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Pesome
* VlnnIOCTpaLl,I/II/I ,ﬂaHHaﬂ ﬂy6J'|l/ll<aLl,I/lF| NoCBALWEHa JOCTAaTOYHO no3aHeM 1 CNOMXKHOMN AONarHoCTunKe 6onesHn Yvunnna Y B3pOC/I0ro nauneHTa
K CTaTbe — 37 net, C 4X NeTHM, MefileHHO NPOrPeCcpPyoLLMM GOPMUPOBAHMEM NONMOPTaHHOM HEAOCTATOYHOCTH Ha GOHe OTCYTCTBUA
Ha LUBETHON KOppeKTHOVI NOCTAHOBKWM ANarHo3a, OTCYTCTBMA Ha3Ha4YeHNA ITNONOrNYeCKn 3Ha4nMMOoro NeveHna; npr 3Tom npoxoaAtlero

BKMeVike BXXypHan  yrnybneHHble 06CNefjoBaHNA B Pa3NNYHbIX MEAULMHCKUX CTPYKTYPaX B TeUeHWe HECKOMbKUX NeT.

(cTp. V).
KntoueBble cioBa: 6o/1e3Hb Yunnna, Tropheryma whipplei, KweyHas BTopryHas MUMbaHr3KTa3na, CUHAPOM Manbabcop6-
LWV TAXENOM CTeneHu

EDN: MKGWXM KOH¢J'II/IKT NHTEPECOB. ABTOpr 33sB1A0T 00 OTCYTCTBUNMK KOH¢ﬂMKTa MHTEPECOB.
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summary

* llustrations This publication is devoted to a rather late and difficult diagnosis of Whipple's disease in an adult patient of 37 years old, with a 4-year
history of slowly progressive formation of multiorgan failure against the background of lack of correct diagnosis, lack of prescription of

etiologically significant treatment; at the same time undergoing detailed examinations in various medical structures for several years.
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BBepeHune

BonesHp Yunia — pefkoe XpoHndeckoe MHGEKIMOH-
Hoe 3a607IeBaHIe, IPU KOTOPOM IIPaKTIIeCKI BCe Op-
TaHbI U CUCTEMBI IOpaXkaloTcst 6akrepueit Tropheryma
whipplei (TW) [1]. Ecnu 3aboneBaHme CBOEBPEMEHHO
He PAacIIO3HATh I He Ha4aTh IE€YUTh, MOXKET IPUBECTI
K JIeTaTbHOMY McXOny [2]. ExkerogHas 3aboneBaeMoCTb
B cTpaHax LleHTpanbHON EBpOIBI OljeHMBaeTCA IPU-
MepHO B 1-3/1000 000 (2, 3, 4]. 3ab6oneBaHue, BO3HN-
Kaoljee B T000M BO3PACTe, II03/[HO JIArHOCTHPYeMOe
C y4eTOM Ka3yUCTUIHOCTY HO30/IOT MY, [UATHO3 Yallle
BCEro yCTaHaBNIMBaeTcA B Bo3pacTe oT 50 o 60 neT,
u 85% caydaeB 9TO MY>X4IMHbI [2, 3]. Knunuueckas
KapTuHa BapuabenbHa [5]. Hanbonee yactoiMu Ma-
HU(ECTHBIMY CUMIITOMAMI SIBJISIIOTCS: IOTEPsI Beca,
[O/IVAPTPUT, MeJIEHHO IPOTPeCCUPYIOLNIL CUHPOM
ManbabcopOLy Ha TPOTSHKEHN I HeCKOIBKIX JIET C He-
06s13aTe/IbHBIM AVAPEITHBIM CHH/[POMOM, TNXOPafIKa II0
Ty febris inetrmittens B guamnasone cyo6de6puabHbIX
nudp, muMdageHonaTus Me3eHTepUaIbHBIX I Mepy-
depuueckux rpynn nuMQoysnoB, SHTOKAPAUT C OT-
PUIATEbHBIM Pe3y/IbTaTOM [I0CEBA, IIIEBPUT, BOCIIA-
nuTenbHOe 3ab0IeBaHMe I71a3 [6] ¥ pelaBUPYOLINIt
TEHOCHHOBHT [7]. B HEKOTOPBIX C/Ty4asiX MOTyT Hab/II0-
HaTbCs CTIOXKHbIE LiepebparbHble IIPOsABICHNA (TaKue
KaK KOTHUTUBHAA AMCOYHKINA, 0PTaTbMOIIIET U

1 MuokoHyc). ITomapTput acconuuposanubiii ¢ TW
00ObIYHO HManMHAPOMHBIN [7]. B mureparype uspep-
Ka BCTPEYAIOTCS OMUCAHMSA TPOMOOTUIECKUX IPO-
ABJIEHUII, KOTOPbIE ACCOLMUPYIOTCA C ITOBBIIIEHHOM
HPOKOATY/ISHTHOM aKTMBHOCTHIO MOHOLIUTOB [8,9].
B uccnenoBanuu Porteiro B. c coaBropamu (2024) mpep-
CTaBJIeH CITy4ail BEHO3HOTO TPOMO03a y >KeHIIIVHBI KaK
HA4YaJIbHOTO IIPOsIBIeHNs 6one3Hy Yumma [9].

Tropheryma whipplei (pamnee Tropheryma
whippelii) - TpaMIIONIOXNUTe/IbHAS MAOYKa C TOM-
CTOM CTEHKON M TPEXCIONHON MeMOpaHOIL.
KynsrusuposanHas B 1991 rogy, 6bi1a o6HapyskeHa
B CTOYHBIX BOJIaX KaK MPUPOJHBI pesepByap, i MO-
JKeT BBIAENMATHCS € (PeKanAMY 3TOPOBBIX HOCUTETIENT,
Ppabounx OYMCTHBIX COOPYIKEHMIT U IO, XXUBY X
B HeO/IarONPUATHBIX I'UTMEHNYeCKNX YCIoBusx [10]
O6CTOATENDbCTBA, CIIOCOOCTBYIOLINE MHPULVPOBAHMIO
U 3a00/IeBaHIIO, HEM3BECTHBI, HO IIPEIOIaraeTcs Te-
HeTMYecKas WU IpUoOpeTeHHasa MIMMYHOIOTMYecKa st
[PeRpPaCIIONIOKEHHOCTS [2, 3].

30/MOTBIM CTAHAAPTOM AVATHOCTUKM ABIAETCA TH-
CTO/IOTMYeCKasi KAPTIHA CBOOONHBIX MM GAarOLUTIPO-
BaHHBIX ITa/I0OYKOBUHBIX OaKTEPNIl C OKpalINBaHUEM
no Inuddy (PAS) B makpodarax cnusucroit 060mod-
KM ABeHajLaTunepcTHoi kumku [2, 11]. Coyeranne
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okpaIuuBaHusa PAS B 6uontarax cm3ucToi 060104KM
ToHkoit Kumky v [TIP guarHocTrku (B pa3HBIX cpefiax-
KpPOBb, OMOIITAT) JaHHOJ GaKTepUM, IIOBBIIIAET YYB-
CTBUTETBHOCTD U CIIeLNPUIHOCTD AMAarHOCTUKY [11].
JOuddepenunanbHas AMarHoCTUKa oOMINMpPHA,
U BK/IIOYAeT BOCIIATUTe/IbHbIE 3a60/TeBaHMs KIUIIed-
HUKa, NHQEKIMOHHYIO fUapelo SPYToil 3TUOIOTU,
ITIIOTEHOBYIO 9HTEPOINATUIO, CepPOHETaTYBHbII MOIN-
apTPUT, ICOPMATUYECKIUIT aPTPUT, PEBMATU3M MATKUX
TKaHell, 3HIOKAPANT C OTPUIATENbHBIM Pe3y/IbTaTOM
II0CeBa, BACKY/INTHL, TNM(OMY, LlepeGpOBaCcKy/IsApHbIe
3aboneBanus, BYYU-undeK1Io, aTHINIHBI MUKOOAK-
Tepuos, capkonos, Lues u fp. Ha ;annoM aramne ucro-
pun 6omne3Hu guddepeHanpHbI AMATHO3 TO/KEH
IIPOBOANTBCA C CEPOHETATVBHBIM PEBMaTOMJHBIM ap-
TPUTOM, HAJIMHPOMHBIM apTPUTOM, IICOPUATHIECKIM
apTPUTOM, AKCUATIBHBIM CIIOHAVIOAPTPUTOM, & TAKIKE
HennddepeHIPOBaHHBIM apTPUTOM [2].

OnucaHme KNNHNYeCcKoro canydasn

My>xumHa 37 71eT, Ha aMOy/IaTOpPHOM IIpyeMe IracTpo-
9HTEPOJIOTa- IelaTosIora C )Kamo6aMu Ha CMElLIaHHYIo
OZIBILIKY B IIOKOE U IIPM XOfibbe, OTEeK! HOT, aCTEHUIO,
HEBO3MOXXHOCTD BBIIIOTHATD MPOCThIe PU3MIECKHE
Harpysku, yBe/lnyeHne pasMepoB KIBOTa, He U/eH-
TUQUIVMPOBAHHBIE 3TIeMEHThI Ha KOXKe.

VI3 anaMHe3a U3BeCTHO, 4TO mauueHt B 2019 rogy
nocse nepeHeceHHoit SarS-Cov2 nHdekuny, 6e3 mHeB-
MOHMH, HO COIIPOBOXK/JAIOILIENCS TPOMOO30M BEH JIEBOIT
BepXHeil KOHEYHOCTH, TM3MPOBAHHOIO Me[IMKaMeH-
TO3HO IIPMEeMOM puBapokcabaHa 15 Mr X 2 pa3 B ieHb,
C Ja/IbHeNIEN IO e KM BAOILel Tepallleil B TeYeHe
3 HeJleNb U CHIDKEHVEM JJO3MPOBKYM aHTUKOATy/IAHTOB
Io 2,5 Mr/2p/cyTKM Ha MOCTOAHHOM ocHOBe. Torpa xe
6p11a npeHTNGNUMpPOBaHA MyTanus reda II ¢paxropa
(mporpombuHa FII120210GA (he)/ FIIThri65Me (he))-
ycTaHOB/IeHa TpoMbodunms.

C tex mop (2019 r.), My>K41Ha OTMeYaJl IPOTpey-
€HTHOE HapacTaHMe CUMITOMOB B T€4EeHME IOCTIe-
AYOIINX JIeT — BBIPa)KEHHOTO aCT€HOBETeTaTBHOTO
CUHLpOMa, CTabOCTH ¥ FOTIOBOKPY>KEHN S, OT€IHOCTH
HIDKHUX KOHEYHOCTEN 1 TeHepan30BaHHbIX OTEKOB,
HapacTaHuA npusHakoB JIH- cMemaHHOI OfbIIKY TpK
¢dusnyeckoit Harpyske (60IbHOI BCIO XXVU3Hb SABISIICA
TPeHepOM II0 TaHIIaM), HEYCTOIYMBOTO CTy/Ia- B BUJIE
4yepefoBaHusA 0(pOPMIEHHOTO 1 KaIIN1e0OpasHOro
6e3 BUfMMBIX IpuMeceil. B Bugy mporpeccuposaHms
CUMIITOMOB C TedeHVeM BpeMeHH, BBIHY)XeH ObLI OT-
Ka3aTbCs OT JAHHOTO POfia IeATeIbHOCTI M IPeObIBATD
B JOMAIIHNUX YCTIOBUAX.

MHOTOKpaTHO 06C/IefjoBaH B Pa3IUIHBIX defe-
PaIBHBIX ¥ TOPOACKUX cTanmoHapax, MKHII nmenn
A.C. JlornHOBa, Ijfie IPOBOAMICA AMATHOCTIYECKIMIA II0-
VICK, Y TTAIJMIEHT AJIUTEbHO HabTIONAICs C fUAaTHO30M:
D64.8 XpoHnyeckass HOpMOLIMTapHasA aHEMUSA CMe-
IaHHOI aTHonornu (>keneso-, Burl2-, ponnesonedn-
LIMTHas), TAKenol crenenn. [lepBuanas Tpombodus
(myramua nporpom6uHa FI120210GA (he), nporpom-
6una FIIThrl65Me (he)). Cungpom manbabcopbijnm
HeyTOYHEHHbIN BCIe[ICTBME HAPYIIEHU s BCaChIBaHNA
B TOHKOM KuueuyHnke K63.8 VIHTecTuHaIbHAA TUM-
¢danruskrasus. D50.8. TemarocnieHomeranus. [py6bie
6enKOBOHepreTUYecKe HapyIeHnA. ACIMT 1 cTeneHn.

Jleyenue: cOrmacHO eIMHCTBEHHOMY AOCTYITHOMY
MPOCHEeKTVBHOMY PaH/IOMU3MPOBAHHOMY MCCIEfIO-
BaHUIO, JIeY€HMEe NO/IKHO COCTOATD U3 IIUTENbHOI
MIPOTUBOMMUKPOOHOI TEPAIINY C yYETOM YyBCTBUTETIb-
Hoctu Tropheryma whipplei: vHMIIMaL A B/B Tepanueit
nedanocnopunamu II-111 nokonenns kypcom 14 fHeit,
3aTeM Iepexof Ha TabaeTUpPOBaHHbBIE GOPMBI CY/Ib-
daHnmaMuzaMm- KO TPMMOKCA30/I0M [iBa pasa B [IeHb
B TedyeHue 12 mecaues [12].

@®paHnyscKue aBTOPHI peIaraloT JIe9UTh Malu-
eHTOB ¢ JK]I 12-MecsYHBIM IPMEMOM I POKCUXTIOPO-
XIMHA ¥ JOKCUIIMKIIMHA C TOC/IeAYIONTel 0K M3HEeHHO
aHTUOMOTUKOIPOPUITAKTHKOI JOKCULMKINHOM [13].
He Tak 1aBHO UTAIbSIHCKVYMU YYEHBIMHU OBIIO IPEIO-
YKEHO Hava/ibHOe edeHne e TprakCOHOM C TOC/IeRy-
I0I MM IIPME€MOM KO-TPMMOKCa3071a B TedeHue 3-4 jieT
U CTIeyIOLIelt 3a 3TUM ITOXKV3HEHHO IPOPUITaKTHUKON
TOKCULMKIMHOM [14].

E03.8 ITlepsuunbIii runoTrpeos. COCTOABIINIACA TPOM-
603 BeH npepmneusss, BAB, BIIB ot 2019 r. fI3BenHas
601e3HDb XKenynKa, BHe 000cTpeHnA. XpOHMYeCKuit
racTpORYONEHNUT, BHEe 060CTpEeHN.

B MHOro4MC/IeHHBIX IMHAMUYECKMX TabopaTop-
HBIX MCCTIeJOBAaHUAX HAbIIOfaNach KapTUHA, COIPO-
BOXK/JA0IIasi TsKENbIil CUHAPOM Manbacbopbumnnm
HEYTOYHEHHOTO I'eHe3a- aHeMM A CMEeNIAHHOTO TeHe3a
TSDKEJION CTeleHy, TUIoanbbyMutueMus, GeGuuuT
TUPEOTPOIHBIX ¥ TOHAZIOTPOIHBIX TOPMOHOB, MaKpPO-
Y MUKPO3/TeMeHTOB. IIpy 9TOM HMKTO He 060011a1 Haii-
TeHHBIE TTATOJIOTUYECKNE CIBUTY, U HA MPOTAKEHUN
HECKOJIbKMX JIET IIPOBOIMIACh CUMIITOMAaTH4eCKasd,
TIOCMHIPOMHAsA Tepanys — MHOTOKpaTHbIE TeMOTPaHC-
¢ysum, Tpancdysun anbOyMuHa, CBeXe3aMOPOXKEHHOI
TI7Ia3Mbl, Ha3HaueHne L TupokcuHa [a KoppeKIum
TMIIOTUPEO03a, BUTAMUHOB, IIPENapaToB Xe/esa, Ma-
KPO- ¥ MMKDPO3/IEMEHTOB 6e3 OHMMaH IIPUYIHbI
MaTONIOTMYECKUX TIOTEPD.

Taxue nHpexnM KaK -BUpYCHbIe remarutsl, BUY,
cuuInc 6bUIN ICKITIOUEHDI B JTHAMIKE.

C y4eToM rumoanbOyMIHeMUN TSKEION CTeIeH,
IIpU MHCTPYMEHTA/IbHBIX MCC/IENOBAaHMAX UAeHTUDN-
LIMPOBANINCh CUCTEMHbIE TUIIOOHKOTUYECKME BBITIO-
ThI — IPU3HAKY HAJIM9IMA XUJKOCTYU B IJIEBPATIbHBIX
nonoctax (mporokon AXO-KTI' - gumatanus o6onx
npencepanii C MUTPAIbHON perypruranuein 2-i cre-
IIeHY, TPUKYCIIU/A/IbHOM perypruTauueii 2-i CTenetu,
neroyHoit 1-i1 crenenu. IIpusHakoB eroyHoi rumep-
TEH3VM He BbISABIEHO, PACYETHOE CUCTONNYECKOE JIaB-
JIeHMe€ B JIETOYHOM apTepuy — 25 MM. pT. cT. OB 68% no
Simpson (Hopma >50%). IIpusHaKy HaTU4IMUA KUIKO-
cTu B nepukapge -fo 8 Mm. Knanansl 6e3 yronenns
U BereTaLmii).

Bo Bcex oThenax 6pIOLUIHON IOMTOCTU U B MaJIOM
Ta3y — aH9XOTeHHas1 OGHOPOMIHAsI CBOOOMHAS KU -
KOCTb (B TogayadparmaabHOit 06/1acT ¢ 06euX CTOPOH,
TO/MIMHOI 0 12 MM. *I10 /TaTepabHbIM KaHaIaM, TON-
IMHOM 10 14 MM. B MaJIOM Ta3y TOJIMHO 0 26 MM).

IIpu aHHOJ KapTUHE IUIO0ATbOYMIHEMIH, ACIIUTA;
TernaTo-MapKephl BCErjja COXpaHANUCh MHTAKTHBIMM
(He oTMeYaI0Ch IMTONMMTIYECKON/ XO/IeCTaTNYeCKOI aK-
TuBHOCTY). ITpK TpOBeIeHM HEIIPAMOIL 91aCTOMETPUN
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Table 1.
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3HaueHne

32 1/m (131-173)

13,3% (3.9-49)

CpeaHue nabopaTopHble JlabopaTopHble nokasatenu
nokasatenu [Me] naumeHTa Hgb

2023-2024 . Het

Patient’s mean laboratory rbe

3,13 (10*12/m) 4,3-5,7

values [Me] 2023-2024 whe

461 10*9/m1. 4.5-10.4

Heitrpo¢. OTHOCHTETBHOE KOTNYIECTBO

82,4% (47-72)

HI/IMq)OI.U/ITbI OTHOCUTE/IDbHOE KOINMYECTBO

6,1% (19-37)

MoHoUnTBI

10,2% (3-12)

903MHODUIIBI

0,4% (0,5-5)

O61muit 6emox

25 r/n (64-87)

anbOyMuH

13,4 /71 (39,7-49,4)

C peakTMBHBIN 610K

0,25 mr/n (0-5)

Ca

0,28 MMons/n (1,15-1,25)

D -pumep

4,366 mxr/mn (0-0,5)

JKeneso Fe

1,95 mxmons/n (10,6-28,3)

T4 CB06ORHBIT CBOOOFHBII TUPOKCHUH

0,708 ur/mn (0,93-1,71)

T3 TpuitogTMpOHNH

2,05 rir/m (2,02-4,03)

B9 (bonuesas kucmoTa)

3,48 ur/mn (. 3,1-17,5)

TTT (TMpeoTpONHBI TOPMOH)

4,92 mxMe/mn (0,27-4,2)

TCCTOCTCPOH 6110710TM9eCKU aKTUBHBIN

2,21000 umonb/n (2.465-12.000)

DubprHOreH.

3,22 1/m (2,38-4,98)

MHO

1,18 Ex (0,9-1,3)

ITpoTpomM6UHOBOE BpeMs

13,4 ¢ (9,4-12,5)

AKTVBUpOBaHHOE TpoMbomIacTrHOBOe Bpemst (AUTB) 26,9 c (25,4-36,9)

Tpom6uHOBOE BpeMs

24,4 ¢ (15,8-24,9)

neyeHy Ha anmapare Fibroscan -xecTkocTb M3MepeHus
Tle4eHOYHOI napeHxuMbI-Meanana 6.9 kIla, IQR me-
mnaHa- 2%- 410 cooTBeTCTByeT FO cTapgnu ¢pubposa
o knaccudukauuu Metavir, UAP (5b/m) menmnana
235, IQR meguaHa- 7%- 4yTo cooTBeTCTBYeT SO cTafgum
cTeaTosa.

HyTrputusHbii cTaTyc 60BHOTO B TeYeHME JIET He
nsmensnca. (Pocr 186 cM, Bec 90 kr, IMT 26.0 xr/m?).

JlaHHBIX 3a TedeHNe IMPPOo3a HedeHn ¢ GopMUpoBa-
HIeM IIe4eHOYHOI GOPMbI IOPTATbHOI IUIIePTEH3UN
MIO/TyYeHO He ObLIIO.

ITpy npoBefeHUN KOMIBIOTEPHON ToOMOTrpadun
OpraHoOB OPIOIIHO MTOJIOCTY C BHYTPUBEHHDBIM KOH-
TpacTupoBaHMeM (M0HDb 2024) — KapTUHA IeIaToCIIe-
HOMeTa/iNny, aclyuTa, FBYCTOPOHHETO IIeBPATbHOTO
BBITIOTA. [Ipy 9TOM, JaHHBIX 32 BHEIIeYeHOUHbIE HPOPMBI
opTanbHOI runepTeHsun (cuuppoma bagna-Kuapn)-
TpoM603a- Ha YPOBHSX OT IIEYEHOYHBIX BEH 0 BEH
CHMCTEMbI HYDKHEI! 010V BEHDI IOy YeHO He ObLIO.

V 60npHOrO He MAEHTUPUIMPOBAHO TPOMOO3a Ci-
creMbl V. portae, cucTeMbl HM)XHeI! 11010 BEHBI Ha
¢one TpoMO0GUINIL; YTO 0OBACHUIIO ObI KITMHUYECKYIO
KapTUHY HOPTAIbHOI TMIIEPTEH3NM, Y KaK CTIeICTBIE,
pasBUTH IUoanbOyMuHeMuu 1 oTekoB. Ho ussect-
HBIM (PaKTOM SBISAETCA TO, YTO IPYU CUHAPOME IIOP-
Ta/IbHOJ TUIIePTEH3U Y, IOMMMO I'MII0ATb0yMUHEMUM,
pasBMBaeTCA ayTOMMMYHHasA HuTonenns. [lepsudyen
B JAHHOM CUTYaIy BBICOKMII Ce/1e3€HOYHbII K/IMPEHC
TPOMOOIIUTOB, NPV Pa3BUBLIEMCS TUIIEPCIIIEHU3ME,
u bopMupoBaHue TpoMbonnTonenun [15,16]. Y zaHHO-
TO MalMeHTa IPY PasBUTIM aHEMUM TSAXKEIIOV CTeIIeHM,
OTHOCHUTENBHOI MMMQOIIEHNN, HET CHUKEHNS KO-
yecTBa TpoMOo1MTOB. TaK)Ke HET BOCIIATUTETbHON
aKTVMBHOCTM KPOBI, TMXOPAKM- YTO IIO3BOJIATIO OBbI 32-
IO703pUTh MHEKI[MOHHBII FeHe3 ICKOMO [TaTO/IOT 1.

VICK/TI0YeH MMCTOCOMO3, KaK OffHa U3 Mpu4nH ¢op-
MUPOBAaHMA CUHPOMA ITOPTATbHON TUIEPTEH3NN,

rernaToCIIeHOMerannu. (QHTuTeNa K mucrocomam IgG
Shistosoma mansoni OTpuIaTeIbHbIE).

IIo pesynbraraM 3HIOCKONMYECKOTO UCCIEL0BA-
Hus (pubpoasodaroracTpogyoneHockonus, prbpo-
KOJIOHOCKOIINMS C TMI03Ta>KHOII OMOIICHelt) OT MO
2024 -sHpoCKONMYECKasd KApTUHA XPOHUYECKOTO
aKTUBHOTO 3PO3MBHOTO racTPUTA, odaraMu muMeo-
UJHOI TUIepIIasuy U TMMGOAHTTHOIKTA3UAMU
cmmsucroit JIIK; ToTanpHOrO He 9p0O3MBHOTO KOINUTA.
MuKpOCKOIIYeCKH- OMONTATHI CIM3UCTON 0OOTOUKM
TBEHA/ILIATUIIEPCTHONM KMUIKY C yKOPOYEHMEM U YII/IO-
LIeH1eM BOPCHH U TunepIiasueli Kpunt. IIokpoBHbIIT
SMUTENNI CO CHIDKEHHBIM COflep>KaHMeM 60Kao-
BUJIHBIX K/IETOK, OYaTaMy MOBPEXIEHNA 1 pPereHe-
paTopHbIMU U3MeHeHUAMU. [IT0THOCTD K/IeTOYHOTO
nHOUIBTPaTa COOCTBEHHON IIACTUHKM IOBBIIIEHA,
B cOCTaBe OOHAPYKUBAIOTCS OTHE/NIbHbIE TEIKOLN-
ThL. BUONITaThI CIM3MUCTON 060IOUKM SKeTyaKa ¢ fud-
(by3HBIM IVIOTHBIM BOCHAINTENLHBIM MHQUIBTPATOM
C HaZIm4yeM JIeffKOIMTOB, TPOHMKAOIIUX B SIUTENNIA
c ero paspyureHneM. OTMedaeTCs 09aroBoe IOBBIIIe-
HIIe COflePXKAHNUs MeXIMUTEINATbHBIX TUMPOINTOB.
BuomTaT c1MsuCcTOl 060/I0YKY HOAB3LOLUIHON KUK
C COXpaHEeHMEM NaNbLEeBUIHBIX BOPCUH U PaBHOMEP-
HBIM pacpefie/ieHieM KPUIIT. SIUTeNit BOPCUH 6e3
MPU3HAKOB NOBpeXAeHNA. [[TOTHOCTD K/IeTOYHOTO
nHUIBTpaTa CO6CTBEHHOI IVIACTVHKY He ITOBBIIIEHa.
BuonTarsl CIM3UCTOI 060IOUKY TOTICTOI KUIIKY C POB-
HOJI ITOBEPXHOCTDIO I PABHOMEPHBIM pacipefie/ieHneM
KPUIIT. B cO6CTBEHHOII II/TACTMHKE NIPAaBbIX OTHENOB
IUIOTHOCTD KJIETOYHOTO MH(UIBTPATa O4aroBo MOBbI-
IlIeHa, B €r0 COCTaBe OOHAPYKMBAIOTCA JTEMIKOLUTBI.
B 71eBBIX OT/I€/IaX IVIOTHOCTD KJIETOYHOTO MH(UIbTpaTa
He TIOBBIIIIEHA, COCTaB He I3MEHEH.

3aknrouyeHne: XpOHMYECKUI aKTUBHbBIN 9pO3UB-
HBII TACTPUT C OYaTOBBIM MEXK3MUTENATbHBIM TUM-
¢dounTosoM. XpOHMYIECKMIT OYArOBBIil aKTVBHBIN
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Ta6nuua 2.

Table 2.

Jla6oparopHble nokasare- Na6opaTopHble nokasatenu WioHb 2024 CentnGpy
NN B IMHaMMKe, Ha GpOHe 2024
Tepanuu Hgb 32 r/n (131-173) 102 r/n
Laboratory parameters in dy- Hct 13,3% (3.9-49) 33,3%
namics, on course of therapy RBC 3,13 (10*12/1) (4,3-5,7) 3,87
wbc 4,61 (10*9/m) (4.5-10.4) 6,57
Heitrpodunsr oTHOCHTeNbHOE KONMmdecTBO  82,4% (47-72) 73,5%
Heiitpodusr abcomMoOTHOE KOMNIECTBO 2,9
HMMcbouMTm OTHOCUTEIbHOE KONMn4ecTBo 6,1% (19-37) 7,8%
JIumbouuTsr aGCONMIOTHOE KONMNYECTBO 0,3
MoHoUMTHI 10,2% (3-12) 7,20
903MHOIIIBI 0,4% (0,5-5) 9,8%
O6wmuit 6emox 25 r/n (64-87) 30,2
anbOyMIH 13,4 t/n (39,7-49,4) 26,5
C peaKTUBHBIII 6€10K 0,25 mr/n (0-5) 0,15
Ca 0,28 MMonb/n (1,15-1,25) 1,18
D -pumep 4,366 mxr/mn 0-0,5 1,2
JKeneso Fe 1,95 mxmonb/n (10,6-28,3) 17,6
T4 CBOGOIHBIN CBOOOIHBII THPOKCUH 0,708 ur/mn (0,93-1,71) 1,32
T3 TpuitofTUPOHUH 2,05 mr/mn (2,02-4,03) 2,87
B9 (ponnesas kucnora) 3,48 ur/mn (3,1-17,5) 7,8
TTT (TMpeoTPOIHbI TOPMOH) 4,92 mxMe/mn (0,27-4,2) 2,0

TeCTOCTepOH 6110/10TMYeCKU AaKTUBHbIN

2,21000 amonb/n (2.465-12.000) 5,6780

IyOeHNUT. XpOHMYIECKMIT O4aroBbIif aKTUBHBII KOJINT.
Buonrarsl CIM3KUCTOI 06OMOYKY HOAB3OMIHOM KIII-
K11 6€3 CTPYKTYPHBIX 1 BOCTIQ/IUTENbHBIX M3BMEHEHUIL.
Mopdonornyeckme u3MeHeHNA XapaKTepUIYIOTCS TH-
JKe/IbIM aKTYBHBIM BOCHAJIEHNEM IIPENMYIIeCTBEHHO
B BepxHux otfenax JKKT ¢ nmpusHakaMu akTUBHOCTU
U pa3pylleHIeM XeJle3, 4TO B IIepBYI0 Ouepefib TpebyeT
UCK/TIOUeHUA MHQEKIIMOHHO IIPUPObI HOParkKeHN
(Lues, 60me3upb Yunima B 1.4.).

B 6uomncupoBaHHBIX MaTepuanax ClIM3uCToN 060-
JIOYKY TOHKOJ KMIIKHU- C y4€TOM HaCTOPOXXEHHOCTH
110 6071e3HM YUIIILIA, BBIIIOZTHeHa OKpacka rmo Iluddy -
nnpentTudukanysa PAS mosuTuBHbIX GparoyuTupoBaH-
HBIX NTa/IOYKOBYHBIX OaKTepuit B MaKpodarax clamsu-
croit o6omouxy duodenum.

JInarHos LeNnakuy, ¢ y4eTOM OTCYTCTBUSA Hapyllle-
HUII CTyJIa B Te4eHNe XXU3HU, OTCY TCTBUS HY TPUTUBHO-
ro geduLnTa, ¥ BO3PACTa AL[IeHTa ObLI MAaIOBEPOATEH,
HO IIOf{03peBaeM, MMesl B pacyeT Halu4Msi 04arOBOTO
MEX3MUTeNNATbHOTo TMMdonnTosa. Cepomornyeckas
AMAarHOCTMKA aHTUTeENA K leaMUAMPOBAHHBIM IIeIITH-
maMm rmuaguHa 1gG-4,51 En/mn (<10), antutena IgG
K TKaHeBOI1 TpaHcIIyTaMuHase-17,26 En/mn (<20), IgA
K TKaHeBOJl TpaHCITyTaMuHase- 1,96 En/min (<25).

O6peKTUBHO -IIpM OCMOTpe o parianyu Ha ce6st BHI-
MaHIHe yCUIeHe TIOTKOXHOTO BEHO3HOTO PUCYHKa Ha
TPYZAM BCIEACTBYE IEPEHECEHHOTO B aHaMHe3e TPOM60-
3a BEPXHe APEeMHOII BEHbI ¥ Pa3BUTUA KOJI/IaTepareli,
I1aJibMapHas 3pUTeMa, YTO HaBOAM/IO Ha MBIC/Ib O Ha-
JIVYINY TeMaTOOMINAPHON TATOMIOT UM, OTEKY HVDKHUX
KOHEYHOCTeI1, eV HIYHbIe KOKHBIE 9/IeMeHTbI [0 TUITY
A3BeHHBIX fieeKTOB ¢ MM opeeii, MUHUMAIBHO 3y -
IUX. D/IeMEHTBI Ha KOYKe — TUIIMYHBI 1715 TPOSAB/ICHMI
6onesnn Yumnma [17, 18], ecnu nMeTs HACTOPOXKEH-
HOCTD ¥ 3HaHM IO JaHHOJ PeIKOI HO30JIOT M.

C y4eTOM NOATBEPK/JEHMA IMAarHO3a IYICTONIOT Y-
YeCKM- UAEHTUPUKALNY [TATOTeHa, ObIIa MHULUN-
poBaHa Tepanus Ko Tpumokcasonom (TMP-SMX)
(B cBA3M C a/mmepruyecKoii peakiyeil B aHAMHe3e Ha

-1ieha/IOCIIOPVHEI) 13 pacyeTa 2 Tab7eTKM /3 pa3a B CyT-

Ku- 7-10 Hej ¢ Iepexo/ioM Ha IOfIeP>KIBAIOL ML pe-
xuM 80 Mr TpuMeTonpyumMa/400 Mr cynbdamMeToKcaso-
7a)- 2 TabneTKy / 2 pasa B IeHb BHYTpPb B TeUeHUe Tofia.

Ha done npoBogumoit Tepannu (gaxe 6e3 NHAYK-
1y nedaIoCIOpUHAMM) YoKe depes 2 Hefle/u, MallueHT
OTMeyYaJ yIy4lIeH)e CAMOYYBCTBU — YMEHBIIECHNe
nepudepudeckKux 0TeKOB, OBIIIKH, CTAGOCTH.

B nuHaMuKe yepes 1 MecsAI IpyeMa KO-TPUMOKCa-
30714, OTMEYA/IOCh 3HAUMMasl IIOJIOKIUTe/IbHASL AVHA-
MIKa TabOPAaTOPHBIX I0Ka3aTe/Ieil B BI/€ IOBbILIECHNS
1udp reMorIo06MHa, TeMaTOKPUTA, CHIBOPOTOYHOTO
Kernesa, o6uiero 6enka 1 anb6yMuHOBOM GpaKLnm,
IIOKa3aTereil KaablusA, HOpMaJIu3aluy TUPEOUTHOTO
U CTepOTHOTO IpoduIelt 3a CUeT YMEHbIIEHNS TUM-
oaHTrMIKTaTMIECKNX N3MEHEH NI CTU3ICTON TOHKOT
KMUIIKY 1, COOTBETCTBEHHO KYIMPOBaHMsI CMHAPOMA
Mmanbabcopbunn. ITokasatenn obMeHa skenesa, anboy-
MIHA IIPY 5TOM HOPMA/M30BBIBaINCh 6e3 MHOY3MOH-
HOJ 3aMeCTUTE/IbHOM Tepanuiu.

B 6uomnrarax clIMsuCTON 060I0UKY XKeMyAKa, TOH-
KOJI ¥ TOJICTOM KMIIKM B IMHAMUKe 4epes 1,5 MecAna
IIPOBOAVIMOTO JIeUeH s HAGTIONAETCS IIOTHAST MUKPO-
U MaKpOCKommdecKas peMuccus. 3akniodeHne ot
ceHTAOps 2024 roma - 6MONTAaTHl CIU3UCTOI 0607104-
KM >KeTy[iKa, IBeHa/JLIaTUIIEPCTHOI 1 IOAB3IOIIHON
KMIIKY 6€3 CTPYKTYPHBIX U BOCIIATMTEIbHBIX U3Me-
HeHUI. [l0CTOBEPHBIX MOP(OTOrNIECKUX IPV3HAKOB
BOCIIA/INTENBHOTO 3a00/IeBaHNs KIUIIIEYHIKA, MUKPO-
CKOMMYECKOTO KOMNTA B UCCTIeTOBAaHHOM MaTepua-
e He 0OHAPY>KeHO. (6MOMTAaThI CIM3MUCTOI 06OMOUKY
IBeHALATUIIEPCTHOI KUIIKY 6e3 BOCIIaTUTENTbHOTO
Ipoliecca BOPCKH. IJOKpOBHBIN SINUTeNINII ¢ HOpMasib-
HBIM COfiep>KaHVeM 60Ka/IOBIHBIX KJIETOK. [IITOTHOCTB
KJIETOYHOTO MHMIbTPaTa COOCTBEHHO IJIACTUHKY He
HOBBILIEHA. BIONITAaThI CIM3MCTON 060IOUKM XKeTyaKa
6e3 MHUIBTPATYBHBIX U BOCIIATINTEIbHBIX M3MEHEHNIL.
Buonrarsl CIU3UCTO 0OOTOYKY MOAB3IOMIHOM KNI~
KI C COXPaHEeHVeM BBICOKMX IIa/IblieBUJHBIX BOPCUH.
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II710THOCTH KIETOYHOTO MHPMIbTpaTa COOCTBEH-
HOII [/IACTMHKY He TOBbILIEHA, COCTAB He M3MeHEeH.
O6Hapy>K1BaTCs KPYIIHbIE TNMQpOUHbIE CKOIUIEHVISL.
BuonTaTsl cmsuCcTOl 060IOYKI TONCTON KUIIKY C POB-
HOI1 IIOBEPXHOCTBIO M PABHOMEPHBIM pacIIpefie/ieHieM

3aknuyeHune

Hacroammit k1mHMYecKnit caydail yHUKajeH CIIo-
PaJMYHOCTBIO BCTpe4aeMOCTy 60e3HM YUIIIIa,
MO3/iHEeN JMAaTHOCTUKON, MACKMPOBAHHOCTbIO MH-
(eK1MOHHOIT TATOIOT MY ITOfi MHOXECTBO OTHEIbHBIX
CHHAPOMOB ¥ BTOPUYHBIX fe(PUIUTOB- TUIOTUPEO3,
TUIOTOHA/M3M, GOPMUPOBAHME ACLIMTA U KINHNUKIY,
CXOXell ¢ IOPTa/lbHOM IunepTeHsnen. Takxe OTATO-
manmyuM GakTopoM CIYXUT Hanu4dne y 601bHOrO
KOMOPOUHBIX COCTOSTHIIL B BIie TPOMOO MM, 4TO
TaK>Ke 3aTPYAHANO IOCTAHOBKY OCHOBHOIO IMarHo-
3a. YMeHMe 06beIMHUTD BOEAMHO, Ka3amoch Obl, OT-
TeNbHO CTOSAIINME CMHPOMbI ¥ CUMIITOMBI, IOMOT/IN
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Figure 1.
Results of fibroelastometry
of the patient’s liver
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Figure 2.

Photographs of the patient showing
peripheral oedema, venous subcutane-
ous collaterals, palmar erythema, and
rash elements






