSI 3aPErvCTPUPOBAHO B (DMHCKOUN TOMYJISIIUU, Cpe-
JI1 UPAHCKUX eBpeeB U xureseii ocrpoBa CapauHusi,
YTO, BEPOSITHO, CBS3aHO C WX JIJIUTEJbHON H30JISIIH-
eit. AIIC 1 omucan B 1956 roay Bpayom-iieuaTpoM
Joanne Whitaker (anzn.) [2, 3].

AYTOUMMYHHBI TOMUTTAHAYASAPHBIN cuHApOoM 1
THUTIAa — MOHOTEHHOE, ayTOCOMHO-PEIeCCUBHOE 3a60-

JieBaHUE C TIOJHON MeHeTpaHTHOCThbIo. K pasBuTHio
AIIC 1 mpuBoaMT MyTalusi TeHa AayTONMMYHHOTO
peryasitopa (AIRE), pacrosio)keHHOTO Ha JJIMHHOM
nmeve 21 xpomocomnr (21q22.3). Tern AIRE skcmpec-
CUPYETCsI MPENMYIIECTBEHHO B THUMYCE U PEryJupy-
eT TIpollecC HeTaTWBHOW cesdeknuu T-mumMoruTos,
IpU KOTOPO# MPOUCXOAUT OTOOP W SJIUMHHAIUS TEX
T-muMbOIITOB, KOTOPHIE AKTUBHBI B OTHONIEHUU aH-
TUTEHOB COOCTBEHHOTO opranudma. TakuM o6pasoMm,
npu AIIC 1 mpoucxoanTt HapylleHne HeTaTUBHOH ce-
gexnun, u T-1uM@onnThl, aKTUBHbIE B OTHONIEHUN
COOCTBEHHBIX AHTUTEHOB, TTOTA/IAI0T B KPOBOTOK U pe-
aJIn3yI0T ayTOMMMYyHHbBIE peakiimu. OMHAKO MPH JaH-
HOM CHHIPOME ayTONMMYHHbBIE PEAKITUN 00YCIOBJIECHBI
MATOJIOTHEN HE TOJBKO KJIETOYHOTO MMMYHHUTETa, HO
n rymopanabHoro. Tak, y manmentoB ¢ AIIC 1 o6Ha-
pysKeHbI aHTuTesa K uHTEpdepony-w (100 % ciayya-
eB), naTepdepony-a (95 % caydaes), MHTEPAEHKUHY
(MJD)-22 (>90 % cayuaes), NJI-17 (75 % caydaes).
WNJI-22 ydacTByeT B peaH3alliyl MPOTHBOTPHOKOBOTO
UMMYHHUTETA, CHIKEHUE €T0 KOHIEHTPAIUU TIPUBOIUT
K Pa3BUTUIO KAHJNI03a KOKHU U CIM3UCTBIX TPU JaH-
HOM 3a6oJjieBaHuu [2, 4, S].

Ha 2016 rox onucano 117 myranuii B rene AIRE
M0 JAHHBIM MEXAYHAPOIHON 6a3bl MyTalluil y desio-
Beka (Human Gene Mutation Database, HGMD).
Camble yacto Berpedaemble Myrtauun: p.R257 («dun-
ckas»), p.R139 («capauuckas»), p.Y85C (xapakrep-
Ha IS NPAHCKHUX €BPEeB), HA3BaHBI B COOTBETCTBHI
C TeMH HapoJlaMH, TJe YacTOTa COOTBETCTBYIOMIEH My-
tanun Hambosbiasg [2]. B Poccuiickoit dDeneparun
yaie BCETO BcTpedaercs Mmyrtamus p.R257X, koro-
past 1 o6HapysKeHa y HAIlleTo MalneHTa B pe3yJibTaTe
JAHK-uccnemosanus [2, 6].

Kaunnveckast kaptuHa 3a6osieBaHusi 06yCIOBIIe-
Ha ayTOMMMYHHBIM MOPKEHNEM Pa3JIMYHBIX OPTaHOB
U CHCTEM, B MEPBYIO ovyepesb — SHAOKPUHHBIX. KaH-
muno3 ipu AIIC 1 HOCUT reHepaJM30BaHHBIN Xapak-
TEP W MOPAKAET CAU3UCTbIE OGOJOYKH TIOJIOCTUH PTa,
TeHUTAM, [bIXaTeTbHBIX TyTel U KeJTyAOYHO-KH-
MIEYHOTO TPAKTa, a TaKyKe KOXY, HOTTEBBIE BAJIUKH,
HorTH. lIpOsBISIeTCS JOCTAaTOYHO PaHO, B IEPBbIE
S Jiet ku3Hu. [Mnomapatupeos, BOZHUKAIOIIUI B TIep-
Bble 5—10 JIeT KU3HM, TPOSBISIETCS TUTOKATHIIHEMI-
elf, TpUBOAIIEH K CyJOpOTaM MBIIII] KOHEYHOCTEH,
JIADUHTOCIA3MY, CYJOPOKHBIMEU TPUMAJKaMHU, Ha-
noMHUHAOMMU anuiencuio. Kpome toro, Ha done
TUIOTIAPATHPEOn3a BO3MOXKHO pa3BUTHE auapen [4].
[TepBuuHast XpOHUYECKas HAATOYEUHUKOBAsT HEO-
CTaTOYHOCTh MaHHU(eCTUPyeT OOBIYHO MO3XKEe U UMeeT
KJIACCUYECKUE CUMIITOMBI, XOTSI MHOTZA MOKET IPO-
TeKaTb GECCUMITOMHO Ha TPOTSXKEHWU JJIUTEIHLHOTO
BpEMEHN U BIEPBBIE MPOSIBUTHCS AIIUCOHUUYECKUM
Kpu30oM Ha ¢oHe crpecca [2, 5]. [las mocTaHOBKY JH-
arnosa AIIC 1 gocTaro4Ho BbIABJIEHUA 2 U3 3 OCHOB-
HBIX KOMIIOHEHTOB 3a00JieBaHus. Y HaIlero MnarueHTa
BCE TPHM OCHOBHBIX KOMIOHEHTA 3200JIEBAHUS TIPOSIBU-
JIUCH JIOCTATOYHO PAHO — [I0 J-TH J€T.

Cpemn 3a6oneBanuii JKKT ¢ AIIC 1 acconun-
poBaHbI: cuHApPOM ManpaGeopbumu (23 % cayuaes),
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arpopUyecKuil TaCTPUT C TIEPHUIIMO3HOW aHeMuein
(14 % cayuaeB) uan Ge3 Hee, XPOHUUECKUH ayTOMM-
mynubiii rematut (12 % ciaygaes), undexruu KKT
(KaHanm03 KWINEYHWKA, XPOHMYECKUH JIsAMOINO03,
C. difficile-acconuupoBannas uH(EKLU), SKCKPe-
TOpHass HEIOCTATOYHOCTb TIOJKENyJTOYHON >Kese3bl
(4 % B duHCKON KOrOpTE), AyTOMMMYHHAsI SHTEPOIIa-
s (25—30 % cayqaen) [2, 4]. Takum o6pasom, ycra-
HOBJICHHBII y Haiero naiuenTa guardos Clostridium
difficile-acconuupoBannoit Gonesnu cBsizan ¢ AIIC
1, 4TO MOXXeT ObITh OOYCJIOBJEHO B TOM YHCJE U I0-
CTOSTHHBIM TIPUEMOM TJIOKOKOPTHKOUJ0B [4]. IIpuem
UMMYHOCYTIPECCHBHBIX ITIPENIApaTOB, BKJIOYAS TJIIOKO-
KOPTUKOW/IbI, SIBJseTcs (AKTOPOM PUCKA Pa3BUTHS
Clostridium difficile-accounnpoBannoii  6ojie3HH,
COTJIACHO KJIMHUYECKUM PEKOMEHJIAINSM POCCHUCKON
racTposHTeposiorndeckoil accormaru (PTA). [lan-
HBIX O B3amMOCBs3U si3BeHHOTO KoJsuta u AIIC 1 He
Hajireno. Ham maimueHT NoJydas rIloKOKOPTHKOUBI
B BHU/Ie 3aMECTUTEJbHON Tepamuy XPOHUYECKON Ha-
MOYEYHUKOBOII HepoctaTroyHocTH. OMHAKO HA ITIPOTSI-
JKEHUW BCEH €To KU3HW MpernapaThl M UX JO3WPOBKU
MEHSIIUCHh U He Beeraa O6bLiu (U3MOTOTHYECKIMI.

Y manwmentoB ¢ AIIC 1 ¢ racTpomHTeCTHHAJIbHbI-
Mu cumnToMaMu B 89 % ciIyuaeB HalleHBI aHTHTE-
Ja K TpunTodaHTHAPOKCUIa3e, (epMeHTy 3HTepo-
XPOMAaTO(UHHBIX KJETOK, YYaCTBYIONIEMY B CHHTE3€
cepoToHMHA. Takke y 3TUX MAIMEHTOB OOHAPYKEHO
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