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HecneundivHmi Bupaskosuii Kot (HBK) € XDOHIMHMM CUCTEMHIM 3aXBOPIOBAHHAM KMLLKOBOIO TPakTy HEBIAOMOI eTionorii. Lia natonoria xapak-
TEPU3YETbCH PEUMANBHIM NEPEBIrOM i MOXE NPU3BOANTI A0 PISHNX YCKNaAHEHb, OAHUM 3 SKVX € aHeMis, yHacniaok aediumty 3aniza (Fe), Bita-
MiHiB B,,, B, @00 aBTOIMYHHOrO remonniay. B-tanacemis — Lie Cnafkose 3axBOPIOBaHHd, AKe NPUSBOAMTL 10 NOPYLLIEHHSA CUHTESY B-NaHUIoriB reMo-
ro6iny (I6), cnprYMHeHe 3MiHaMK1 B CTPYKTYpI reHa B-rmobiny (HBB), posTawoBaHoro Ha 11-i XpOMOCOMI, WO BMKIMKAE aHEMIIO PIBHOMO
CTyneHs TsekkocTi. KombiHauia ABox 3axBopioBaHb, HBK i B-Tanacemii, Moxe ycknaaHioBaTu fiarHOCTyBaHHs Ta JlikyBaHHsA. Baaemopijioyu, crumn-
TOMW MOXYTb MACWTIOBATY OOMH OOHOMO. AHEMIA, XapakTepHa ansa B-Tanacemii, Moxe NormmonioBaTNcsa BHACNA0K XPOHIYHOI KDOBOBTPATV ab0
MOPYLLEHOrO KMLWLKOBOrO BCMOKTYBaHHS, NoB'a3aHoro 3 HBK. OaHovacHWin possmntok HBK i remormobinonartin Tpannsetses 3piaka. OnmcyioTb
nooanHoki Bunaaky HBK i3 cepnonoaibHOKNITMHHOK aHeMieto, ToAi 9k NoeaHaHHs B-Tanacewmii Ta HBK y nitepatypi He 3a00kyMEHTOBaHO.

MeTa — onvcatv KniKiYHuiA BUNafoK piakicHoro noeaHaHHa HBK ta B-tanacemiy 12-pidHol AIBUMHKM, NIATBEPIKEHNX FEHETHUYHO.

KniHiyHKi4 BUNapokK. YnepLue on1caHo yHikansHe noeananHs HBK, acouiiioBaroro iz NOD2-myTaljieto, i3 N03akMILKOBMMY NPOsBamMy Ta B-Tanacemi,
CNPUYNHEHOT NaToreHHnm BapiaHTom (C.315+1G>A) (rs33945777), rena HBB (NM_000518.5), y 12-piuHor AiBurHky. AutuHy TypOyBanv 6NoBaHHS, Aiapes,
IHOAI 3 AOMILLK&MW KPOBI, TEHE3MU, 38NaMOPOYEHHS, NepioAndHKi Gink roaoBwM, BTpata Mack Tina. KNiHIYHO KOHCTaTOBaHO renatocnaieHoMeranito.
B1ABNEHO MNOXPOMHY MIKDOUWTaPHY aHeMito, Ky IHTEPRpPeTOBaHO NO4YaTkoBO gk 3anizoaediuntHy. HBK aiarHoCTOBaHO 3@ AONOMOrOi0 KAIHIYHOI
npeseHTaujl, KoNOHOCKONI, Bi3yasni3aLliliHix, NabopaTopHKX METOAIB, @ came: NIABULLEHHA aHTUTIN IgG NpoTelHasy 3, FeHETUYHOr o Ta NaToNororicTo-
NOTIYHOrO AOCAIAXKEHb. B-Tanacemilo BepndikoBaHO 3a JONOMOrOl0 CEKBEHYBaHHA HACTyNHOrO NokoNiHHA (NGS) Ta enektpodopesy 6.
BucHoBKM. 3axBopioBaHHA 12-piuHOl AiBUMHKYM Ha HBK Ta B-Tanacemito BOAHOYAC € PIAKICHWM | CKNaaHUM KNiHIYHM BUNaakoM. KoxeH i3 umx naTto-
NOTIYHMX CTaHIB NOTpebye 0COOAMBOrO MyNbTUANCUMNAIHEPHOrO NIAXOAY A0 NiKYBaHHA 3 Ornsay Ha cneundiky nepeoiry xBopoo.

JlocniaxeHHs BMKOHaHO 3a NpuHLMNamun IenbCiHCbKOT Aeknapalyil. Ha npoBeaeHHA AOCiIXKEeHb OTPUMEHO IHOPMOBaHY 3rofy 6aTbKiB ANTUHM.
ABTOPV 389BNAI0Tb MNPO BIACYTHICT KOH(ANIKTY IHTepecis.

KnioyoBi cnoBa: HecneuniuHnii BUpaskoBwii KONIT, B-Tanacemisa, aHemid, MyTauil reHis HBB (c.315+1G>A) ta NOD2, IVS-II-1 (G>A), aitw.
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Ulcerative colitis (UC) is a chronic inflammatory disease of the intestinal tract with an unknown etiology, characterized by a recurrent course and
complications such as anaemia due to iron deficiency, vitamin B, or B, deficiencies, or autoimmune haemolysis. B-thalassaemia, an inherited disorder
caused by changes in the structure of the B-globin gene (HBB) on chromosome 11, leads to impaired B-chain synthesis in haemoglobin and anaemia
of varying severity. The coexistence of these conditions complicates diagnosis and treatment, as symptoms may interact or exacerbate each other.
Anaemia in B-thalassaemia can worsen due to chronic blood loss or impaired absorption associated with UC. While UC has occasionally been re-
ported with sickle cell anaemia, its coexistence with B-thalassaemia remains undocumented in the literature.

Aim — to describe a clinical case of a rare combination of UC and B-thalassaemia in a 12-year-old girl.

Clinical case. \We report a unique case of UC associated with the NOD2-mutation with extraintestinal manifestations and B-thalassaemia in a 12-year-
old girl, caused by a pathogenic heterozygous HBB mutation (c.315+1G>A) (rs33945777). The patient presented with vomiting, diarrhoea with occa-
sional blood, tenesmus, headaches, weight loss, and hepatosplenomegaly. Hypochromic microcytic anaemia was initially misinterpreted as iron
deficiency. UC was diagnosed through clinical signs, colonoscopy, imaging, elevated IgG proteinase 3 antibodies, histopathological findings.
B-thalassaemia was confirmed by Next Generation Sequencing (NGS) and Hb-electrophoresis.
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Conclusions. The coexistence of UC and B-thalassaemia in a 12-year-old girl represents a rare and complex case. Each of these pathological condi-
tions requires a special multidisciplinary approach to treatment, taking into account the specifics of the disease.
The research was carried out in accordance with the principles of the Helsinki Declaration. The informed consent of the patient was obtained for

conducting the studies.
No conflict of interests was declared by the authors.
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Beryn

ecrennu@iuHnil BUPA3KOBUHN KOJIT

(HBK) — 11e xpoHiuHe 3amaibHe 3aXBO-

pIOBaHHS KUIIEYHUKA, CIIPUYMHEHE YHC-
nerrnmu dakropamiu. Moro eriosoris Ta natorenes
1ie He TTOBHICTIO BUBYeEHi [62,64]. 3axBoproBaHHS
Mae€ pi3Hull iana3oH MPOSBiB — Bijl JTerKuX (popM 710
pedpakrepHOTO TIEpeEbiTy, 10 1HOAI TOTPebYE TPO-
BezieHHs KosiekToMmii. Y 10—15% martieHTiB criocre-
pirators iioro arpecusauii xapakrep. ¥ 70-80% oci6
KyMYJSATUBHUM PU3UK PELIUMBY BUHUKAE Yepe3
10 poxiB. 3arajbHa YacToTa MOMUPEHHS 3aXBOPIO-
BaHHS Ha MPOKCUMAJIbHI Bi/Ii/I KUIIIEYHUKA CTAHO-
BuTh BiZt 12% 1m0 30% mpotsirom ycboro mepebdiry
xBopoOu [66,69]. OxruMm i3 HaloNTPeHinmMX mo3a-
KUIIKOBUX YCKJIAJHEHb XPOHIYHUX 3allaJIbHUX 3a-
XBOPIOBaHb KWTleuHnKa, y T.4. HBK, € anemis, aky
[iarHocTyIoTh y 75% maitienris [68,70,71]. Y 6inb-
mocTi ocib anemis, nos’sizana 3 HBK, € 3ammizonedi-
nutHOWO (3/1A). [HIITMMK, MEHIIT TONTUPEHUMU TH-
nmamu anemii, nos’ss3anoi 3 HBK, €, cepen intoro,
nedimut Bitaminy B12 i ¢porieBoi KMCIOTH, TOKCUY-
Ha /i MeJJUKaMEeHTIB Ta aBTOIMYHHUU TeMOJIi3
[50,54]. 3/1A € HacaigKOM KPOBOBTpATH Ta MOPY-
neHHst BCMOKTyBaHH Fe. [inoxpomis (3MeHIeHui
BMmicT remorsiobiny (I'6) B epurporurax (Ep) i mi-
KponuTo3 (MaJjii pO3MipH EPUTPOITUTIB) € THTIOBUMH
J1abopaTOPHUMU O3HAKAMH, SIKi MOJKYTh CIIOCTEpira-
THcs He siniire ipu 3/[A, a TakosK i Tpy TaaceMii.
g 3/TA xapaktepuuii 3Hm>keHui piseHb Fe y cu-
pOBATIli KPOBi Ta KOHIIEHTpaIlil (hepuTuHy, miIBU-
e piBeHb Tpanchepuny. Bognouac ipu tanace-
Mii 3a3BHYail He CIIOCTEPIraloTh TAKUX Pi3KUX 3MiH
y piBHi Fe [20], ase mosksuBi iHmIi crierndivni o3Ha-
KM, TaKi SIK aHOMaJIbHi (hopMu reMoryio0iHy, 3MiHN
esiekTpodopesy reMorao0iHy, HigBUIEeHIT PiBEHb
Fe [1,7,13,44]. Tomy g BCTaHOBJIEHHS TOYHOTO
JIIaTHOCTYBAHHS YacTO CJijl BpaXOBYBATH He JUIIIEe
pe3yJabTaTh 3araibHOro aHasidy kposi (3AK), ase
11 IOJIATKOBI TECTH, TaKi K aHAJI3 eJ1eKTpohopesy
remMor100iny, focikeHHss 0OMiHy Fe i BUKOHaHHs
MOJIEKYJISIPHO-TEHETUYHUX JIOCII/[KEHb. Y cTpaTerTii
nikyBauust xBopux Ha HBK 3 anemiero, a 0co611B0o
pedpakTepHOIO /10 TEpaitii, BAYKJIWBO PO3PI3HATH Pi3-
Hi TUIIX aHeMii, 100 BUBHAYUTUCS 3 BIAIIOBIIHUM

ISSN 2663-7553 CyuacHa nmemiatpis. Yxkpaina 2(146)/2025

criocoboM JiikyBanns. Ilicjig peTesbHOTO aHaIi3y
HAayKOBUX 0a3 JaHNX i MEINYHIX [KEPEJT He BAATIOCS
3HAUTH 32/IT0KyMEHTOBAaHUX BUTIAKIB OJTHOYACHOTO
nepebiry HBK rta tamacemii (sik a-, Tax i B-chopmm).
Bigomi suie noonnHoki Bunagku noeaHanus HBK
i3 reMor106iHONATISAMY, 30KPEMa, CEPIIONOAIOHOKII-
TrHHOW aHeMielo [3]. Ile Bkadye Ha Bkpaii pijiKicHe
[OEIHAHHS TAaKUX HO30JI0TIYHUX OJIMHUILL 200 HEe/l0-
cTaTHE BUBYEHHS Ii€i mpobeMu. [leTaabHuii aHai3
KJIIHIYHOTO BUTIA/IKY, OTTUCAHOTO HAaMU, HaBeIeHU
y HayKoBiii JiTepatypi Buepire. 1l indopmartis
€ aKTYaJIbHOIO, OCKIJIbKU CIIPUSATUME JITIIIOMY Jlia-
FHOCTYBAHHIO Ta JIIKYBaHHIO TaKUX TaIlieHTiB. J{o-
cripkenns komOinartii HBK i3 pisaumu opmamu
aHeMil, 3yMOBJIEHUMU TeMOTJIOOIHOIATISIMU, 30Kpe-
Ma B-TajaceMiero, MoKe JOMOMOTTH 3PO3YMIiTH MO3K-
JINB1 MeXaHi3MH1 IXHbOI B3aEMO/Iil Ta JIOIIOMOTTHU
y hopMyJIIOBaHHI HOBUX HAyKOBUX TilTOTE3.

Mema nociigKeHHsT — OIMcaTH KIiHIYHNH BUTIa-
nok piakicuoro noexnanig HBK ta B-ramacemii
y 12-piuHoi 1iBYMHKY, TATBEPAKEHUX TEHETUIHO.

Kainiunuii BUnagok

Hwurnna napomskena Biz 11 Baritaocri, I1 mosoris,
Hapojauacs 3 Macoio Tija 3750 1, 3pocTom 54 cMm,
BaKIIMHOBaHA 3a KajeHaapeM NpoiJaKTUUYHNX
HIeTIeHb, TO/lyBAHHS TPYAHUM MOJIOKOM — /10 1 Mi-
cang. Y Bitti 6 pokiB oniepaTuBHE BTPYUYAHHS — BU-
JaJIEHHSI CJII3HOT 3aJ1031 3 IPUBOJLY Y XJIUHOMOIi0-
HOTO YTBOPY (TiCTOJIOTIYHUY BUCHOBOK: XPOHIUHE
MPOJYKTUBHE 3allajieHHs i3 BorHumamu ¢ibposy
i HasiBHIiCTD Minestio rpubis Tuny Candida). Cimeii-
HUI aHaMHe3: y MaTepi Ta 6adyci — XpoHiuHa aHe-
Mis. YIIPOIOBIK KUTTS AUTHHI BUKOHYBaJIU HEOHO-
pazoBo 3AK, y pesyibratax akux OyJu O3HAKH
XPOHIYHOI aHeMil.

[Tepiui cumToMu XBOPOOU MOYANNCS B TPaBHI
2023 poky 3 6utoBaHHs Ta giapei 10 5—6 pasiB Ha
1100y, iHozi 3 momirkamu KpoBi. [TarfienTka 3BepHy-
nacs B smmHi 2023 poKy 0 TaCTPOEHTEPOJIOTA O/1-
Hi€l 3 MeIMYHUX AUTAYUX yCTaHOB M. JIbBOBa 3i
ckapramu Ha 3Hmwxenus [6 — 78 r/a, Ep —
3,54x10'2 /1, miapeto — 10 7 pasiB Ha 100y, TEHE3MHU,
3aIaMOpOYeHHs, TlepioArnuHuil Oijib TOJI0BY, Yepes
KU PoOY/KyBaiacss BHOYI, BTPATy MacH Tija
1,5 KT yIIPOJIOBIK 2 MiCSIIiB.
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Y 3AK BusiBuau rinoxpomuy anemiio (Ep —
3,95x10'%/m1, T6 — 90,0 r/m), IKy iHTEpPIIPETYBAJIH SIK
3/1A, npusnauniu npenapat Fe BayTpintibo. /lo-
caimpkenns IgA 3arampHoTo Ta IgA 10 TKAHWHHOT
TPAHCIJIIOTaMiHA3M TI0KA3aJI0 HOPMaJIbHi pe3yJIbTa-
TH, T IBUTIIEHHS KAJIBIIPOTEKTUHY B KaJli CTAHOBHIIO
>250 mkr/m1. CuMIIToMaTuyHe JIiKyBaHHs B aMOyJ1a-
TOPHUX YMOBaX 6yJI0 He e(heKTHBHUM.

[Tomasbiie 0OCTeREHH Ta JIIKYBaHHST TIPOBOIMIIN
B 3aXi/IHOYKPAaiHChKOMY CIIeIiali30BaHOMY TI€HTPi
M. JIbBOoBa y cepmHi — BepecHi 2023 poky.
O6’exkmuesno: mKipa i BUupgnMi cims3oBi 00010HK) 6J1i-
J10-posKeBi, uncTi; mevinka 4,0 cMm i cene3inka +
4,0 cM BUCTYIIAIOTH i3-1Ii/1 Kpato pebepHol IyTH; Ti-
MEePIEPUCTATBTUKA KUTIIEYHNKA; TTepuhepUdHi JIiM-
(daTruni By3/u (J1/B) He 30i/1bIIEH]; BOTHUILEBI 3Mi-
HU 1EHTPaJIbHOI HEPBOBOI CUCTEMU He BUSIBJICHI.
CuHIpPOM «CyXOro OoKay 3JiBa IicJs BUNATCHHS
cJi3HOI 3a7103u. KoHcyibroBaHa o(hTaabMOJIOTOM:
OYHe JTHO B HOPMi, TTaTOJIOTi1 CYy/IUH He BUSABJICHO,
JTAaHO PEKOMEH/IaIlii; HeBPOJIOTOM: ITaTOJIOTii He BU-
SIBJIEHO, PEKOMEH/IOBAaHO BUKOHATH eJIeKTpoeHtieda-
Jgorpagiro, exoentedasorpadito, MarHiTHO-pPe30-
HaHCHY ToOMOTpadiio roI0By, 3a pe3yJbraTaMy SKUX
MaTOoJIOTi] He BUSBJIEHO.

Kaj na xumkoBi iHdEKITii JOCTiZKEHO METOIOM
nojiiMmepasno-manioropux peakiiut (IIJIP): THK
Adenovirus F, Astrovirus, Campylobacter spp, enre-
poiusasusHi E.Coli, Norovirus 2 reroruit, Salmonella
spp, Shigella spp, PHK, Rotavirus A — HeratuBHi;
y IOCiBi KaJly IaTOTeHHOI (JI0pU He BUSABJIECHO;
H.pylori Ag y dbexaiisix HeoHOPa30BO MO3UTHBHUIL.

BceranoBiieHO rinoXpoMHy MiKpOIIUTAPHY aHEMit0
(T6 —92-97 r/n), Ep — (5,14-5,13)x10"/n, MCH
(Mean Corpuscular Hemoglobin) — 18,9 pg (Hopma
(1) — 27-35 pg). MCV (mupuHa posnomainy
eputpoiuTis 3a 06’emom, Mean Corpuscular
Volume) — 59,1 fl (1 — 80,0—100,0 fl), He 3Bakatoun
Ha (epoTepariio, i IBUIIEHHS MTBUIKOCTI OCITaHHS
eputporuTiB (IIIOE) — 23—-36 MM /Tox, TeitkomuTi
(JIe) — (8,09-2,86)x10°/1, TpombonmTi (Tp) —
(414,0—-624,0)x10° /5, neiikorutapHa hopmyJia: Me-
tamiesorutu (MT™IT) — 0%, TaTNYKOsIIePHi HEHTPO-
dinu () — 9%, cermenrtosgepui (¢) — 57%,
eosunodisbHi (e) — 5%, 6a3odiabhi (6) — 0%, JTiM-
dorutu (1) — 19%, Mmonortu (M) — 10%; koarysio-
rpama, IgA, IgM, 1gG, IgE — y mexkax nHopmu; 3a-
rasbHuil 6iok — 87,6 v/, rinepb6inipybinemist:
3araspHuii 6iipy6in (3Binx) — 31,2 MkMoJb /1 (H —
3,4—21,0 MmkMOIIB/7T), IpsiMuid — 15,5 MKMOJTB /71 (H —
0,0—5,0 mkmoJIb /1), 1IUTOMI3 (asTaniHamMiHOTpacde-
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paza — 55,0-239,0 MO/xa (u — 0-45,0 MO /1),
acmapraraminorpacdepasa — 77,0-583,0 MO/
(g0 — 0-40,0 MO/n)), cupoBatkoBe Fe —
14,1 mxmonw/n (1 — 7,2—17,9 MmkMosb/ 1), hepu-
tiH — 88,64 ur/ma (1 — 7,0-140,0 ar/M™M71), BiTamin
(BiT) By — 3,3 nr/mun (1 — 3,1-20,5 nr/mn), Bit B, —
638,0 1T /mut, iButieHHs C-PEaKTUBHOTO TIPOTETHY
(CPII) — 31,29—18,95 mr/a1 (1 — 0—10,0 mr/1).
Bussisieno migBuiieHnit TUTP aHTUHYKJICAPHUX
aaTutia (ANA) — 1:1000 (1 — <1:100); aaTuTiiaa
kiacy IgG no nporeinasu-3 (PR3) — 35,74 Ox/mn
(1 —<20,0 On/m), IO CBITYUTD TTPO TTO3UTUBHUH
pesyabrat; antutiia IgG no miesonepoxkcunasmn
(MPO) — <2 On/man (1 — <20,0 Ox/mi); aHTHUTIIA
1o raaakoi myckyaatypu (SMA) — tutp 1:100 (Ha
Mexi H — <1:100); piBeHb TEepyTOMIaA3MiHy —
0,26 v/n (y mexxax pepepeHTHUX 3HaUYeHb — 0,16—
0,45 v/n); antutina IgG 1o 1UTO30IBHOTO aHTUTEHA
neuinku tuny 1 (LC-1) — 0,04 R (1 — <1), nerarus-
HU pe3yabTaT; anTuTiaa 1gG 10 po3unHHOTO
MeYiHKOBO-T ANTyHKoBoro antureHa (SLA/LP) —
0,06 R (1 — <1), HeraTUBHUI Pe3yJbTAT; 3HAUHE
MiBUIEHHSA PiBHS KAaJbNPOTEKTUHY Yy KaJi
>250,0 mxr/a (1 — 0-50,0 mkr/0n); Saccharomyces
cerevisiae, anturina IgA — 0,35 Ox/ma (u —
<1,0 O/ma). Tectn Ha BipycHi XBOpoOU MeTOIAMI
imyHoepmenTHoro anamizy ta [IJIP fo remaruty A,
B, C, E, mutomaranosipycy, Enmrreiin—bapp Bipycy,
napBoBipycy B19 nokazanu HeraTUBHUHN pe3yJIbTaT.
Y (dekamisgx mpoba I'perepca — pisko mo3uTuBHA
(++++), mpoba Ha TpaHCcheprH Ta reMorIobiH (+1).
PesyabpraTtl yabTpa3ByKOBOTO JOCJiIKEHHA
(Y3/1): BusiBJIeHO 0O3HAKH TelaTOCILIEHOMeTalii, ce-
nesinka 162X54 MM, y TPOEKITiiT IMUIKN JKOBYHOTO
MiXypa Bi3yaJsi3yBasocs TilepexoreHHe BKIOYeHHS
110 4 MM, 6€e3 4iTKUX KOHTYPIB, 10 JIa€ aKyCTUYHY
TiHb, a TAKOXK Me3eHTepiaJabHOI JiMbageHomaTii
(MHOKUHHI JI/B y TPOEKIIiT KOpeHsT OPIIKi 110 22 MM,
iseoriekasbHi /B — 10 19 mm). [letsri ToHKOTO KN-
IMeYHNKa IUIaTOBaHi, BUTIOBHEHI TyCTO-PiIUHHUM
BMiCTOM, TOBIIMHA CTiHKH 110 3,4 MM. Estactorpadis
MEeYiHKK: O3HAK 1i/IBUIIIEHOI NIiIJIbHOCTI apeHXiMu
He BHUsABJeHO. KojoHOCKOMis: Trimepmnasis
JiMboiTHIX DOJTIKYIIIB, TICTOJOTIUHO — BUPaXKeHa
giMmdoricrionmazmonuraprua indiabTpaiis,
nedopmalisgs KpPUNT, 3HUKEHHS KiJTbKOCTI
KeJIMXOIOI0HMX KIITHH 31 3HUKEHOIO CEKPELII€IO.
Bceranosaeno piarno3: HBK cepennboro ctynens
Ha PiBHI BUCXiAHOT 0000BOT KUIIIKHU 3 iHAEKCOM aK-
TUBHOCTI MeJiaTPUIHOTO BUPA3KOBOTO KOJITY
(PUCAI) 40 6anis [16]. ABToiMyHHMIT renaTuT?,

ISSN 2663-7553 Modern pediatrics. Ukraine 2(146)/2025



YUYntante Hac Ha canTi: https://med-expert.com.ua
KAIHIYHMM BUTTAAOK

tun 1. TimoxpoMHa aHeMist JIETKOTO CTyIeHst, KoMOi-
HOBAHOTO reHe3y (aJliMeHTapHa, ToCTreMopariyia Ta
BHACJII/TOK MOPYIIEHHS KUIITKOBOTO BCMOKTYBAHHS ).
PexomenioBano azartionpuH i meapoJt. [Ipusnayen-
HsI HEe BUKOHYBAJINCA.

[TpoTtsirom ychoro niepio/ly 3aXBOpPIOBAHHS MaTh
MaIi€EHTKN HEOTHOPA30BO 3BEPTAJIACS /10 PiSHUX
MeIMYHUX 3aKJIAJIiB 1 (haxiBIliB AT KOHCYIbTAITi i
NI0/0 aJbTEPHATUBHUX METO/IB JIKyBaHHS.
YacTrHa Ipu3HavYeHuX cXeM Teparrii (MeapouJ,
a3aTiONPUH) He 3aCTOCOBYBaMc ab0 BiKIamaacs,
HATOMIiCTh BXKHMBAJIMCS iHIII TIpenapaTH, 30KpeMa
O6ynenodanbk, canmodaibk i GicenTos, gKki He
3a0e3Mevrn CTInKoro KiiHiuHoro edekry. [Tompn
HOBTOPHI pexoMeHallii (axiBIliB 111010 HoTpebu
iMyHOCYylNpecuBHOI Teparii, il po3novyanu Jjuiie
B 6epesHi 2024 poky (Meznpost — 28 mr/mo0y), 3 KBiT-
Hs 2024 poky — azaTionpuH (MTOCTyNOBE 3pOCTAHHS
no3u 50 mr — 100 Mr — 125 Mr/m06Y), 110 MOTJIO
CHPUYUHATH TPOrPECYBAHHIO XBOPOOH, 4aCTUM
3aTOCTPEHHSM 1 TOTipIIEHHIO TTOKAa3HUKIB KPOBI.
Y Teparii 3aCTOCOBAHO TaKOK MeCaJIa3nH.

VY tpasui 2024 poxy Bizby10cs pi3Ke 3HUKEHHS
pisust ['6 (72 r/1), moripieHHs] cCaMOITOYYTTsI, Ha-
pocTaHHst 3araibHOI cirabkocTi. [IpoBeieHo epesn-
BaHHS ePUTPOIUTAPHOI MacH. 3 4acy KJIiHIYHOTO
CTIOCTEePEKEHHS [ KOperyBaHHs aHeMil TSHKKOTO
CTYTIEHS IBiUi MPOBOAMJIOCS TIepeTUBAaHHSA KOHIIEH-
tpaty Ep. 3 npuBoy TIMOXPOMHOI MiKPOIIUTAPHOI
aHeMil, pe3CTeHTHOI 10 TpUBasoi hepoTeparrii pi3-
Humu npenapatamu Fe, y yepBHi 2024 poKy KOH-
CyJIbTOBaHa reMaToJIoroM. BpaxoByioun HasiBHICTb
rimoxpoMHoi mikpormTapuoi anemii (MCH — 19,0—
19,7 pg (1 — 27,0-35,0 pg), MCV - 63,9-65,5fl (1 —
80,0—100,0 fl), ingexc Menmepa — 11,5, HassBHICTb
MitreHenoAibHIX epuTpoIuTiB (puc. 1), HOpMOIUTIB
y kpoBi 3:100 Ha JielKoIuTiB, HenpsiMoi rinepoiJi-
pybiHeMii, TPy HOPMaTLHOMY i IEIIIO i ABUIIIEHOMY
3a HOpMY 3HaueHHi cupoBaTkoBoro Fe 13,5 — 16,6 —
19,6 ur/ma (1 — 7,2—17,9 6r/™Mi1), HE3HMKEHOMY
dbepurnni — 79,86—126,45 nr/ma (1 — 7,0-140,0 1ur/
MJT), THABUIIEHH] JakTaTAerigporenasu (JIT) —
521,4-337,3 MO/x (1 —<300,0 MO /1), peTuky.io-
1uTto3y (36,0-52,0%0), y oeaHaHHi 3 HEraTHBHOIO
npsamoio mpoboro KymbGea ta remarosiieHaabHOTO
CUH/IPOMY 3alliJI03PEHO TalaceMilo.

[TosTopHO BU3Ha4eHi piBHI BitamiHiB B, i By —
y HopMi. [IpoBesieHo MoJieKyIsIpHO-TeHeTUYHE /10~
crijzkeans MetogoM NGS (Next-Generation
Sequencing, cekBeHyBaHHS HACTYITHOTO ITOKOJTIHHST)
ISt 3’sICyBaHHS TeHEe3y aHeMil, STKe BUSIBUJIO TETEPO-
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Puc. 1. Mopdonoria eputpoumnTiB y ANTUHU, XBOPOI Ha
NPOMiXHY R-Tanacemito, MilueHenoaibHi epuTpoLMTN B MasKy
nepuepnYHOI KPOBi

L LB |

Puc. 2. XpomaTorpama Bigyanisauii pe3ynibtaty CEKBEHYBaHHSA
HacTynHoro nokoniHHA (NGS) BapiaHTa ¢.315+1G>A B reHi HBB,
3a 4OMOMOrot NporpamMHoOro 3abesneyeHHs «lon Torrent lon
Reporter» (5.20.4.0.) komnaHii «Thermo Fisher Scientific»

aurotTHuit matoreaunit Bapiant IVS-I11-1 (G>A)
y reri HBB (¢.315+1G>A) (puc. 2). Enexrpodopes
I'6: remorsio6in A (HbA) — 87,2% (1 — >96,7%), re-
morsio6in A2 (HbA2) — 6,0% (1 — 2,2-3,2%), remo-
rino6in F (HbF) — 6,8% (1 — <0,5%), anomanbHi
reMOTJIO0IHU He BUSIBJIEHO.

Taxi kJiHiKO-1a00paTOPHi AaHi, 30KpeMa, 36i/1b-
HIEHHS PO3MipiB ceJie3iHKH, KaJIbKYJIbO3HUN X0JIe-
IIUCTHUT, HEOOXITHICTH TIEPETMBAHHS €PUTPOIIUTAP-
HOI MacH, 10 CBiTYUTH PO TEPIoN TIKUIOT aHeMil
4yepe3 XPOHIUHUH reMoJIi3, Y3ro/KyI0ThCs 3 /IiarHO-
30M npoMixHoi (intermedia) dopmu B-ranmacemii
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Puc. 3. No3aknWKOBi NposBnN HecneundivHOro BUPaskoBOro KONITy, ypaXxeHHs WKipy — 6y/1bO3HUIA nemdiroig

[1,9,11,24,35]. Binmineno deporepariiio, OCKiIbKH
naiieHTn 3 B-TasaceMi€ro MatOTh MiIBUIIEHU PU-
3UK HaKonMueHHs Fe B opranismi 3 mofajabiinmMu
HETraTUBHUMU HACJIIJIKAMU JIJId OPTaHi3My. X pOHid-
HUH TeMOJIi3 IIPU TajaceMii CIIPUYMHSIE aKTUBHUN
€pUTPOIIoE3, YHACIII0K YOI0 BUCHAXKYIOThCS 3a11acu
BiTaminy B,. Tomy npusHaueHo MOCTITHO BKUBATH
(douieBy kucaory 5 mr 1 pas Ha 100y.

Y i 2024 porti, 3Bajkaroun Ha TSKKHUiT epebir
HBK, nHasgBHICTb pO3piKeHNX BUTIOPOKHEHD 710
5—6 pasiB Ha 1100y, a TAKOK MPUCYTHICTh HIYHIX BU-
HopoKHeHb 1—2 pasu, nepioguyHuil abJoMiHATbHIIA
61J1b, PE3UCTEHTHICTD [0 TIONEPEIHBOI Teparii (Me-
caJjia3uH, MeJIPOJI, a3aTIOPUH ), TPUWHATO PillIEHHS
po3IoYaTH Tepariio agasiMyMmabom (xymipa).

Y cepmai 2024 poxy 11poBejieHO TIOBTOPHY e30(ha-
roracTpo/lyoZIeHOCKOII 0 i KOJIOHOCKOTIIIO i TTiATBep-
JKEHO XPOHIYHUYM aKTUBHUH 171I€0KOJIIT, MOP(OJIO-
riuao BignoBignuit HBK (nedopmamiss kpumr,
TICEB/IOBOPCUHYACTUI TTPOdib, HEUTpodiTbHA iH-
(inprparnis). KBanTndepoHoBuii TecT — HETaTUB-
HUI. BUKOHAHO MOJIEKYJIIPHO-TEHETUYHE 06CTe-
xkeHHs1 B mabopartopii «<INVITAE» (CIITA).
InenTudikosano rereposuroTny myTaiiiio ¢.3019dup
y reti NOD2 (p.Leu1007Profs*2), o mae matores-
He 3HaYeHHd. TakoX BUSBJIEHO reTepO3UTOTHI aTo-
renHi BapianTtu B renax: BESTT1 ¢c.422G>A (p.
Arg141His), 110 acoIlifo€EThCS 3 AyTOCOMHO-/IOMi-
HAHTHUMM i PETIeCUBHUMHU yCIIA/IKOBAHUMU 3aXBO-
poBarusMu citkiBku, CARMIL2 c.4135C>T
(p.GIn1379*) (acomioeThcs 3 ayTOCOMHO-PEIECHB-
HuM sepitturom PLTPR) ta USH2A ¢.12094G>A)
(p.Gly4032Arg) (acorioeTbest 3 ayTOCOMHO-Pere-
CUBHUM CUHJIPOMOM Yillepa Ta i30JbOBAHUM IIiT-
MEHTHUM PETUHITOM).

Y sxoBTHI 2024 poKy BUSBIIEHO TO3aKUIIKOBI ITPO-
sssu HBK y dopmi 6ysibostoro memdiroiny (puc. 3).
Boanouac 6aThKy MaIli€eHTKY BUSIBUIIN OaKaHHS
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OTPUMATH JI0/IaTKOBY aJIbTePHATUBHY JYMKY I110/10
CTaHy AUTUHU JJIst BCeOIYHOTO OI[iHIOBaHHSI CUTYallii
Ta PO3TJISIAY MOXJIMBUX BapiaHTiB MOAAJBIIOTO
JIIKyBaHHS.

Pomnna martientiku B rpyani 2024 poky 3BepHyJia-
csI TT0 He3aJIeXKHY KOHCYJIbTallio 10 Kutiriku mesia-
TPii Ta TacTPOEHTEPOJIOTII 3 MiAPO3/iJIOM JUTAYOI
kapziosorii m. JKenrysa (Pecy6aika ITosbina), ae
IIPOBE/IEHO KOMILIEKCHE 00CTEKEHHS, Y T.4. €H/I0-
CKOIII0 BEPXHbOT'O 1 HUXKHBOTO Bi/UIL/TIB NIIIyHKOBO-
kuikoBoro Tpakty (IIIKT). 3naiizeno ypaskeHHs
CJIM30BOT 000JIOHKH TOHKOTO 1 TOBCTOTO KHITIEYHNKA
3i 3MimanuM (++) 3amaabHUM iHDIIBTPATOM, TIOPY-
LIEHHAM apXiTeKTOHIKH, epO3isIMU Ta aKTUBHUM 3a-
MaJIeHHAM KPUTT Yy TOBCTIit Kutiiii. BepudikoBano
o3Haku maHkoJiTy (Mayo 2, 3a cuctemoto Mayo
Scoring [10]) Ta miaTBepmxeno aiarno3 HBK, BcTa-
HOBJIEHWH y HANTI ! KJHIIII.

Y ciuni 2025 poKy BHSIBJIEHO, 10 BiZICYTHICTD Ha-
JKQHOTO TEPANeBTUYHOTO e(heKTY Ta MPOrpecyBaHHS
XBOpPOOU i3 3aMisIHHSAM TOHKOTO KHIIEYHUKA
MOB’sI3aHi i3 CAMOBIJIBHUM TIPUTTMHEHHSM MaTip'10
Nali€eHTKU BBeJAEeHHs ajganiMmymaly y BepecHi
2024 poxy Ta 3acTOCYBaHHS a3aTiONPUHY B JKOBTHI
2024 poxy. Lleit hakT MosicHIOE TToTIepeTHi TPYAHOMIT
B OIliHIOBaHHI eeKTUBHOCTI JiKyBanHd. JuTnni
NpU3HAYEHO METOTPeKcaT, afaniMymad i OymaeHo-
(asbk, oOTpUMaBIIY 3alleBHEHHS MaTepi 1110710 BU-
KOHaHHS BCiX peKoMeH/Ialliil JikapiB. Taka Tepartist
BuABUJIACA e(PeKTUBHOIO, OCKIJIBKM KOHTPOJIbHA
eHlockomis B motomy 2025 p. 3adikcyBasa 3MeH-
IIeHHST BUPa3KOBO-3aMaJIbHUX 3MiH KUIIEYHUKA,
BHOPMYBAJINCS BUIIOPOKHEHHS Ta NPUITMHUJIUCS
aboMiHaIbHU GiJTb, TEHE3MU Ta IIKIPHI 3MiHM.

OO6roBopeHHst

Hecrnienudivamit BupaskoBuii KOJIT — aBTOIMYH-
He 3axBopioBanHs, 1110 ypakye [IIKT, i3 Takumu 1o-
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IMMAPEHUMU KJITHIYHUMU POSIBaMU, SIK TeMOKOJIIT,
abroMiHATbHMIT 61J1b, TEHE3MU, TIIEPTEPMIst TOTIO
[25,66,69]. Toctpumu yckragnernasimu HBK mo-
KyTb OyTH kpoBoreya i3 IITKT, mepdopartis kurmey-
HUKa, QyJIbMIHAHTHUN KOJIT, GiOpUIIsIis epes-
cepab [23,25,32,66,69]. 1151 11bOTO 3aXBOPIOBAHHS
XapaKTepPHUH MUPOKUI CHEKTP MO3aKUITKOBUX
CUMIITOMIB, sIKi crioctepiraiotbest y 6—-47% XBopux
i OXOILTIOIOTH HIKiPHI, TerarobimiapHi, o TaabMoIo-
riuHi, cyrs060Bi, JIereHeBi, HUPKOBI Ta iHIII TPOSBU
[8,12,15,26,29,32,38,55,71]. Ilo3akuiikoBi mposiBu
€ BKJIMBUM CUMIITOMOM JUJIsI KJIHIIIMCTIB, OCKIJIbKI
BILIMBA€E Ha BUOIP BiANOBIHOI TAKTUKM JIIKYBaHHS
[71]. HBK aconioeTbes 3 pO3BUTKOM CKJIEPO3YIOU0-
ro xosanrity B 3—5% narientis [19,55]. lectpyk-
TUBHE 3a1aJIEHHS BHYTPIIIHbOIIEYiHKOBUX 1 1103a-
MeYiHKOBUX ’KOBYHUX NPOTOKIB IPOSABJSETHCS
JKOBTSIHUI[EIO, MOPYIIEHHAMY TEYiHKOBUX P00,
rernaToMerai€eio Ta TUTTOBUMU 3MiHAMU B Pe3yJIbTa-
tax ¥Y3/[ ta enacrorpadii [51]. ¥ nesxux ocib cro-
CTEpIralThCsl yPaKeHHS MiINIYHKOBOI 3271031 T
CJIYXOBOT'O aHaJi3aTOPa, MOXKJMBI TeMaTOJOTIUH1
MOPYIIEHHS, 30KpeMa, aHeMist Ta iMyHHa TPOMOOIH-
ToneHis [38].

[HKOJIM CKJIQZHO 32 KJIiHIYHUM 1epebiroM pospis-
aut HBK i xBopoOy Kpona (XK), ockinbku Boun
MalOTh CXOXi KJIIHIYHI IPOSBYU Ta HaJIeXaTh /10 3a-
naJbHUX 3axBopioBanb kuieurnka (33K). [Ipore
€ KiJTbKa KJIIOYOBUX BIZIMIHHOCTEN, SIKi MOXKYTb J10-
ITOMOT'TH PO3Pi3HUTH 11i iBa cTaHu. [lopu cXoxkicTb
kiniyHuX nposisi, HBK i XK cuig posrasinatu sk
OKpeMi 3aXBOPIOBAHHS, MiK HUMK HEOOXiHO IIPO-
Bo/UTH uepenIliiay fgiarHocTuky. EHiockomiy-
HUH OIJISI/T HAJIA€ IMUPOKUIA CIIEKTP 03HAK, 110 JaI0Th
3MOTY YiTKO PO3PI3HUTH I1i 3axXBOproBaHHs. [li yac
OTJISITY NIPSIMOI KUHIKK Y XBOpUX Ha XK BUABIAIOTH
sminu qmnre B 50% oci6, sognouac npu HBK Bonun
TPAIJISIOThCSA MPAKTUYHO Y BCiX Bunaakax. /s
HBK xapakrep#i audysHi cm30Bi ypakeHHs, TOI1
ak st XK — cermenTapHi. TumoBuMu o3HakamMu
HBK € BTpaTta 4iTKOCTi CyZTMHHOTO MAJIIOHKA CJTU30-
BOi 000JI0HKH, [1hy3HA KPOBOTOUUBICTD, PUXJIICTH,
HaOPSIKJTICTh, 3ePHUCTICTD, a TAKOXK TirepeMist i 3riia-
JkeHi raycrepu. I o3Haky NposBIISIIOTLCS pijlie
B nmaienTis i3 XK, ase ciim3oBa Moske HaOyBaTH BU-
rasiny «opykiBku». [logo Bupasok, to pas HBK
XapaKTepHi MOBEPXHEBI BUPA3KH, 110 HE MAIOTh JiT-
KUX M€K, a 32 TSKKOTO 1epediry MoKy Th J0CSITaTH
1 cm. Cim3oBa 060/10HKA HABKOJIO HUX 3a3BUYail
3MiHeHa i YiTKO Bi]Me;KOBaHa BiJl 37I0POBOI TKAHWHU.
[Tpu XK epo3uBHO-BUPA3KOBI 3MiHM TIMOOKI 3 4iT-
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KAIHIYHMI BUTTAAOK

KUMU MeKaMU, YaCTO BEJIUKUX PO3MIpPiB i pi3HUX
dhopm: moBracri, giniitHi abo 3mienoi6Hi. HaBkoio
TaKUX BUPA30K € MiHIMaJIbHI 3MiHU CJIM30BOI 060-
soHkHU. XK Takok 4aCcTO CyNpPOBOKYETHCS yTBO-
peHHsIM cTPUKTYP i dictya [21]. [7mbuHa 3amanbHo-
ro TIpoIlecy € OCHOBHOIO BigMmiHHicTIO Mixk XK
i HBK. /Ins XK xapakTepHUM € TIONTMPEHHS 3ara-
JIeHHs BiJ{ CJIM30BOI 000JOHKH 10 MiACAU30BOTO
mapy, sike MOKe OXOTLIIOBATH TJIUOTIT MIapy CTIHKA
kumiky, Tofi sk ipu HBK 3anasenus oOMexyeTbest
TIJTBKY TOBEPXHEBUMU IIAPaMHU, 30KPeMa, CITM30BOI0
obostonrkoto [66]. TToxibHi 3mMinu 3adikcoBaHi B Ha-
BeJICHOMY HaM¥ KJIiHIYHOMY Buniaky. JlJaboparopHi
MMOKAa3HUKY BKJIIOYAIOTH ITiABUIIEHHS MapKepiB 3a-
nasensst: [ITOE, CPII i mo3utuBHMil pe3ybrat Ha
KaTbIIPOTEKTHH y Kauti. [loTeHTiitHIM cepoIoTiaHIM
MapkepoM negiarpuunoro HBK e antuneiitpodins-
Hi uronyazMatuyni anturisa (ANCA) nporu
PR3 — mapkepa rpanysiemato3y 3 nosianriitom [21].
B onucanoMy HaMu BUTIAJIKY KOJTOHOCKOTIiS TiJI-
TBepNJIa XPOHIYHUI aKTUBHUH 1JIEOKOJIIT, 3TOIOM —
MaHKOoJIIT, 1m0 MopdoJioriuao BiamoBizanu HBK
(mecdopmarriss KpUIT, ICEBIOBOPCUHYACTUI TIPO-
dinp, HefiTpodinbpHa iHiAbTparis). [eHeTHUHUM
obcreskennsiM y saboparopii «INVITAE» (CIITA)
BUSIBJICHO B TE€TEPO3UTOTHOMY CTaHi ajiesib i3 Mi/[BU-
meHuM pusukom y redi NOD2 ¢.3019dup (p.
Leu1007Profs*2). lenetnuni 3minu B reni NOD2
yacTo acolioioTbed 3 XK, ajse iXHd HagBHICTD He
€ abCoOTHO crierudivHow st 1iel xBopobu. Boxu
TaKOXK MOKYTh OyTH BusiBjieHi B namienTis i3 HBK,
110 MiIKPECIIIOE CKIAJAHICTD JiarHOCTUKM 1 HeOOXiI-
HiCTh KOMIIJIEKCHOTO TTi/IXO/Ly /10 BUBUEHHS T€HETHY-
HUX aCIeKTiB IIUX 3aXBopioBaHb. baraTo gocmikeHb
BKa3yIOTh Ha Te, IO MeBHI FTeHeTUYHI 3MiHU B TeH1
NOD2 Moy Th MiJIBUILYBATH CXUJIBHICTD 10 000X
3axBOpIOBaHb. e MmiATBepIKEHO PsIIOM Ty OJTiKaltiii,
SIKi 3BE€PTAIOTHCS 710 BAKJIUBOCTI TeHETUYHOTO CKPU-
HIHTY JIJIS1 PO3YMIHHS CXMJIBHOCTI 10 000X 3aXBOPIO-
BaHb i iXHBOTO B3aEMO3B'3KYy [2,14,17,27,63]. ¥ Ha-
BeJ/IEHOT HAMU XBOPOI € 0CTATHHO JTaDOPAaTOPHHUX,
KOJIOHOCKOIIYHUX 1 FiCTOJOTrIYHUX O3HAK JIJIST i1~
TBep/iKkenHs aiarno3dy HBK [41]. HBK moxe nipo-
SIBJIATHCA Y Pi3HUX (pOpMax — Bijl JIETKUX /10 pehpak-
TEPHUX, SIKi 1HKOJH MOTPEOYIOTh KOJEKTOMIl
[41,66,69]. Y 10—15% Bumnazkis BizizHa4aioTh arpe-
cUBHUH nepebir 3axBopioBanHs, T/l K y 70-80%
MAIIEHTIB KyMYJSATUBHUN PU3UK PEIU/INBY Yepe3
10 poKiB 3a/IMIIAETHCS 3HAYHUM. YPasKeHHS TPOKCH-
MaJIbHUX BiJJIiJIiB KUTIEYHUKA BIPOJOBK YChOTO
nepebiry xsopobu criocrepiraiors y 12—30% naiieH-
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tiB. CyKkymnHuit pusuk Kosexromii uepes 51i 10 pokis
cranoButh 10—15% [66]. JlikyBanuss HBK norpebye
IHAMBIIyaJIbHOTO TiIXOAY 3aJ€KHO BiJl TSXKKOCTI,
JIOKAJTi3allii Ta HassBHOCTI YCKJIa{THEHb. 3aCTOCYBaH-
HS Cy4acHUX TepaleBTUYHUX CTpaTeriii, 30Kkpema,
6i0JIOTIYHUX MTPenapaTiB i HOBITHIX TAPTeTHIX 3ACO-
6iB, 3HAYHO MOJIIIIITYE TIPOTHO3 i AKICTh JKUTTSI TTalli-
entiB. Tepariist mepeabavyae 3acTOCyBaHHS aMiHOCA-
JinuaaTiB (McajJa3wH, MeCcakoJ, cajdodalbk,
MeHTaca) — MepopasibHi Ta peKTaibHi hopmu (CyTo-
3UTOPii, KizmMn). KopTukocTepoinn 3acTOCOBYIOTH
MIPU CepeTHbOTSKKNX 1 TsKKUX popmax HBK, kom
aMiHOCATIIUJIATH He Al0Th e(eKTy: TPeHi30I0H,
METHUJITIPETHI30JI0H (TTepOpabHO 200 BHYTPIIITHBO-
BEHHO) — IIPU 3arOCTPeHHi, OyaecoHi (EHTOKOPT,
OyneHodarbK) — MIiCIIEBO AIFOUMIT CTEPOI i3 MEH-
II0I0 CUCTEMHOIO Aielo. KopTukocrepoinu He npu-
3HAuYalOTh /71 NiITPUMaHHS peMicii yepe3 3Ha4YHi
nobiuni edexrn. IMyHOCYyIpECHBHY Tepariio 3acTo-
COBYIOTb IIPH YaCTHX 3arOCTPEHHSX a00 CTIKOCTI 110
cranzapTHoro JjikyBanHs. [le azationpus, 6-mep-
KalTOIyPUH — /IJIs1 IOBFOTPUBAJIOTO MiATPUMAHHS
pemicii, MeToTpekcat — y pasi HeeeKTUBHOCTI 260
HETIEPEHOCUMOCTI TIOTYPUHIB. 32 HASIBHOCTI TSXKKO-
ro abo pedpaxreproro HBK pekomenyors 6io10-
riuny reparito: inribitopu OHIT-a (haxTop HEKPO-
3y nmyxsinH anbda, TNF-a — Tumor Necrosis Factor
Alpha), indrikcumab (pemikeiin), aganimymab (xy-
Mipa), rosimymab (CiMITOHI), aHTarOHICTH iHTETrpPH-
HiB: Befosrisymab (eHrusio, inribitopu JAK-kinas:
todaruruni6 (Xeljanz), — 1ist naiienTis, JiKyBaHHsI
SAKUX € PE3UCTEHTHUM 0 IHIIUX METO/iB
[16,49,53,60]. /1o HOBiTHIX MeTO/IB JiIKyBaHHS Ha-
nesxkath yrmaganutusi6 (inriditop JAK-kinas, edex-
tuBHUH 3a TskKoro HBK) i pucankusymab (iHri6i-
top IL-23) [18]. 3a HeedekTUBHOCTI
MeIMKaMEeHTO3HO1 Tepalii, PO3BUTKY TIKKUX
ycKJIaHeHb (Tiepdopallist, TOKCHIHUI MEeTaKOJIOH,
AMcILIasist abo pak TOBCTOI KUIIKHM ), Y Pasi HEKOHTP-
0JTBOBAHOI KPOBOTEUI IIPOBOANTLCS XipyPTivHE JIKY-
BanHs. /{0 onepatnBHUX MeToAMK JikyBaHHSI HBK
HaJIe)KaTh: TPOKTOKOJIEKTOMIS 3 Ie0OaHATbHUM pe-
3epByapoM (J- a0 S-moiOHMIA iTeaTbHUI Pe3epBY-
ap) — 3i 36epesKeHHsIM aHAJIBHOTO OTBOPY Ta MIPOKTO-
KOJIEKTOMIs 3 1JIeOCTOMOIO — TOBHE BUJAJIEHHS
TOBCTOI KUTIKY i (hOPMYyBaHHS CTOMU. Y HaBeJEHOI
MAIIEHTKY TPOTPECYBAHHS XBOPOOU 3 YPasKeHHSIM
mikipu (Oy/p03HMiT memiroin) (puc. 3), pO3BUTKOM
MaHKOJIITY, IMOBIPHO, 3yMOBJIEHE HECUCTEMATHUHUM
3aCTOCYBAHHM JIiKiB 1 CAMOBIJIBHUM ITPUTTUHEHHSIM
iXHbOTO BBEJIEHHS MATiP'10, IO TAKOK MOSICHIOE TI0-
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TepeHi TPYAHOIII B OIiHIOBAaHHI e(DEKTUBHOCTI JIi-
kyBanHs1. OcTaHHill 4eproBuii Kypc KOMOIHOBAHOI
Tepallii MeToTpeKcaToM, agasiMyMabom i 6yaeHo-
(barbKOM BUSBUBCS pe3yIbTaTUBHIIM: HA Yac HaTIH-
caHHs myOstikanii KomMGiHOBaHa KOHTPOJIbHA €H/I0-
CKOIIisI TTOKa3aJ1a 3MEHIIIEHHS] BUPa3KOBO-3alaIbHUX
3MiH Y KUIIIEYHUKY, HOPMAaJIi3allito BUIIOPOKHEHbD,
BiiCyTHICTH a610MiHAIBHOTIO OOJIIO Ta TEHE3MIB, BiJl-
CYTHICTb 3MiH Ha mKipi. OfiHAK A7 OCTATOYHOTO
OITIHIOBaHHS e(DeKTUBHOCTI TPU3HAYEHOTO JIIKyBaH-
Hs TOTPiOHO Gijblie Yacy JJIs CIIOCTEPEKEHHS Ta
MOHITOPUHTY Pe3yJIbTATiB.

Anewmis B miteit npu HBK € nommpennm yckman-
HEHHSIM, siKe (DiKCYIOTh IPUOJIM3HO Y TPHOX i3 YOTH-
pbox xBopux. [le Moske 3HaYHO BIJIMBATH HA 3arajib-
HUH CTaH AUTUHY, COPUYUHSIOYH CJIA0KICTh, BTOMY
1 3aTPUMKY po3BUTKY. BoHa 9acTo € Hac1i koM Xpo-
HiyHOI KpoBOTeYi, lebinuty Fe, mopyiments BCMOK-
TYyBaHHS TTOKMBHUX PEYOBUH 1 BIJIUBY 3aITaTbHUX
npotieci [50,54]. BectanoBiieHo, 1110 3aXBOPIOBAHICTh
Ha aBTOIMYHHY TeMosiTnuny anemiio (AITA) mpu
HBK nermto nepeBuiiye noka3Huku, 3agikcoBani
B 3arabHiii nomysii [70]. Y 6inbinocti maiieHris
i3 mankositom nipu HBK giarnocrytors AITA [68].
[ly1g KoperyBaHHS aHeMil BAKJIMBO CBOEYACHO 1 TTpa-
BUJILHO JIIarHOCTYBATH ii IPUYMHU Ta 3a0€3MeYnTH
BiZINTOBi/IHE JIIKyBaHHS, 30KpPeMa, 3aMiCHY Tepariio
npenapatamu Fe, koperyBanHs XapuyBaHHS, KOHT-
POJIb OCHOBHOTO 3aXBOPIOBaHHS TolI0. BuBuennsa
YCiX KJIIOUOBUX ACIEKTIB /]aJI0 3MOTY KOMILJIEKCHO
OI[IHUTHU CTaH TMAI[IEHTKU. Y HaBeJIEHOMY KJITIHIYHO-
MY BUIQJIKY JIiaTHOCTOBAHY TiMTOXPOMHY MiKPOIIU-
TapHY aHeMifo MOYaTKOBO po3Iiinuan K 3/]A kom-
61HOBAaHOTO TeHe3y, y T.4. MOCTTeMOPariaHoro
XapakTepy, OCKiIbKU Oy/Iu SIBHI MPOKUIKNA KPOBI
B KaJli Ta Pi3Ko MO3UTHBHI y (ekasisx mpodbu Iperep-
ca, mpoba Ha TpanchepuH i reMoriobin. OHaK mpu-
3HAUEHH Pi3HUX IpernapaTiB Fe He f1a710 04iKyBaHO-
ro TepareBTUYHOTO eekty. [lokasHuKkmn 4epBOHOI
KPOBI He 3MIiHIOBaJIKCS, a IIOTIMOIEeHHS aHeMil IIpu-
3BEJIO JI0 TOTPeOU CyOCTUTYIIIIHOTO TeMOTpaHcdy-
3ifiHoro miaTpuMaHHs. BogHouac y nmaiieHTKn BU-
SIBJIEHO TinepOimipybiHeMito Ta TeraTo Ti€HaTbHII
CHHJIPOM, II[0 CIIOYATKY OyJIM Kiacu(ikoBaHi SIK 110-
sakutkoBi mpossBu HBK. Tematomienambunii cun-
JIPOM JIOCJII[ZKEHO TIJISIXOM JIAO0PATOPHOTO OIHIO-
BaHHS (PYHKIIi MeYiHKMA, CKPUHIHTY CUCTEMHUX
3aXBOPIOBaHb CIIOJYYHOI TKAHUHHU, BIPYCOJIOTTUHUX
TecTiB, Y 3/l opraniB yepeBHOI TOPOKHUHU, €J1aCTO-
rpadii. /IJ1s1 omiHIOBaHHS TPUYUH TinepOimipybiHe-
Mii ipoBezieHo 11poby Kymbca, a Takosk BU3HAUYEHO
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piBenb JIII' i peTukynouutis. Peayabratul iux g0-
CJTiKeHD CBITYUJIN TTPO HASIBHICTD TeMOJIi3Y, aBTOI-
MYHHUH XapakTep SKOT0 BUKJIIOYEHO HeraTUBHUM
npsimuM TectoM Kymbca. ITpore uepes HeogHO3HAY-
HU 11epebir aneMii IPOBeIEeHO I0AaTKOBI AiarHoc-
TUYHI JOCJi/KEHHS. 3 OTJISAy HAa HAsIBHICTH TiMIOX-
POMHOT MiKpPOIIMTAPHOI aHeMii BUKOHAHO aHaJi3
pisaga Fe, ¢peputuny, Hacuuenns Tpanchepuny
i erexTpocdopes remoriobiny. OrineHo MOpGhOJIOTiI0
Ep i BusiBsieHo MimeHenoni6Hi ta ssapoMicHi Ep
y Ma3Ky nepudepuanoi kposi (puc. 1). Baxkausum
nudepenIliaJbHO-[IarHOCTUYHUM TecToM Mix 3/[A
i TasTaceMi€to € BU3HaUeHHs iHekcy Meniiepa, SKuit
po3paxoByoTh 3a (popmysioo (MCV /xinbkicTs Ep),
110 B HaBe/IEHOMY KJIIHIYHOMY BUTIAJIKY CTAHOBUB
11,5. loBeneHo, sIKIIo iHgeKe MeHIiepa MEeHIITI 3a
13, 11e, iMOBipHO, BKa3ye Ha Tasnacemito [7]. I1i 06-
CTEeKEHHsI 3aCBIIUMIIN XapaKTePHi /ISt TeMOTI00iHO-
natii nopymieHHs. [IpoBeneHo MoJieKyIsIpHO-TeHe-
TUYHE TeCTYBaHHS METOJOM CeKBEHYBaHHS
HactymHoro nokomiaHsa (NGS) na mmargopwmi «Ion
GeneStudio S5» (Ion Torrent™ by Thermo Fisher
Scientific) y Biaaizai OHKOTEHETUYHUX JOCJIIPKEHD
nabopaTopii mearuHoi reneTrky HarionaabHol -
Ts1uoi crertiasizoBanoi JikapHi «OXMAT/IUT», ske
BUABUJIO BiJIOMUI TATOTEHUI BapiaHT y reTepo3u-
roTHOMY cTaHi B reni B-rinob6iny (HBB)
(NM_000518.5) c.315+1G>A (p.?) (rs33945777),
XapakTepHuii 171 -ranacemii (puc. 2). leii BapianT
takox Bigomwuii ik IVS-11-1 (G>A) [9,24,35,46,47].

B-Tamacemis — 11e rpyTa CaJIKOBUX 3aXBOPIOBAHb,
10 BUHUKAIOTHh Yepe3 MOPYUIEHHS CUHTE3y
B-r1061HOBUX JIAHITIOTIB. Y TOMO3UTOTHIN (hopmi
(BesmuKiii TasaceMii ) BOHA BUKJIMKAE TSKKY aHEMITO,
sKa 0Tpedye peryIsipHUX IeperuBanb Kposi [1,4].
¥ rerepo3uroTHiit GopMi 3aXBOPIOBAHHS TTPOSIBJISI-
€ThCsI JIErKOI0 200 MOMIPHOIO TIIOXPOMHOIO MiKPO-
IUTapHOI0 aHemieto. [aTosorig 3ymoBiieHa reHeTny-
HUMM 3MiHAMU B 0JHOMY a60 060X ajiesisix reHa
B-r106iHy, 1110 TIOpYIITy€ BUPOOIEHHS B-T106iHOBOTO
6i1K0BOrO KoMIoHeHTa ['6 i clipuynHsIE pO3BUTOK
anewmii. [Tpomixxamii henoTH i3 epiofUIHUM TIEpE-
JuBaHHIM ab0 6€3 HbOTO TaKOK MOKEe BUHUKATH
B TIAITIEHTIB, SIKi yCaIKyBaJU TeHETUYHI 3MiHU 3 T10-
MipHUM BILTHBOM Ha B-TJ106iH 200 32 HAsIBHOCTI MO-
JIyJIITOPIB. Y T€TEPO3UTOTHOMY CTaHi (K y HaBeje-
HOMY HAMU BUTIA/IKY ) CHHTE3 B-T100iHyY 3HUKEHUT,
aJjie 9aCTKOBO 30epeKeHH it 32 PaXyHOK HOPMAJIBHOT
KOTIii reHa. B-TajaceMisi yCIaJIKOBY€ETbCS 3a ayTO-
COMHO-PEIeCUBHUM THUIIOM, 1 YPaXKY€E SIK YOJIOBIKIB,
Tak i xkiHok [1,13,26]. 3aBagku mirpaitii Jioziel 3a-
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KAIHIYHMI BUTTAAOK

XBOPIOBAHHS PEECTPYETHCS B PIZHUX YACTUHAX CBITY.
3a TaHUMU JIiITepaTypu, IMOPOKY Ha MJIAHETI Hapo-
mkyerbest 6imsbko 100 000 giTeii i3 TsRKUME hop-
Mam¥u TasaceMii [4,42]. Tamacemiuni cunApOMHU MO-
JKYTb BUSIBJIATUCS B PI3HUX €THIYHUX Ipynax, y T.4.
B Ykpaini [20], mpoTe HaiiyacTillle BOHU TPATLJISTIOTh-
csl cepen JIoJIel, sIKi MoxoaaTh i3 CepeazeMHOMOP-
cbkoro periony, Adpuku, bansskoro Cxony, 11is-
nennol ta IliBnenno-Cxignoi Asii, IliBgennoro
Kwurato i Tuxookeancbknx ocTpoBiB [42]. B €Bpori
HABUIII piBHI 3aXBOpioBaHHs 3adikcoBani B [perrii,
npubepeskHUX paitonax Typeuuntu, miBaennii Ie-
nauii ta miBgeHHi yactuni Itamii [42,56]. B Azep-
GaiijKaHi TeTepo3UroTHa B-TasaceMist TPaILISIEThCS
B 4—8,6% nacesenns [5]. MasbiBu MaloTh HaiiBY-
Ui piBeHb HOCIiB Tasacemii y ¢BiTi (16—18% Ha-
cesiernst) [26]. Mimenenozi6ni Ep € Tunosoto o3Ha-
KOIO TasaceMmii (TepMiH BKa3ye Ha Te, 110 hopma Ep
Hara/ly€ MillleHb, 3Ba’KA0YM HA 30BHIIHIO O/~
6uicTh). Mimenenoaioui Ep, abo kopomutu — 1te
KJITUHY 3 GJISTKII00 TOHKOIO 30BHITTHBOKO YaCTHHOTO
1 TOTOBIIEHHSM Y TIeHTPi. KiiTnHr-MilieHi MOy Th
3'SIBJITUCS B ITepudepruHiii KPOBi 3a MeKaMH KiCT-
KOBOTO MO3KY, sIK1110 06csir Ep niepeswuiye Bmict I'6
y Hux [59]. Boarouac moxi6ui smiau mopgodiorii Ep
MOJKYTb CIIOCTEPITaTUCS TIPY IHNTUX MATOJIOTISX, Ta-
KHX sIK XBOpob6a remoryiobiny C, cra mmics cruie-
HekToMil a60 06cTpyKTHBHA KOBTsHUI [39,59] Ta
epuTpornoeTnyHa mpoTornopdipis [22]. ¥ HaBeneHo-
MY HaMU KJIHIYHOMY BUTIQJIKY TIPU TITTOXPOMHIH
MIKPOIIUTAPHIN aHeMii, pe3UCTEHTHI /10 3aCTOCY -
BaHHs npenaparis Fe, i3 BUsBieHHAM MilieHenoio-
HuX Ep Haliriepiie BUKJI0OYaAN TajgaceMito. 3a pe-
3yJbTaTaMu AOCTisKeHHs enekTpodopesy I'6
1 MOJIEKYJISIPHO-TEeHETUYHUX JIOCTI/IKEHD Y JIIBUMHKU
BepudikoBaHo B-TasaceMiio. Y NMali€eHTKA BUSIBJIEHO
migsuiienus HbA2 i HbF na tii 3uuxkenuss HbA
(HbA - 87,2%, HbA2 - 6,0%, HbF — 6,8%). Taki
3MIHM TOB’SI3YIOTh 13 B-TasaceMi€io MPOMiXKHOO,
xoua piBenb HbF moske Habnuxkarucs 10 noKasHu-
KiB, XapaKTepHUX i /i1t MiHOpHOI (hopmu. CyKyIi-
HiCTb TEHETUYHUX, TAGOPATOPHUX 1 KITHIYHIX TaHUX
y HaBe/IeHOMY KJIIHIYHOMY BUIA/IKy BKa3yOTh Ha
npoMixHy opmy B-Tanacemii. A came: 1) nmaroren-
nuii Bapiant y reni HBB (¢.315+1G>A) [53]; 2) miza-
sutieni pisai HbA2 (6,0%) i HbF (6,8%) cBiguath
PO KOMITeHCATOPHE 301IbIIEHHST CHHTE3Y 8- Ta
Y-JIaHITIOTiB Yepes gaedinuT B-manioris; 3) 36i1b-
NIeHHS CeJie31HKU € XapaKTEepHUM TIPOSBOM
B-Tamacemii mpoMizkHOI hOPMH, 3yMOBJICHUM TTOCH-
JIEHNM TeMOJTi30M, KOMIIEHCATOPHUM €pUTPOIIOE30M
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CLINICAL CASE

Ta CEKBECTPAITIEIO KJIITUH KPOBI, 10 CIPUYUHSIE PO3-
BUTOK aHeMil; 4) moTpeba B epeMBaHHI epUTPOITH-
TapHOI Macu CBiTYUTH ITPO MEePioIh BaXKUOl aHEeMil,
IO TATBEP/KYE MPOMIXKHUHN XapaKTep 3aXBOPIO-
BanH4 [1,13]. OTixe, mpoBeeHNI KOMILTEKC /IiarHOC-
TUYHUX 3aX0/IiB /I03BOJINB OTPUMATH JIETATBHY Kap-
TUHY aHEMiYHOTO CTaHy B [iBUMHKU Ta YTOUHUTHU
JliaTHO3, 1110 MaJIO BUPillaJbHe 3HAUYeHHS JIJIS T10-
JIAJIBIIOTO JIIKYBaHHS.

g Tanmacemii XapakTepHi TSKKI KIHIYHI YCKITaI-
HEHHs, Ki BAHUKAIOTh BHACTIIOK Hee(PeKTUBHOTO
€pPUTPOTIOE3Y, XPOHIUHOI aHeMil Ta TIePEeBAHTAKEHHS
Fe [1,4,40,44]. IlepeBaHTakeHH 3271i30M ITPU3BOANTD
1o BifkmaneHHs Fe B opranax (cepiie, mevinka, 3a710-
31 ); CILJIEHOMETATI1, STKAa TPU3BOJNTD JIO TillepPCILIEHi3-
MY; EHOKPUHOTATII SK HACJTIIOK TITIOTOHAIU3M, 1Ty~
kposuii xiadet [10,40,56]. CepiieBi ycKIagHeHHS Ipy
TajsiaceMii MOXKYTb CIIPUYMHUTYU CMEPTh MAIl[i€EHTIB
[40,61]. Hakonmuennst vagymmnikis Fe B nediniii npu-
3BOJIUTB IO IiIBUIIEHOIO PUSUKY PO3BUTKY (iOPo3y
Ta renaroresossaproi kapruaomu (I'TIP). Temotpamnc-
(bysiitHa Tepartisg Takox € haKTOPOM PUBUKY JIJIST PO3-
Butky 'IIK y mamienTiB yepe3 XpoHiuHi BipycHi iH-
dexitii, 3okpema HCV a6o HBV. CyuacHi BapianTu
aikyBanss 'TIK y martienTis i3 Tasacemiero BKJoua-
IOTb [JIAHW CKPUHIHTY Ta MPOMIIAKTUKY HA JOAATOK
JI0 CTPATETi# JIIKyBaHHS, CIIPIMOBAaHUX Ha (hakTOpH
pusuky ['TIK [40]. Yepes xpoHiuHY aHEMiIO TTpH Tasa-
ceMii BiIzHAYAETHCS 3HAYHA TinepTpodis epuTpoiIHo-
IO M1apOCTKA, SIK Y MEyJISIPHUX, TaK i B eKCTpame/y-
agapHux pinguakax. [le npusBoauts g0 aedbopmaitiii
ueperia Ta 00syyst [4,30]. EputponoerinyHa TKaHHA
YTBOPIOETHCS MEPEBAKHO B CENIE3iHTII, MTediHili, TiMpa-
TUYHUX BY3J1aX, a TAKOK MOXKe ypaKyBaTH 3B sI3KH,
HUPKU, HATHUPKOBI 3a7103H, TIJIEBPY, 3a09€PEBUHHY
KJIITKOBUHY, TIKIPY, & TaKOXK riepudepuyHi i ueperHi
HEepBU Ta CHUHHOMO3KOBUIT Kanan [4,44,61]. 1o mo-
TaHOTO POCTY JIiTEl, XBOPUX HA TaIaceMii, IPU3BOJSATD
XPOHIYHA aHEMisI Ta CTIIIEHOMETasIist (T.3B. CIIJIEHOTEH-
Huil indarTITizM). Yepes nocuseHns pe3opOitii abo
3MEHIIICHHS yTBOPEHHS KiCTKOBOI TKAHUHU 3a3BUYail
BUHUKAE 0CTeonopo3. OcTeorneHis Ta 0CTe0nopo3 po3-
BUBAIOTHCS B ITIOHAJL [IOJIOBUHU IMAIIEHTIB BIKOM BiJ]
12 pokiB, 9KUM JIilarHOCTOBAHO BEJUKY TaJIaceMiio
[30]. ¥ xBOpUX Ha BeMKY Ta MPOMIiZKHY B-TasaceMito,
0COBJIMBO ITC/ISA CIIJIEHEKTOMIT, T ABUIILYETHCS PUSHK
TpoMOOeMOOIUHKX MO [4,45]. Y HUX TaKOK MOK-
JIMBI TOpPYTIEHHS (DYHKIII HUPOK, BUKJIMKAHI TIepeHa-
Bantakenusm Fe [65].

JlikyBaHHs TasaceMii mepeabadae Kijabka mep-
CIIEKTUBHUX Mi/[XO/IiB: TEHHY TePaIliio /IJid Kopery-
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BaHH CITiBBIHOIIEHHS o./B-T/I06iHIB i pelaryBaHHs
TeHEeTMYHUX MYTallill, 3aCTOCYBaHHS MPeTapaTiB, M0
IHIYKYIOTh (heTaJbHUI TeMOrI00iH, TAKUX SIK T1APO-
KCHCEYOBUHA, & TAKOK aTeHTH /I03PiBaHHS €PUTPO-
noesy (corateprient, Luspatercept). Cepen iHnux
METOJIiB — akTuBaTopu mipyBaTkinasu (AG-348),
iHTiGiTOpH stHyC-KiHas3u 2 (PyKcoTiTHHIO), iHri6iTO-
pu ruinuHOBOrO TpaHcnoprepa 1 (biToneprun), Te-
paris it KOHTPOJIIO JMCPEryJasifii 3aii3a yepes
MiHIrencuInHY, iHri6iTopr TpaHcMeMOpaHHOI TIPO-
Teasu cepuHy 6 J1ist 361TbIIIEHHST CHHTE3Y TeTCH/IH-
HY, a TaKosK iHTi6iTopu hepormopruny (VIT-2763).
[li MeTO M CTIPUSIOTD MOJINIIIEHHIO €PUTPOTIOE3Y,
3HUIKEHHIO aHeMil, TeMOJIi3y Ta KOHTPOJIIO PiBHS 3a-
si3a B opranismi [1,31,34,36,40,43,49,61,64].

Hecnernudiuynnii BupaskoBuii KOJIT Ma€ HUIKY
CHUCTEMHUX TPOSIBIB, CepeJl SIKNX YiJibHe MicIle Ha-
JIESKUTD yPaKeHHIO IeYiHKU, HUPOK 1 MOPYIIEHHIO
(hizuunoro po3BuTKy. O/HNM i3 HalicepHO3HIMNX
reratobiiapHuX yCKIa{HeHb € IePBUHHUN CKIIEPO-
3ytountii xosanrit (IICX), mo giarnocryors y 3—5%
narientis i3 HBK [19,52]. Ile xpoHiuHe mecTpyK-
TUBHE 3allaJieHHsI JKOBYUOBUBIJIHUX IIPOTOKIB, sIKe
IIPOSBJISIETHCA SKOBTSIHUIICIO, TTi/IBUIIIEHHSM PiBHS
HeYiHKOBHMX (hepMEHTIB, rellaToMerasIi€eio i morpedye
MiITBEP/KEHH MeTo/IaMy Bizyausizarttii, ak ¥ 3/[ ta
€HJIOCKOTIIUHA PeTPOrpajiHa X0JaHTiOTaHKpeaTorpa-
Gisg. OcHoBHUM (hapMaKOJIOTTYHIUM 3aC000M Teparrii
npu [I1XC € ypconmesokcnxoseBa KUcaoTa, 0lHAK
V TSKKUX BUTIAJKAX €IMHUM BapiaHTOM JIiKyBaHHSI
3aJTMIIAETHCS TPAHCIIaHTaIis nedinku [19,52].
[TICX posrispaioTs SK nepeipakoBuii CTaH, MO ITi/I-
BWIILYy€ PU3UK PO3BUTKY XOJAHTIOKAPITMHOMH Ta KO-
JIOPEKTATbHOTO PaKy, TOMY MaIliEHTH I[i€1 TPYTIU T10-
TPeOYIOTh peTesIbHOTO criocTepexkerts [72]. Oxpim
IICX, y 4% xBopux na HBK moske po3BuBaTtucs
acoIliioBaHUH remaTuT, SKUH KITHITHO TPOSIBIISIETD-
Cs1 TAJIbMapHOIO €PUTEMOIO, TeJIeaHTieKTa3isIMH, Ka-
MJISIPUTOM, KOBTSHUIIEIO, 3MiHAMU KOJILOPY Cedi Ta
KaJIy, a TAKOK 301IbIIIEHHSIM 1 YILIbHEHHSIM TTeYiH-
Ku. BioXiMiuHO BiH XapaKTepU3yETbCSI CUHIAPOMOM
IIUTOJII3Y JIETKOTO 200 CePETHBOTSIKKOTO CTYIEHS.
3arpumka ¢izuaroro (y 25% BUINAJKIB) i CTAT€BOTO
po3BUTKY (18%) € BaxkmBuM yckiaannenusym HBK,
1110 BUHUKAE Yepe3 CUHIPOMU MAJIBIUTECTI] Ta Ma-
JhabCopOIlii, a TAKOK YHACIIIOK BIUIUBY Me/iaTOPiB
3araJeHHs Ha 30HU pocTy [48]. YpaskeHHS HUPOK
IIPU 3all/IbHUX 3aXBOPIOBAHHSX KUIIEYHUKA KOJIHU-
BA€ETHCS BiJl TJIOMepyJIoHedpUTY, HedporiTiasy, Ty-
OystoiHTepCTHIIABHOTO HeGpHTY, HePOTUIHOTO
CUHJIpOMY /10 amifoino3y [32].
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Bapro Bigznauurtu, mo HBK i Tanacemis maioTh
HU3KY CIIBHUX KJIHIKO-7Ta00paTOPHUX O3HAK, IO
MOKe CBIJYUTU TIPO MOTEHIIiIHI maToTeHeTuYHi
MEePeTUHN MiXK IIUMU 3aXBOPIOBAHHSAME. 30KpEMa,
JKOBTSIHUIIA 1 TinepOimipybineMist xapaKTepHi 11t
000X IATOJIOrii: IIpU TajaceMii BOHUM € HaCIiAKOM
MMOCUJIEHOTO TeMoJIi3y, Toi K npu HBK moxyTh
OyTH 1OB’s13aHi 3 ypasKeHHsIM TT€4iHKU, 30KpeMa, TIPH
po3Butky [ICX. ¥YpaskeHHS HUPOK TaKOK MOKJTITBE
B 000X Bumaakax. [Ipu Tasmacemii BOHO pO3BUBAETHCS
uepes nepeBanTakeHHst Fe abo rinokcito [65], a mpu
HBK - yHacsiiok iMyHO3aIaTbHUX MEXaHI3MIB Ta
YCKJIA/IHEHD, TIOB sI3aHNX 13 TPUBAJIOIO Tepartieo [8].
3aTpuMKa pOCTy Ta ypakeHHS eHJIOKPUHHOI
CHCTEMH MOXKYTbh crioctepiratucs ax npu HBK
[6,32], Tak i mpu Tasmacemii [ 10,56]. ¥ nepmiomy Bu-
HajaKy Iie Moske OYTH HacJiKOM Majbabcopoiii,
XPOHIYHOTO 3aTTaIbHOTO MTPOIIECy Ta HeZOCTATHOCTI
xapuyBaHHd [6], a B 1pyroMy — 3yMOBJIeHe
HnopyIieHHsaM MeTabori3my Fe Ta yckiagHeHHsIMY,
MOB’sI3aHUMU 3 XpoHiuHOIO0 aneMieio [11,12,40,56].
Kpim Toro, apTpaJirii Ta ocarii TparisitoTbCs TPu
060x cranax. [Ipu HBK BoHu yacTo € mpossBoM
acoIif0BaHOrO CEPOHETATUBHOTO apTPUTy abo
octeonopody [48], Toni gk npu Tamacemii —
HACJIiZIKOM 3MiH Y KICTKOBifl CTPYKTYypi yepes
nopyuieHuii remonoes [11].

Y mixysarai HBK i Tanmacemii € crisibHi TOUKT 10-
TUKY. Tak, /1 niATpUMaHHS epUTPOIIOe3y 3aCTOCO-
BYI0TH hostieBy kucoty. [Ipu HBK dhomieBa xuco-
Ta HeoOXi/[HA Yyepe3 MOPYIIEHHS i1 BCMOKTYBaHHSI
B KUIIEYHUKY 1 /17151 3HUKEHHS PU3UKY KOJOPEKTab-
HOTO paKy (0COOJIIMBO Ha TJIi TPUBAJION TEPATTii CyJIb-
(hacanmaznaOM, METOTPEKCATOM). X0OUa CITiJIbHI Ta
BiIMiHHI aclleKTH, a TaAKOXK JeIKi METOIM Tepatil
OJIHOTO 3aXBOPIOBAaHHS MOXKYTh HEraTMBHO BILJIMBA-
TH Ha T1epebir iHMIoTo.

[TamienTn 3 TasaceMi€ro CXUIbHI 10 TIepeBaHTa-
xeHHs Fe uepes yacti remoTpancdysii, ToMy iM TIpu-
3HAYaloTh 3aJ1i303B’s13yI04i TIpenapatu (gecdepat,
nedepacipoxke) [40], aki MOXKYTh TTOZIPAa3HIOBATH
cauzoBy KT, BuKkavKaoun IUCIIENTUYHI SBUIIA,
Jiapeto, Bupasku, 1o moripinye mepebir HBK. XBo-
pi na HBK vacto matots 3/[A yepes xponiuni KpoBo-
BTpaTH, TOMY iM HeoOXxifnHa dheporeparrist. OqHak
Ha/MIOK Fe Moske oCHIIOBaTH OKUCIIOBAIBHUI
CTpec i OTipITyBaTH 3aaTbHUN MTPOIleC Y KUIIey-
HUKY, 110 € HebakanuM ripu HBK. Tlepopasibhi mpe-
naparu Fe (ocobimBo cysibdar Fe) MoxKyThb ogpas-
HIOBATHU CJINU30BY OOOJOHKY KUINEYHHWKA, IO
yekaaguioe epebir HBK. Koprukocrepoinu (nipes-
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Hi30J10H, Gy/1eCOHI ), 110 3acTocOBYIOThCst Tpu HBK
i He € CTAHIAPTOM Tepalrrii Ipy TajaceMii, MOXYThb
HOCHJIIOBATH OCTEOIIOPO3 1 MeTabO I YHI HOPYIIEHHS
npu 1iit xBopoOi. Biomoriuna Teparis, sika 3acTOCO-
Byerbest ipu HBK (inri6itopu @HII-o (iHbIrikcu-
Mab, agasiMmymalb ), MOJKe IIOCHIIOBATH IMyHOCYIIPe-
Cilo Ta BILJIMBATH HAa YAaCTOTY iH(EKIill y Nal[ieHTiB
i3 TasaceMi€lo. YpCoie30KCcuxoaeBa KUcjaoTa npu-
3HauvaeThes B Teparnii [ICX ta mpu skoBUHOKaM SHiT
XBOPOOi, 3yMOBJIEHI I T€MOJII30M, i € 6e31IeYHOI0 1151
060X KaTeropii namienTis. TpaHcIianTamis KicTKo-
BOT'O MO3KY, K PaJIMKaJbHII MEeTO/| JIIKYBaHHS ITPU
TasaceMii, 3 TPUBAJIOI0 HEOOXIHOK IMyHOCYIIPECI€I0
nizBunye pusuk saroctpenna HBK.

Ormxke, nanientn 3 HBK i tamacemieio morpebyiorsb
iHAMBiAyaJ bHOTO MiAXOMY M0 JIKyBaHHS, 1M00
YHUKHYTH YCKJIaJHEHb BiJl B3AEMO/Iii PI3HUX METOJIIB
tepanii. Jlocaigxkenusa B3aemonaii Mmizk HBK
i TamaceMi€0 MO’Ke JOMOMOTTH B KpPallloMy
PO3YMiHHI MeXaHi3MiB PO3BUTKY CYNYTHIiX
YCKJIa/IHEHD Ta MONTYKY ONTUMAJIbHUX TiIXOiB 10
JIIKYyBaHHS TaKUX MAIlIEHTIB.

BucnoBku

Hecnenmmdiunmii BUpa3KkoBUii KOJIT € XPOHITHIM
I7TIOATUIHIM 3aMTaJbHUM 3aXBOPIOBAHHSM KUTITEY-
HUKA, 1[I0 YPasKy€ MOBEPXHEBUII 1Iap CIM30BOI 060-
JIOHKU 1 MOKe CYIIPOBOJIXKYBAaTUCS TSKKUMU 1103~
KUIIKOBUMH TTposiBamu. 1llomo piTeit i3 XpoHiyHUM
60JieM y JKUBOTI, TEHE3MaMHU, TIPOKUIKAMU KPOBI
B KaJTi, BTPaTOIO0 MacH TiJia, Jikapi TOBUHHI MaTH BU-
cokuii piBens mizo3pu Ha HBK. CBoeuacHe 3Bep-
HEHHSI /10 TaCTPOEHTEPOJIOTa, eH/I0OCKOITIYHE Ta T1a-
TOTiCTOJIOTIYHE JOCJIJI’KEeHHd € OCHOBOIO
MPaBUJIBHOTO IIaTHO3Y Ta e(heKTUBHOTO JIiKyBaHHS.
Perenbauit moniTopunr namienTis i3 HBK mae 3mo-
I'Y paHO BUSBJISATH MO3aKUITKOBI TPOSIBYU Ta CYTyTHi
MaTOJIOTi1, IO CIIPUSIE TOJIIIIEHHIO TKOCTI JKUTTSI
namienTiB. Onucanuil yHiKaabHUHN BUTIA/IOK TIOE]-
Hanug HBK i3 mo3akumikoBuMY ypaskeHHSIMU Ta
B-TamaceMi€ro miaKpecaoe HeoOXiHICTh PAHHBOTO
JIIaTHOCTYBAaHHS Ta MYJbTUIUCIIATIIIHAPHOTO TIi/T-
XOJIy Z10 JIiKyBaHHS. Y HasBHUX JIiTepaTypHUX JIKe-
peJiax HeMae /IeTalbHOTO OMUCY KJIiHIYHOTO BUTIA/I-
KY, 1110 TIOEJTHY€ /1Bl HACTLIBKU CKJIQ/[HI TaTOJIOTIi, K
B-tanacemia i HBK. HaBenene namu nocuimkenHs
JIOTIOBHIOE iCHYTOUi 3HAHHS ITPO UMOBIPHICTD MTOIIN-
peHHs B-TasaceMii B yKpaiHCbKi# nomysitii [20].
AKIIEHTY€EMO Ha BUHATKOBOCTI TIOETHAHHAM TaKUX
CKJIQJIHUX JIBOX 3aXBOPIOBaHb, OCKIJIbKU KOXHE
3 HUX [OTpebye HelepeciuHoro MmiAXo1y 10 JiKyBaH-
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Hs. HaBesieHHS 1IbOTO KJIIHIYHOTO BUIIA/IKY € Baro-
MUM BHECKOM y MeJMYHY i IPAKTUYHY HAYKY,
OCK1JTbKH JIa€ 3MOTY He JIUIIIe Kpalile 3pO3yMITH 0CO-
OJIMBOCTI B3a€MO/III ITUX ABOX MATOJIOTIN, ase i 1o-
JUTIINTY JiarHOCTYBaHHS Ta JIIKYBaHHS MOMIOHNX
nanieHTis. JlocaipKeHHsa Taknx KoMOiHaLil 10ono-
MOske c(hOpPMYJIIOBATH HOBI TiTIOTE3H MO0 MEXaHi3-
MiB IXHbOTO ITOEHAHHS 1 TOTEHI[IHHUX TeparneBTUY-
HUX TMiax0/iB. [le 3yMoBIo€ moTpeby MPOIOBKEHHST
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