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ABSTRACT. Background. When detecting vascular lesions of the liver, especially if they are not accompanied by clear
clinical symptoms, pathologists may encounter difficulties in describing and interpreting pathological manifestations due to
insufficient study of this pathology and conflicting terminology. Objective. The purpose of the work is to describe a rare
variant of porto-sinusoidal vascular liver disease in a patient with systemic sclerosis. Methods. Pathomorphological examina-
tion of liver and lung tissue (necropsy) using histological methods. Results. A 44-year-old patient with a confirmed (clinical-
ly and pathomorphologically) diagnosis of "systemic sclerosis" died due to respiratory failure. At autopsy, in addition to
signs characteristic of systemic sclerosis (diffuse pneumofibrosis of nonspecific interstitial pneumonia type and pleuropul-
monary fibroelastosis). changes in the vascular bed of the lungs and liver were detected. The latter can be attributed to several
morphological patterns: complete obliteration of medium-sized vessels with replacement by concentric laminar structures,
formation of hypervascularized areas of loose extracellular matrix with thin-walled vessels in the place of preexisting vessels,
thickening of vessel walls due to hyperplasia and/or sclerosis with lumen stenosis. For such lesions of the hepatic vessels, a
relatively new term is suitable - porto-sinusoidal vascular disease of the liver, which does not imply the presence of clinical
signs of portal hypertension, which was observed in our case. The genesis of vasculopathy remains unclear, but probably an
important role is played by disturbed cell-matrix (endothelial, myofibroblast) interactions characteristic of systemic sclerosis.
Conclusion. Despite the rarity of porto-sinusoidal vascular disease of the liver, in each case of detection of vascular changes
during the examination of liver tissue, it is necessary to conduct a thorough clinical and anatomical analysis, taking into ac-
count the scientific data available today, since this can be important both for assessing the prognosis of the disease and for
selection of adequate therapy.
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Beryn

Kunininueram Ta naromopgosoram 106pe Bino-
Ma MOXIIUBICTh acomiarii KIIHIYHIX HPOSIBIB TOP-
tanpHOI Tineprensii (I1I') 3 BigcyTHICTIO MOpdoITO-
TiYHUX O3HAK IIMPO3y NEYiHKH. [cTopuuHO Brepiie
G. Banti onmcaB XBOpUX 3 aHEMI€O Ta CILICHOMeETa-
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miero 6e3 TeMaToNIOTIYHHMX pPO3JaliB, MICHII YOro
3’SIBUBCSI TEpMiH «cHHApoM Bantiy, sikuii po3uiHio-
BaBCs SIK NIEPBUHHE YPAXKCHHS CEJIE31HKU 3 HACTYI-
HUMH 3MiHamMu y mnediHmi. Y 1934 pomi J.
McMichael 3 koneramu [1] Boepuie mos’si3aB mato-
JOTIYHI 3MIHM Y IIOPTaJbHIA BEHI 3 IMOPTAIBHOIO
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TIMEPTEH31€10 Y XBOPUX 3 «TeMaToieHATLHUM CUH/I-
POMOM», TOOTO CIUIEHOMETATIE0 0e3 UPOo3y MediH-
Kd. 3 TOTO Yacy BHUKOPHCTOBYBAIMCH PI3HOMAaHITHI
TEPMIHHU JUI OMHCY JaHOl maToiorii momoku y 2011
pomi J.N. Schouten i3 criBaBTOpamMu He 3ampoTIOHY-
BaJIM TEPMIH «iJiOoTIaTHYHA HEIUPOTHYIHA TTOPTaIbHA
rineptensisi» [2]. Jemio mi3Hime €BPONEHCHKO0
acollialli€lo 3 BUBYCHHS 3aXBOPIOBaHb MEYIHKH OYyiH
PO3pobieHi GBI YiTKI IiarHOCTUYHI KpUTepii miei
rpymu ypaxeHb. OfHaK 51 HOMEHKJIATypa TeX Maia
Jiesiki OOMEKEeHHS: Y TPYILy He BXOJIWIHN XBopi 1) 6e3
MOpTaJIBHOI TinepTeH3ii ado 3 T paHHBOIO CTafito, 2)
3 TPOMOO30M HOPTANBHOI BEHH, KU HEPiAKO BUHU-
Kae TpHU MporpecyBaHHi XBopoOu, 3) 3 iHIIUMHU Cy-
OyTHIMH ypaXKCHHSAMH TE€YiHKH. TOMy AN YHUK-
HeHHA Takux npotupid y 2019 pomi wrenn [pymnn
3al[iKaBJICHUX Yy BUBYCHHI CyAMHHUX 3aXBOPIOBaHb
TIeYiHKA 3aMpoIOHYBAIIN TEPMiH «IIOpTO-
cunycoinHa cyauaaa xsopoba» (IICCX) [3]. Ocki-
JIBKU TEPMIH BiTHOCHO HOBHH, 0arato CIEIaiCTiB,
SKi MMOTEHLIHHO MOXYTh 3yCTPITH TaKHX MAI[I€HTIB,
HEJOCTAaTHLO O3HAMOMJIEHI 3 JaHOKO IaTOJIOTIEI0,
PO 10 CBIT4ATh JOCIIHKEHHS MPOBE/ICHI KOPEHCh-
kuMu BueHUMH Yy 2022 pomi [4]. Tomy 3 MeToro
OUTBII TTMOOKOTO BUBYCHHS Ii€1 BITHOCHO PiAKICHOT
XBOPOOH Ay’kKe BaXKIIMBUM € aHaJIi3 KOXKHOTO BHUITAJ-
Ky 3 BUKOPHCTAHHSM JIaHWX, SIKi HA CHOTOHI BXKE €
BIIOMHMH.

Onuc BUnagky

44-piuHKii YOJIOBIK MOCTYIIUB Y PEBMATOJIOT1Y-
HE BIAMUICHHS 31 CKapraMu Ha 3a[IUuIlKy IpU Mo0y-
TOBOMY (Di3MYHOMY HaBaHTa)XEHHI Ta B CTaHi CIIO-
KO0, 3MiHYy 3a0apBJICHHs] HIKIpY NalbLIB PYK, OC-
TillHE BIMYYTTS XOJIOAYy Ta IX 3aTeplaHHs, YTpyAHe-
HEe KOBTaHHs TBEpAOl DKi, MOKAIUIIOBAHHS, 3MEH-
mIeHHs Bard tina Ha 30 Kr 3a JeKiJbKa MICSIIB, OHI-
MiHHSI HOCOTYOHOT'O TPUKYTHHUKA, BITIYTTS CTATHE-
HOCTI mKipnu obmadst. BBaxkae cebe XBOpUM TPOTSI-
roM 1,5 poky, BiKONH BIiepIIe BigMITHB OiNb 1 Ha-
Opsik cyrino6iB, MIABUINEHHS TEMIEPATypH TiTa IO
37,2. ByB 3amifo3peHnii capKoino3, 3 MPUBOLY SIKO-
ro Oyjo npu3HaueHe JikyBanHs. Ha ¢oni npuitomy
METHIINPEAHIZ0J0HY (MEIPOJy) CTaH MOKpPAIIUBCS,
aje yTpuMmyBanach kaxekcis. s 1ooOcTexeHHs Ta
JikyBaHHs1 OyB rocmitanizoBanuii y JIOKJI, ne OyB
BucTaBieHui miarHo3: Cucrtemuuii ckiepo3 (CC),
XpOHIYHHHA Tporpecyrounii mepedir, Il cramis po-
3BHTKY (TeHepaizoBaHa), akTUBHICTE Il cTymens, 3
iMmyHoOnoriyHuMH 3MiHamu: ANA+ (aHTHsAACpHI aH-
TUTINA); 3 ypaXeHHAM MKipn (IHAypaTHBHUN
HaOpsK KHCTEH, «CHHIPOM KHCETa»; CYAHMH (CHH-
npoMm PeiiHo); ouell (CHHOPOM «CYXOTO OKa» 000X
oueil); JereHeBOi TKAaHWMHM ({HTEPCTHIliIIiHE 3aXBO-
pIOBaHHSA JieTeHb 3 (iOpo3yBaHHIM, TUXalTbHA HEIO-
cratHicTb I cT.); cyrnobiB (apTpaiariyHuii CHHAPOM,
pentreHosiorivo 1 cramis. AHTIONaTis CITKIBKH
000x oueit. Ilicnsa mpoBeneHoi Tepamii gepe3 3 THX-
Hi XBopuii OyB BHUNHCaHWH y 3aJ0BUIBHMY CTaHi.
Yepes 2,5 Mics1i 3HOBY 3’sIBUJIACh aHAJIOTIYHA CHM-
NTOMAaTHKa, B 3B’3KYy 3 YUM XBOpHiIl OYB IIOBTOPHO

TOCIITaTi30BaHUN Y PEBMATOJIOTIYHE BiIIIICHHS.
Bynu npoBeneni BianmoBiaHI 0OCTEKEHHS Ta KOHCY-
npTarii: JlabopaTopHi aHami3W: HAPOCTAIOUUN JIEH-
xorro3 (9,64- 12,7), C-peakruBHmii Oimok 83,10-
174,35, acmaptaraminotpancdepasa (ACT) 45,5 —
67,31. CripanbHa KOMII'IOTepHA TOMOTpadis: BUAB-
JIGHO IHTEePCTHUILIHHI 3MIHM B MapeHxiMi mpaBoi Ta
JiBOT JIETeHI 3 BHPa)XCHUM MOTOBIIEHHSM Biclepa-
JBHOT TIeBpH (10 8 MM) 31miBa. XBOpoMy OyJI0 MpH-
3HAUEHO JIIKYBaHHS], CTaH 3aJMINABCS CEPEAHBOI
Ba)KKOCTI 3 NepeBaKaHHsIM JUXAIBHUX po3ianiB. Ha
28-nit neHp rocmitanizaii y XBOporo po3BHHYJIHCh
O3HAKH HANPYXKEHOTO MPaBOOIYHOTO ITHEBMOTOPAK-
Cy Ta niBobigHOTO TIeBpUTy. Yepes 6 nHIB Ha (oHI
HeCTaOIbHOI TEMOIMHAMIKM Ta IUXAJBHOI HEIO-
CTaTHOCTI HACTYIHJIA CMEPTb.

[Ipu mopdomoriyHOMY TOCHTIIKSHH] OYIIH TijI-
TBEP/UKCHI THUIOBI IMPOSBH CHUCTEMHOTO CKJIEpO3Y:
atpodis emizepMicy Ta JoJaTkiB miKipH, ¢(idbpo3
JIEpPMH; IHTEPCTHULINHE YpaKeHHS JIETeHb 3 IepeBa-
JKaHHSM JBOX TATEpHIB: Hecnenu@iuHoi iHTepCTH-
iifHOT MHEBMOHIi Ta MPaBOOIYHOIO IJICBPOMAPCH-
xiMaTo3HOro ¢idbpoenactosy, a TAKOX CYTUHHI 3Mi-
HU Ta CTPOMOTEHHHH (piOpo3 y OaraTboX opraHax.
Oco0muBy yBary NpUBEpPHYNIH 3MIiHH TEYiHKH,
OCKITBKM  KIiHIYHI ~ TPOSBH  YpaXCHHA Oynn
MiHiMansHUMU (TigBuineHas ACT).

MaxpoCKoOITliYHO TIediHKa 3BHUYaitHOT hopMu Ta
BemmunHH (Maca — 1200r). [ToBepxHst oprany riaa-
Ka; Kamlcyjia — TOHKA, KOHCHUCTEHIls miiibHa. CTaH
TKaHMHM Ha PO3pi3i - OAHOpiTHA, OYypO-4epBOHOTO
kosbopy. [IpocBiTu cymuH BibHI. JKOBUEBI MPOTOKH
MicTsTh k0BY. JKoBueBHMil Mixyp: 3BHYaiiHOI Oym0-
BU, MICTUTh T'YCTY TEMHO-KOPHUYHEBY KOBY. 3arajb-
Ha KOBUEBa MPOTOKA IPOXiJHA.

MikpockomiuHi 3MiHH: 0aJKOBO-9aCTOYKOBA
CTpyKTypa 30epexena. [lopTanbHi TpakTu OKpyrioi
(hopmu, mesKi emo po3IIHPEHi 32 PAXyHOK CKIEPO-
3y Ta TriamiHo3y (IIEHTpajdbHO PO3MIIICHI OKPYTIIi
nmamiHapHi BorHuma) (puc.l). KommoneHTH Tpian:
TUTKH TTOPTAJIBHOT BEHU MICTATBCS JIMIIE B OKPEMHUX
noptanpHuX TpakTax (IIT), 3 HeBeNIUKUM BY3BKHUM
HPOCBITOM, MICISIMH 3 TPOHUKHEHHSIM Y TIEPHUIIOP-
TallbHY MapeHXiMy, B IHIINX — Y PUXJIOMY I03aKJIi-
TUHHOMY MaTpHUKCI PO3MIllIEHI MHOXHHHI TOHKOC-
TIHHI CYJIMHH; JXOBYEBI IPOTOKH 30€pexeHi, MicIsi-
MH — IYKTYJISIpHA peakilis Ha MeXi 3 MOrpaHuYHOI0
IUTACTHHKOIO TemaToruTiB. LIeHTponoOymsapHi Biqmi-
T 3 O3HaKaMU HEPIBHOMIPHOTO TIOBHOKPIB s, IIEHT-
panbHi BeHu (LIB) 3Buuaitnoi Oynosu. ['ematoruTn
30epexeHi, B JeSIKIX — MiKpOBE3HKYJISIpHA IIUTOILIA-
3Ma Ta/abo HarpoMaJKEeHHS NPiOHHX TPaHyN KOPH-
YHEBOTO MrMEHTY.

OO6roBopeHHst

Y 44-piyHOoro dYoyOBiKa OyJ0 iarHOCTOBAHO
CHUCTeMHY cKieponepmito. JliarHo3 0a3yBaBcsi Ha
KpUTEpisxX mIkamu, 3ampornoroBaHoi American Col-
lege of Rheumatology/ European League Against
Rheumatism (ACR/EULAR) (2013), 3rigHo 3 KO0
CyMapHa KiJIbKicTh OaniB nopiBHIOBana 14 (miarHo3
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BBAXKAETHCS MIATBEPIKCHUM TIPH MTOKa3HUKax > 9 ).
KpiM THIMOBHX HiarHOCTHYHO BaXXJIMBUX O3HAK, Y
XBOPOTO OYyJIO BHUSIBJICHO I HU3KY IPOSIBIB, 3B'SI30K

SIKMX 13 OCHOBHUM 3aXBOPIOBAHHSM OyB HE HACTLIb-
KU OYEBHIHHUM, 30KpEMa ypaXKeHHS IeUiHKH.

Puc. 1. MopdonoriuHi 3miHW y nopTanbHUX TpakTax: rifikv nopTanbHOi BEHU BiACYTHI, )XOBYEBI NPOTOKKU Ta apTepii 3bepe-
XeHi; cepep, 0COBNMBOCTEN IHTEPCTULI0 MOXHA BiAMITUTU: LLeHTPanbHO PO3MilLieHi BOrHULWa ckneposy/rianiHosy i3 CKyn4yeHHsM
rpybux namiHapHux cTpykTyp (A — remaToKCuriH Ta eo3uH, B — Tpuxpom MacoHa); TOHKOBONOKHUCTUI NO3aKNiTUHHUIA MaTPUKC 3
ApibHnmm cyanHamm (C — remaTokcuniH Ta eo3uH, D — Tpuxpom Macona). x200.

VY mediHIli OCHOBHI 3MiHH CTOCYBAaJHCh MOp-
TaJIbHUX TPAKTiB. Y OLIBIIOCTI 3 HUX CHOCTEpira-
Jach MOoBHAa abo yacTKoBa OOmiTEpallis TiIOK MOp-
TaJIbHOT BEHH (CTEHO3), YTBOPEHHS IPHX (IPOHHK-
HEHHS [TOPTAIBHOI BEHH y NEPUIIOPTaIbHY MapeHxi-
My B 30HI HOTPaHUYHOI IUIACTHHKH, IMOBIPHO TTOBSI-
3aHe 3 PO3MMUPEHHSAM CYIMH, IO 3B ’SA3yIOTh MOp-
tansHy Beny (I1B) i3 cuHycoigamu) Ta rinepBacky-
nsipusanist I1T. Kpim toro B okpemux IIT Oynm Bu-
SIBJICHI BOTHUIIA TaJliHO3Y, TPEJICTaBIIeH] MIiIIbHUMHU
€03MHO(QUILHUMH, MICISIMM KOHIEHTPHUYHO pPO3Mi-
[IEHUMH JIaMiHAPHUMH CTpyKTypamu. Taki 3MiHK
BIANOBIIAIOTh YPAXKEHHIO, SIKE OIMHUCYEThCS TEPMi-
HOM «00JIiTepaTHBHA MOPTAJIbHA BEHONATIS 1 € JI0-
cTaTHIM KpuTepieM Juisa aiarnocryBanns [ICCX.

3rigHo 3 nanmumu giteparypu npu [ICCX cro-
cTepiraeTbcss HU3Ka MOP(QOJIOTIUYHMX 3MiH, cepen
SIKMX BUAUISIOTH cnenudiuni ta Hecnenudiuni [5].
Jo crenm¢iunux o3Hak BigHOCHTE: (1) oOmiTepaTu-
BHY IOPTaJIbHY BEHONATIIO - CKJepo3 HaBkojo I1B,
HEepiBHOMIpHE NMOTOBLIEHHS CTIHKH CY/IHHH, €KCLICH-
TPUYHE 3BY)KEHHS IIPOCBITY, L0 MOXE HNPH3BOJUTH
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JI0 TIOBHOT OKJII0311 Ta 3HMKHEeHHs ritok [1B; (2) Ho-
IYJISIpHY pereHepaTtopHy TilepIuiasiio), ajs Kol
XapakTepHa TpaHCHOpMAIlis MapEeHXIMUA Yy HEBEIUKI
BY3JIH pO3MipoM 1-3 MM, MaKpOCKOIYHO OUIBII
ONMiaux, HiK pemTa TKaHWHHU, SKi B ICHTPI MICTATH
rirnepruia3oBaHi IemaTonuTH, a Mo nepudepii - aT-
pocoBani Ganku Ta (3) HemoBHUI cenTanbHU (io-
PO3/IIMpO3 - HAsIBHICTh HEMOBHHX, TOHKUX Iepdopo-
BaHMX CENT, SKI CJIMO 3aKIHYYIOTHCS Yy HapeHXiMi
YacTOYKH, He KOHTakTytoTh 3 LB Ta inmmwmu IIT i
HEYiTKO BU3HAYalOTh KOHTYPU PYAMMEHTapHHUX BY3-
mkiB. Kpim Toro omnmcano HecneuugiuHi O3HaKH,
cepesl SIKMX BUIUIAIOTH JIOOYJISIpHI, MOPTaibHI ypa-
JKEHHsI Ta 3MIHM IIEHTpalbHUX BeH. Jlo noOynspHuX
BIJIHOCSATh: JMIISATALIII0 CHHYCOIMIB (TPOCBIT MLIMp-
Wi, HiK TOBIIMHA OJHI€l OaNKM), METracCUHYCOIMU
(BUpaXkeHE PO3LIMPEHHS CHHYCOiga 3 YTBOPEHHSIM
«KICTO3HOTO 03€pa KpOBi», NEPUCHUHYCOINAILHUNA
¢ibpo3 (3ipuacte BimkmameHHs (iOpui KosareHy
HaBKOJIO TEYiHKOBHUX CHHYCOINiB). 3MiHM IOpTajb-
HOTO TPaKTy BKJIIOYAIOTH:IIEPUITOPTAIIbHI IIYHTYIOU1
cyauHU (TOOAMHOKI a00 MHOKHHHI TOHKOCTIHHI
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CYIMHHI KaHaJIW, BUJMMI 30BHI, ajlé B KOHTAaKTi 3
MOPTATPHAM TPAKTOM), TPYDKa BOPITHOI BeHH (TijKa
BOPITHOI BEHH, 4YacTO pO3IMIUPEHA, IMPUIATAaE [0
MPWIETIIOl TIeYiHKOBOI MAapeHXiMH Ha MOTPaHUYHIN
IUTACTHHII 0€3 MpOIIapKy MPOMDKHOI CHOJIYJIHOT
TKaHUHHM), 3aJMIIOK BOPITHOTO TPAKTY (MOPTaIbHUN
TPaKT 3a PO3MIpOM MEHIIMH, HIK MOJBIHHWHA Iia-
METp JKOBYEBOI IPOTOKH, YAcTO 3 HENOMIT-
HOIO/BIICYyTHBOIO TLIKOIO BOPITHOI BeHH abo0 IpH-
JKEI0 BOPITHOI BeHM), 30inblueHi mpodini aprepion
(apTepianizoBaHi r'iJIKM MOPTAJIBHOI BEHU 3 HAOYTHM
IapoOM TJIAJKUX M SI3iB), MHOXXHHHICTH BOPITHHX
BeH (30UTBIICHHS KiJBKOCTI TiJIOK BOPITHOI BEHH B
Me)Kax BOPITHOTO TPaKTy, TAaKOX BiJoMe SK aHTio-
MaTo3Ha TpaHchopmarist). o aHOMaNK IEHTpaIb-
HOI BEHH BiJHOCATH: PO3IIMPEHHS LEHTPAIBHOI Be-
HH, (Hi0po3 NmepUIeHTPaTbHOI BEHH, ACKiNbKa ICH-
TpaNbHUX BEH HA YaCTOUKY.

B iHmmx poborax NpONOHYBAIOCH BHIUISTH
MOpP(QOJIOTIUHI TaTepHH, SIKI MOJETIIYIOTh IPOLEC
niarnoctuku [6]. B 3B’A3Ky i3 HEOJHO3HAYHICTIO
TEPMIHIB, SKi BXXUBAIOTHCS Y PI3HUX JOCHIIHKCHHIX
y 2019 pori Oyna pekoMeHI0oBaHa crpoda yHi(iKy-
BaTH HOMEHKJATYpPY OCHOBHHX MOPQOIOTIYHIX
3min npu [ICCX [7]. ABTropu fanu BU3HAYCHHS Ta
PEKOMEHAYBaJIN BUKOPHCTOBYBATH HACTYIIHI TEpMi-
Hu: creHo3 [IB, rpmxka IIB, rimepBackymspu3aris
[IT, anoManpHI IEPUIOPTATBHI CYTUHH.

OxpiM MOP}OTIOTIYHUX MPOSBIB BPaXOBYIOTHCS
KJTIHIYHI O3HAKH, cepell SIKMX TeX BUIUIIOTH CIe-
udivai (BapuUKO3HE PO3LIMPEHHS BEH, KPOBOTEYA,
3ymoBneHa [II' ta mopro-cucremHi Kosarepaii) i
HecnienugiuHi (acuuT, TPOMOOLMTOIEHIS, CIUICHO-
Merantis).

JliarHo3 MO)ke OyTH BHCTaBIICHHH TIPH BIJICYT-
HOCTi 03HaK IIHPO3Y, 3 a00 0e3 HASABHOCTI KIIHITHIX
o3Hak [II" mpu BUSABICHHI CIeNU(pIYHAX TiCTOIOTIY-
HUX nposBiB. Bapiantu: (1) 6e3 xiiHivHEX 03HaK [1T°
MPHW HAgBHOCTI CHIEHU(IYHUX TiCTOJNOTIYHUX TIPO-
sBiB, (2) KoMOiHaIis 1BOX crierudivyHmx: | KITiHIYHA
ta 1 Mopdoorivna, (3) koMOiHaIsA Hecrieru(igHIX
nposiBiB (KJIiHIYHUIT Ta MopdoJoriuHuil) 6e3 o03HaK
uposy [8].

OnucaHy naToJiorifo PeKOMEHIOBaHO audepe-
HI[IIOBATH 13 YPaXXCHHSAMH, SIKi MAIOTh CITIJIbHI 1aTO-
TiCTONOTIUHI TPOsiBU, a came 3 cuHapomom Budd-
Chiari, cuagpomom cuHycOiqHOT 0OCTPYKIIi Ta He-
OOCTPYKTHBHOIO TWIIATAIEI0 CHHYCOIIIB, METi030M
Ta MPUPOJUKEHHMH IOPTO-CUCTEMHUMH IIyHTaMHU.
BaxxnmBo BiIMITHTH, IO AiaTHOCTHKA MOXE MPOBO-
TUTHCh Ha OiomciiiHoMy Matepiam [9], ame
000B’sI3KOBUMH € KJIiHIYHI Kopensii [10,11,12].

IToxo marorenesy IICCX, Oyno momiueHo, 110
cepel MAIieHTIB MOXKHA BHIUNTH ABi Tpymu: 1) 3
MOMITHO 30iNBIICHNM CENe3iHKOBHM 1 MOPTaIbHUM
BEHO3HHMM IUIMHOM KpOBi 1 MOMIpHO IiABHICHUM
TUCKOM Y MOPTaJbHIA BeHi, 2) 31 3HAYHO MiABHIIE-
HUM OIOPOM TOPTAIbHUX CYJHMH 1 THCKOM Yy MOp-
TanpHiA BeHi [3]. Ha ocHOBI mux 3HaXigok Oyio 3a-
NPOTIOHOBAHO TiNOTe3y, sika Iependayae oOuaBa

MaTOTEHUTHYHI IIISAXH, SIK 30IJIBIICHHS CEIE31HKO-
BOT'O KPOBOTOKY, TaK i oOmiTepaliito Maiux i cepen-
HiX TOPTaJbHUX BEHO3HUX TUIOK. Y TEpIIOMy CIie-
Hapii crocTepiraeTsCs MiABUIICHA EKCHpecis iHmy-
nubenpHOI cuHTeTa3n okcuay asory (NO) ta eHmo-
temansHoi NO-cuHTETasM B KITHHAX, IO BUCTH-
Jal0Th CHHYC cene3inku. [HTeHcuBHe BuaiieHHsT NO
BUKIIUKAE€ 30UIBIICHHSA CEJIC3iHKOBOTO CHHYCa Ta
CIJICHOMETaIiIo, 1110, Y CBOIO Yepry, NPU3BOAMUTH 10
TIOCUJICHHS CEJIe3IHKOBOI'O0 BEHO3HOTO KPOBOILIMHY
Ta 30UIBLICHHS IMOPTAIBHOTO THCKY. Y Jpyromy
ClieHapii o0JiTepyroua MOpPTajdbHA BCHOMATISA Ha
piBHI MIKPOIMPKYIALIi 3YMOBJIOE IIiIBHIICHHS
BHYTPIIIHBOIIEYiHKOBOTO OTIOPY. BinnosigHo 10 mi€i
TiMOTEe3W 3aXBOPIOBAHHS, SKI MOXYTH CIPHYUHHUTH
MTOIITKO/KCHHS Mayoi abo cepeaHbOl TIIKH MOPTajlhb-
HOI BEHH, WMOBIPHO, € TOTCHIIHHUMH MPHIAHAMU
[ICCX. VY 43-58% mamienriB i3 [ICCX Oyno BusB-
JICHO CYIYTHI CTaHH, Ki BKIIOYaJIM IMyHHI pO3JIa iy,
reMaToJIOTIUHl  3aXBOPIOBAaHHS, MPOTPOMOOTHYHI
crany, BlJI-iH(ekiio, peuuIuByrodi HITYHKOBO-
KUILIKOBI iH(eKLii, BpO/pKeHi ciMelHl Baau (HamnpH-
KJIaa, MyTalii B KOMIUIEKCI TEHIB TeJoMepasH,
KCNN3 a6o DGUOK, cuampom Apmamca-OmiBepa,
curnpoM TepHepa, ciMeliHi 00IiTepyroUa mopTaibHa
BEHOIIATISI Ta MYKOBICITUI03), a TaKOX BIUIUB JIKiB
[8].

B ommcanomy BUNanky HaiflOimbIIl iIMOBIpHHUM €
MOPYIICHHS IMyHHOTO CTaTyCy, OCKIJIBKH Y XBOPOTO
niarmocroBano CC.

[Matorenez CC [13,14] Bu3HavaeTbcs CKIA-
HOIO B3a€MOJIEI0 MIXK €JIEMEHTaMH MiKpPOLUPKYJIs-
TopHoro pycia (MIP), iMyHOKOMIIETEHTHUMH KJIi-
TUHaMH Ta (HibpodaacTamMu, 110 3r0J0M MPHU3BOIUTH
JI0 BacKyJoOIaTii, 3amajieHHs, aBTOIMyHHHX peaKiii
Ta HAJAMIPHOTO HAKONWYEHHS 3MIHEHOTO ITO3aKIi-
TUHHOTO MaTpukcy. OcHOBHI JaHku maroreHesy CC
MOJKHA Bi3yalli3yBaTd 3a JOITOMOTOI0 PYTHHHOI Tic-
TOJIOTII: CHIOCTEpITaeThCs paHHIM HaOpSK eHIoTemia-
THHUX KJIITHH, SKAH CYNPOBOKYETHCS JIIMQOTICTi-
OLIMTAPHUM 3alallbHUM iHQIIBTPATOM HABKOJO
ypaKeHUX KPOBOHOCHUX cyauH. [li3Hinie po3Bu-
BAEThCS YIIUIBHEHHS MO3aKIITHHHOTO MaTpPUKCY
(T13K) 3 aktuBoBaHMMH MiodibpobnacTamu Ta Tro-
MOT€HI30BaHHMHU ITyYKaMH KOJIareHy.

VYpaxenns cyauuHoi cuctemu npu CC B oc-
HOBHOMY CTOCY€TBCS apTepion Ta cyaumH MLIP, on-
HAK € JIaHi [po MpsiMe YU HempsMe 3aTydeHHs Oijb-
mux cyaunH. CriouaTtky Bif3HA4aeTbes HAOpAK Ta
HAaCTYITHUH aIloNTo3 eHAOTeNianbHUX KiiTHH. lLle
CYIPOBOJUKYEThCS 3MIHOIO eKchpecii aAre3mBHUX
6inkiB Nf BUBiJIbHEHHSAM PI3HOMAHITHUX TPO3aNalib-
HUX Ta (hiOpPOreHHUX NHUTOKiHIB. XPOHIYHA TIMOKCisA
Ta aKTUBHI ()OPMH KHCHIO MIPU3BOISITD 10 MOCTIHHO-
ro TMOIIKO/DKEHHS Ta TIOBHOI BTPaTH KamiIsApiB.
HactynHi eranm maToreHesy BKIIOYAIOTh MpoJide-
pariito TJIagKoOM S30BUX KIITHH, MOTOBIIEHHS iHTH-
MH, TIOJIBOEHHS 0a3anbHOI MeMOpaHH Ta, UMOBIpHO,
TaKOX SHJIOTeiaIbHO-ME3eHXIMAIbHY TPaH3HILIIO.

OcCoOJMBICTIO JAHOTO BUIAJKY € IIO€JHAHE
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ypaXeHHS CYJWH PI3HOTO THITYy (apTepii Ta BEHM),
Kamiopy (apibHi, cepenni Ta cyauau MIIP), mokaimi-
3arii (JilereHi, mediHka, mKipa, KiHIIIBKH) Ta iX CTy-
MeHsT BHpa)keHOCTi. MopdoIoriuHi MposSBU TeXK He-
OITHOPi/HI, 0 IMOBIPHO MO>KHA TOSICHUTH OCOOJH-
BOCTSIMHU TiCTOApPXiTEKTOHIKH Ta IMOCTYIIOBUM 3ai0-
BaHHSAM CyOMH pi3HHX OaceifHiB. Croctepiraioch
JieKiTbka MOp(QOJIOriYHUX MaTepHiB: MOBHa 00IiTe-
pailisi CyIMH CEpeIHBOrO KalmiOpy i3 3aMilllCHHSM
KOHIICHTPUYHUMH JIAMIHAPDHUMHU CTYKTYpaMu, (op-
MYBaHHS TilIEPBACKYJIAPHU30BAHUX IUISHOK PUXJIOTO
I13K 3 TOHKOCTIHHUMU CYIMHAMHU Ha MiCIli Mepei-
CHYIOUHX CYIWH, TOTOBIICHHS CTIHOK CYAWH 3a pa-
XYHOK rimeprurasii Ta/abo Ckiepo3y 3i CTEHO30M
TPOCBITY. SIKIO, 3TiHO 3 TaHUMH JITEpPaTypH, KOM-
OiHamlis CyAMHHUX YpaXeHb y JIETeHAX Ta IIKipi
oIrcaHa JaBHO 1 BBaxkaeTbest TUoBoro 111 CC, To
3aITy9deHHS CYJMHHOTO PYCIa MEeYiHKN 3yCTPIdaeThes
pimmie. Ha chOrofHi ommcaHi MOOJWHOKI BUIAIKU
ICCX mpu CC Ta AesKHX HIIUX CUCTEMHHUX 3aXBO-
PIOBaHHSX CIOJYYHOI TKAaHWUHH, aji¢ MPUYHHHO-
HACIIZKOBBI 3B’SI3KH MPH TaKUX acCOIiaIlisfaX 3aju-
[IAIOTHCS HEe3 SICOBAHUMU.

VYpaxxeHHS TICUiHKA B TaHOMY BHUITAJKy HE CY-
MIPOBODKYBAIOCH KIIHITHIMH O3HAKAMH MOPTaIbHOT
rinepTeHsii, He3BaXKar0Ul Ha HAsSBHICTh 3MIiH y Oi-
mpmocti [IT. IMOBipHO Iie MOB’A3aHO 13 3HAYHUMU
KOMIICHCATOPHUMH MOJJIMBOCTAMHU opra"y. Ha
JKallb Ha ChOTO/HI HEMA€ MaHWUX PO KOPEIAIIo Mixk
KUTBKICTIO Ta TNIMOMHOK YPaXCHHUX CYAMH 1 piBHEM
IPaJi€HTy TICYIHKOBOIO BEHO3HOTO THUCKY, SIKUHl €
HAKOLIBII TOYHUM MoKa3HuKoM HasBHocTi I, To-
My MH MOXEMO JIAIIC MPHUIYCTHTH, IO y JaHOTO
XBOPOTO OIMCaHI 3MIHU BiZOOpaXKarOTh pPaHHIO,
KOMIICHCOBaHY CTaJIil0 3aXBOPIOBAHHSI.

VY JlereHsAX CIOCTEpIrajuch Ba XapaKTEPHUX
st CC MopdororiyHnX maTepHa: TUQy3HHNA TTHEB-
ModiOpo3 3a THIIOM Hecnenu(igHOi IHTepPCTHIIITHOT
MTHEBMOHIT Ta JOCTaTHRO PiIKiCHUH BapiaHT — IIEB-
pormrynsMoHaNBEHUH (hibpoenacto3 [15]. Kpim Toro y
IIUTBHIF CTPOMI CIIOCTEPIrauch MHOKUHHI JICTIO3H-
TH KPHCTAJIB XOJIECTEPUHY — 3MIHHM, ONHUCaHI Iij
Ha3BOIO «JIIIOIHA ITHEBMOHIsD», IeHe3 SIKOT 3aIuIla-
€Tbcad He3z scoBaHMM [16]. OnxHak HaHIiKaBiINM
0yJ10 ypaKeHHsI CYJMHHOTO PYCIIa, sIKe 37e01IbII0ro
HE BIJIPI3HSIOCH BiJl 3MiH y cyauHax rnediHku. [lo-
€HAHHS CYJUHHUX ypakeHb IUX JIBOX CYAHHHHIX

OaceifHiB BiZjoMe B JIITEpaTypi, ajie JOCTIAHUKH TIe-
PEBaXHO OMHCYIOTh MOPTO-IIYJIBMOHANIBHY TilepTe-
H3i10 (IIMpO3 acoIiHOBaHMI 3 JIETEHEBOIO TilEepPTEeH-
3i€10) Ta TenaToNmyJIbMOHAIBHIA CHHIPOM (PO3IIH-
PEHHS JICTEHEBUX CYIUH IIPH BUPAXKEHIH TIMOKCIi).
[Hmi BapiaHTH MOENHAHWX CYAMHHUX ypakKeHb 3Y-
CTPIYAIOTHCS Y BUIJISI OMKCIB OKPEMHUX BHIQJKIB 1
noTpeOyIOTh y3arajlbHEHb.

TakuM 4MHOM Yy XBOpPOTr'O Ha CHCTEMHHH CKJe-
pO3 BiAMIYAJIOCh MeEpeBaXKaloye YpPaKeHHS CYIUH
TICYiHKK Ta JiereHb. BUsBIEH] 3MiHM MOXKHa BijHEC-
TH 10 JCKUIBKOX MOP(OJIOTiUYHUX MATEPHIB: MOBHA
oOmiTeparliss CyOWH CEpeOHbOTO Kaliopy i3 3ami-
IIEHHSM KOHILECHTPUYHUMH JIAMIHADHUMHU CTYKTY-
pamu, (opMyBaHHS TillePBACKYIAPH30BAHUX IIiJIs-
HOK puxjoro EIIM 3 TOHKOCTIHHUMH CyAWHAMH Ha
MiCIli TIepeHiCHYIOUNX CYIWH, IMOTOBIICHHS CTiHOK
CyIOVH 3a paxyHOK Timepruiasii ta/abo ckieposy 3i
CTEHO30M MPOCBITY. /Iyl Takux ypakeHb ME4iHKO-
BHUX CYAHMH WiIXOJWTh BITHOCHO HOBHU TEpMIiH —
[ICCX, sxuii He mepeadavae HAIBHOCTI KIIHIYHUX
o3nak [1I', 1m0 i crocTepirajgoch y HallOMy BUIAJKY.
I'ene3 Backynomarii 3ajUINAEThCS HE3 sSICOBAHUM,
MPOTE IMOBIPHO BaXKIIMBY POJb BiMIrpatOTh MOPYIIIE-
Hi KIITHHHO-MaTpUKCHI (eHmorteniid, Miodiopodmac-
TH) B3aeMoii, xapaktepHi aist CC.

IlepcnekTHBY MOJANBIINX A0CTIIKEHb

Po3ymiHHS mpormeciB, ki BimOyBalOThCS y IIe-
4iHoi mpu (GopMyBaHHI Ta TPOTpPeCyBaHHI MOPTO-
CHHYCOITHUX CYJMHHHX Ypa)K€Hb MOXKE MaTH 3Ha-
YCHHS SIK JUTS OLIHKU TPOTHO3Y 3aXBOPIOBaHHS (po-
3BUTKY O3HAaK Ta YCKJIAJHEHb MOPTAJIBHOI rinepTeH-
3if), Tax i A BUOOpY afieKBaTHOI Tepartii.

Indopmanis npo koHQJIIKT iHTepeciB

[MoTteHuiitnnx abo sBHUX KOHQJIIKTIB iHTEpECiB,
10 TOB'sA3aHi 3 UM PYKOIHUCOM, HA MOMEHT ITyOTi-
Kallii He iCHy€ Ta He mepeq0a4aeThCs.

dxepena piHaHCYBaHHA

JlocimipKeHHsT IPOBEACHO B paMKaxX HayKOBO-
JociigHoi TeMu «BUBYEHHS NMaTOreHETHYHHUX MeXa-
HI3MIB Ta TTaTOMOP(ONOTIYHUX OCOOIMBOCTEH 3a-
XBOPIOBaHb €HJOKPUHHOI, CEPLIEBO-CYIUHHOI, IUXa-
JIbHOT, HEPBOBOI, TPAaBHOI, CEUOBHIIIBHOI Ta PEIpO-
JYKTHBHOI CHUCTEM 3 METOK YJOCKOHAJIEHHS IX
MOp}OJIOTiuHOT JiarHOCTHUKM» (HOMEp JeprKaBHOT
peectpanii 0122U201668).
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I'appuimiok O.M., I'appuiok I.M., Be3naasok M.II. Ilopro-cuHycoifHa cyquHHAa XBOpP00a Me4iHKH
TPH CHCTEMHOMY CKJIEPO3i: OMUC BUIIAJKY.

PE®EPAT. AxryaasHnicts. [Ipy BUsSBICHHI CYIMHHUX YpakKeHb IEUYiHKH, OCOOIUBO, SKIIO BOHU HE CY-
MPOBODKYIOTECS YITKUMH KJITHIYHIMH CHMIITOMAaMH, TIATOJIOTW MOXYTh 3yCTPITHCS i3 TPyIXHOIIAMH I0JI0 OIIU-
Cy Ta IHTepHpeTanii MaToJOTiYHUX MPOSBiB, 3yMOBICHUMH HEAOCTAaTHIM BHBYEHHSIM JIaHOT ITATOJIOTI] Ta cymnepe-
YINBOKO TepMiHOJOTi€r0. MeTa — OIMUC PiIKiCHOTO BapiaHTY MOPTO-CHHYCOIMHOI CYJMHHOI XBOPOOH MEUIHKA Y
XBOPOTO Ha cUCTeMHHUH ckiepo3. Meroau. Tlatomopdosoridae JOCHiIKeHHs] TKAHUHY NIEYiHKH Ta JiereHb (He-
KpoIicii) i3 3aCTOCYBaHHSM TiCTOJIOTIYHUX MeTOiB. Pe3ysbTaru. 44-piunuii XBopuil 3 miATBEpHKEHUM (KITiHIY-
HO Ta matoMopQoJIOTiYHO) JiarHO30M «CHCTEMHHUI CKIlepo3» nomep Ha (oHI JuxaibHOi HemoctaTHOCTI. Ilpu
ABTOICIHOMY TOCTIPKCHHI KPIM O3HAK, XapaKTePHUX Ui CUCTEMHOTO CKiepo3y (nudy3Huii mueBModiopos 3a
TUIIOM Hecneuu(iuHOi IHTEePCTULIIHOI THEBMOHIT Ta IUIEBPONyIbMOHANBHUN (iOpoenacTos). Oysio BHUSBICHO
3MiHH CYJUHHOTO pycia JIereHb Ta neuiHku. OcTaHHI MOYKHA BITHECTH J0 AEKITBKOX MOP(OJIOTIYHUX MMAaTePHIB:
MOBHA OOJIiTepallisi CyIuH CepeAHBOTO KamiOpy i3 3aMilIeHHSAM KOHICHTPHYHHMH JIAMiHAPDHUMH CTYKTYPaMH,
(hopMyBaHHSI TiNepBacKyIIPHU30BAaHUX AULTHOK PUXJIOTO ITO3AKJIITHHHOTO MAaTPUKCY 3 TOHKOCTIHHUMH CyIUHAMH
Ha MICIIi TIepeliCHYIOYNX CyIUH, TIOTOBIICHHS CTIHOK CYAHH 3a paXyHOK TilepIntasii Ta/abo ckiiepo3y 3i CTeHO-
30M TIpOCBiTy. 7S TAKNX ypa)keHb MEUiHKOBUX CYJIHH IIAXOANTH BIIHOCHO HOBHH TEPMiH — MOPTO-CHHYCOIHA
CyIUHHA XBOPOOa MMEYiHKH, IKUU He Tiependadae HassBHOCTI KIIIHIYHAX O3HAK MOPTANBHOI TiMepTeHs3ii, Mo 1 cro-
CTEpIrajoch y Hamomy BUMAAKY. |'€He3 BacKyJomaTii 3aIMIIAEThCsl HE3 ICOBAHUM, MPOTE IMOBIPHO BAKIMBY
POJB BiAIrparoTh MOPYIIEHI KIITHHHO-MAaTPUKCHI (eHaoTenii, MioidbpobiaacTi) B3aeMomii, XapakTepHi s cUC-
TemHoro ckiepo3dy. Ilizcymok. He3Bakaroum Ha piKiCTh HOPTO-CHHYCOINHOI CYJMHHOI XBOPOOM MEUiHKH, Y
KO>)KHOMY BHUIAJIKy BUSIBICHHS CYAWHHUX 3MiH IIPH JOCITIPKEHH] TKAHWHU NEeYiHKA HEeOOXiTHO IPOBOIUTH peTe-
JHHUN KIIIHIKO-aHATOMIYHUH aHalli3, 3 ypaXyBaHHSAM ICHYIOUMX Ha CHOTOJHI HAYKOBHX JaHHX, OCKIJIBKH 1€ MO-
K€ MaTH 3HAYEHHS SIK JUTS OIIIHKY IIPOTHO3Y 3aXBOPIOBAHHS, TaK i JJIs1 BHOOPY a/IeKBAaTHOI Tepartii.

KaiouoBsi ciioBa: nopro-cuHycoigHa cyiMHHA XBOpOOa IMe4iHKN, CHCTEMHHUH CKIIEPO3.
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