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The article describes a rare clinical case of malignant infantile marble bones disease in an female infant 8 weeks of age with apallic syndrome. The complexi-

ty of differential diagnostic search is presented as well.
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B ctatbe onucan pe,quVl KNUHUYECKIIA cnyuaﬁ I/IHCbaHTI/IJ'IbHOFO 3/10Ka4€CTBEHHOr0 0CTeoneTposa y ,l]ByXMeCFHHOVI [eBO4KKN C anannn4ecknum CUHAPOMOM.

nO,UHepKI/IBaeTCﬂ CNIOXHOCTb ,qwd)d)epeHumaano—nmarHocweCKoro noucka.

KnioueBble cnosa: 1eti, MHDAHTUIbHBINA 3710Ka4€CTBEHHbIA OCTEONETPO3, ananin4yecknii CUHLPOM.

Beryn
OCTeOHeTpos (OII) — pixgkicHe 3axBOpIO-
BaHHS, IIPUYUHOIO SKOTO € TeHeTUYHUI
nedext [1-3]. [Ipu ipomy naTosOTiYHOMY CTaHi
HAJIMIpHO TIPOJAYKYETHCSI KIiCTKOBAa TKaHUHA
Ta CIOBLIBHIOIOTHCS TIpoLiecH 11 pe3opO1Lii BHACITI-
JIOK nopytieHHs qudepentiantii, GyHKITIOHATBHOI
AKTUBHOCTI 0cTe00/1acTiB 2060 3MEHIIEHHSI TX KiJlhb-
kocti [1-3,16]. Ile mpu3BOANTH 3TOMOM /10 KPUX-
KOCTI KICTOK y TIAIlIEHTIB, HE3BaKal0uu HA BUCOKY
MIJIBHICTh KicTKOBO1 TKaHwHU. (OcTeoneTpos
BUKJIMKAE TIPUTHIYEHHSI KiCTKOBO-MO3KOBOTO
KPOBOTBOPEHHS 3 MOAAJBIIUM (POPMYBAHHSIM
eKCTpaMe/lyJIIPHOTO KPOBOTBOPEHHS 3 KOMIIEHCA-
TOPHUM 301/IbIIIEHHAM PO3MIPIB IIEUiHKH, CEIe3IHKN
Ta JiM(paTUUHUX BY3JIiB, HEBPOJIOTIUHI PO3JIaH,
MOB's13aH1 3 KOMITPECi€I0 HEPBiB, a TAaKOK Bi/iCTa-

124

BaHHs y (isuyHoMy po3BUTKY [5]. ¥ Jiteparypi
omnucaHo ImoHaiiMenIne eB'sth BumiB OIl 3 pis-
HOMAaHITHUMH KJIIHIYHUMU Ta PEHTTEHOJOTIYHU-
MU o3Hakamu [16]. ABTOCOMHO-JJOMiHAHTHA
dbopma OII 3a3Buyaii nepebirae 6e3CUMITOMHO i
JIarHOCTYETHCS BUTAKOBO y CTAPIIOMY JUTSYO-
My abo K y mopociomy Biti [7,37]. HaiiBaxkunwm 3a
nepebirom € iHGaHTUILHUN (30SIKICHUI) 0CTeo-
nerpo3 (I30I1). Moro mepmi kainiyni mposisu
Bi/IMiYQIOTbCS y’Ke 3 HAPOJ/KEHHS Ta HIBUIKO
nporpecyiots [5,28]. Binburicts miteit momupa-
I0Th Ha MEPIIOMY POIli JKUTTSA, HE OTPUMABIIN
gikyBanug. I1pu Bpomkenomy OIl HepocTaTHiCTh
Me3eHXiMU TPU3BOIUTH /10 CIIOTBOPEHHS TIPOIe-
CiB OKOCTEHIHHS 3 HAAJUIIKOBUM PO3BUTKOM
KOMIIAaKTHOI PEYOBUHM, 1O € TPUINHOIO aTpodii
KiCTKOBO-MO3KOBOI TKAHUHU 3 PO3BUTKOM aHeMii,
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TPOMOOIUTOIIEH]IT. Y HeoHaTaJIbHOMY TIepioji
Ta PpaHHbOMY TPYAHOMY Billi y xiTeil nudepen-
IiaJbHA J[iaTHOCTUKA IIUTOIEHIH € CKJIaHOIO TIPO-
6s1eMoI10, 1[0 MOsKe BKJIouaTu (isiosoriuni abo
STPOTeHHI IPUYUHU, TaKi sIK BPOJKEHI 4i HaOyTi
iH(eKIlil, TeHeTUYHI 3aXBOPIOBAHHS, IMYHHI TTPO-
1ecu, Pi3HOMAaHITHI TeMaTOJOTIUHI 3aXBOPIOBaH-
HS: BPOJKEHI JelKeMii, MIETOAUCIIACTUIHNHI
CUHZIPOM TOTIIO [29].

Tomy BBaskaeMo, MO0 JaHe TIOBIOMJIEHHS
npo Bumanok 1301l gkuii nemMoHCTPYE CKJIAI-
HICTh JIarHOCTHKU Ifi€l XBOPOOH, € IiKaBUM st
ITUPOKOTO KOJIA CITETiaIiCTiB.

Knintunuii 6unadox. JiBunHKa HapOAMIaCs Bij
MepIoi BariTHOCTI, YCKJIAQJHEHOI apTepiajbHO
rineprensieo. Matu AUTUHU — IBAAISATHOIHO-
piuHa 3/10poBa kiHkKa. [3 ciMmeliHoro anamMmHe3y 3'4-
COBaHO, 10 y POAMHI 6aThKa OyJIM HEOIHOPA30Bi
BUIQJIKW CMEPTi HEMOBJIAT Ha TEPIIUX MiCAIIX
x&uTTst. [losorn BigOyucst MPUPOTHIM TIISTXOM
y 36 TwkHiB. Y mosorax — caabKicTh poaoBOi
JUSJIBHOCTI, CTUMYJISAIIST OKcuTonmHOM. Hasko-
JIOTLTITHI BoAM MeKoHianbHi. [Ipu HapoikeHHI
Maca tizta 3000 1, moBxkuHA 52 cM, 00Bif TOJIOBU
34 cm. Tlicist HapOIKEHHS CTaH AUTHHU OYB
BKpall BAKKUM, TPOBOIAJIACS TIEPBUHHA peaHima-
mist (iHTyOamist Tpaxei Ta IITyYyHA BEHTHJISISA
JiereHb, aclipallisg HIyHKOBOro BMicty). Oninka
3a mkanoio Anrap 5/6/7 Ganis. Y Biui 5,5 roA.
Yy BAXKKOMY CTaHi IUTHUHA TOCTiTaai30Bana y BiJi/li-
JICHHS IHTEHCUBHOI Teparrii HeJJOHOTIEHUX HOBO-
HapoKeHuX aiteil JIbBIBChbKOI 00IacHOI KiIiHiY-
Hoi gikapHi (JIOKJI). ¥ HeBpoJsioriuHOMYy cTatyci
— KOMa, CYJIOMHWI CUHJPOM, BiICYyTHSI peaKIlis
Ha CBITJIO; BeJIMKA IOJIOTOBA MyXJUHA B TiM ' SHO-
MOTUIWYHIN finganti. /luxanbHi po3naau 3 moTpe-
600 y KuCHeBiit Tepamii (5 AHIB), CIpUYMHEHI
acIipaliiftHoIO ITHEBMOHI€I0. Y mepury 100y mics
HApOJ/IXKEHHs y Temorpami: eputpouutu (ep)
3,7x1012 /51, remornobiu (r6) 144,0 /1, seiikorm-
™ (J1eiiK) 44,2x109 /i1, mienonutu (Mmir) 0%, eo3u-
nodinbhi Helitpodinm (e) 0,0%, mannukosaepHi
ueiirpodinu (1) 12,0%, cermenTosiiepti HeHUTPO-
himm (¢) 60,0%, aimbonnTu (1) 24,0%, MOHOIIUTH
(M) 4,0%, TpomboruTu (tp) 380,0x109 /11, IIIOE
50 mwm/rox. BioximiuHi MOKa3HUKW: HENPSIMUIL
6imipy6in 21,0  mkmoub/n.  JlocuimkenHs
Ha TORCH-indexkii (muroMerasoBipyc, TOK-
comnasmos, cudimic, CHI/l) weratusni. Ilicas
BiJHOCHOI cTabimizallii craHy y Billi BOCbMU IHIB
NJIST TIOZIAJIBIIIOTO JTIKYBAHHS IUTUHA TIepeBe/ieHa
y BiijliJIeHHST TATOJIOTii HEJIOHONIEHUX JiTei.
YrpuMyBaJjsiacsi IaTOJIOTIUYHA HEBPOJIOTIYHA CUM-
NITOMaTUKA Y BUTJIS CHHAPOMY BUPA3HOTO Iiepe-
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Puc. 1. A, b, B. MPT ronoBHoro mosky

OpaJIbHOTO TPUTHIYEHHS, CYJOMHOTO CHHIPOMY,
OysbbapHux possaaiB. CKPUHIHT CJyXy TIPOii-
nwta. Orasg opraabmosiora — ONTUYHI cepeioBU-
@ TTPO30pi, MHOKUHHI KPOBOBUJIUBU B JIJISAHII
JIMCKiB 30pPOBUX HEPBIB.

3 mpuBoay TIMOOKOTO HEBPOJOTIYHOTO medi-
IIUTY BUKOHAHO MarHiTHO-PE30HAHCHY TOMOTpa-
¢ito (MPT) rosoBHoro mMo3ky il BHUSABJIEHO:
nudy3HI AIISTHKH KUCTO3HOI eHitedamoMasilii
HapeHxiMu roJI0BHOTO MO3KY bisarepanbHo. Kopa
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pi3KO BHTOHYEHA 3 JAPIOHUMU TreMOpariyHUMU
BOTHHUIIIAMH. AHAJIOTIYHI BOTHUINA Bi3yasi3ylOTh-
cs1 B MijasHI 6GasadbHUX sifiep Ta B JJISHIT
CepeIHbOTO MO3KY. M03040K 3BUYANHOT CTPYKTY-
pu Ta iaTeHcuBHOCTI MP-curnamy. Cepenunni
cTpykTypu He 3minieni. IllnyHoukoBa cucrema
MOMIPHO JnJIaToBaHa; GOKOBI MIJIYHOYKH Ha PiBHI
oTBOpiB Moupo mupuHoio 10 5 My, [T nurynouok
mupuHoio 10 4 MMm. [lopoxanHA TIPpO30pOI MEepe-
TUHKN 1puHoo 10 6 mMm. CybapaxHoigasibHi
KOHBEKCUTAJIbHI ITPOCTOPU BiIbHI, KOMIIEHCATOP-
Ho nommupeni. [Mnodis, cynpacenspua mpiisgHKa
6e3 ocobsmBocreil. Heanaure, HepiBHOMIpHE 3HI-
JKeHHs iHTeHcuBHOCTI curHamy B T1/T2 pexxnmax
Bi/l KICTKOBOTO MO3KY KiCTOK ueperna. BUCHOBOK:
«/IndysHi ennedamomaAtiiivi 3MiHN TTapEHXIMU
TOJIOBHOTO MO3KY, BUKJIMKaHI IlepeHeceHuM Tillo-
KCUKO-iIeMiuHnM ypaxkeHHaM» (puc. 1 A, b, B).

VY Bimi 1 mic. 10 gHiB AUTHUHA rocHoiTaaizoBaHa
y Bigminenus iHTencuBHOI Tepamii K3 JIOP
3YCAMIL y Baxkomy crani. BaxkicTh crTany
3YMOBJIEHA CYJIOMHUM CHHIPOMOM, OYJIbOapHUMHU
po3iiaziamu, TpyOrM HeBPOJIOTIUHUM JediluTom,
IUXaTbHOIO Ta CepleBO-CyIMHHOI0 HeIOCTaTHi-
CTIO, THEBMOHI€10, HefloHOMIeHicTIO. [Ipu rocrmiTa-
mizarii mimdomnpomiepaTuBHOTO CHHAPOMY He
BUSABJIEHO. AKTHBHI PyXM B KiHI[IBKax BiJICYTHI,
rOJIOBY He TpuMaJjia, Olopa Ha HIKKU BiICYyTHS.
Y zaranmpHomy anasmisi kposi: ep 2,98x1012/,
r6 96 r/m, neiik 16,7x109/1, mig 0,0%, e 12,0%, 1
19%, ¢ 21,0%, n1 38,0%, m 10,0%, Tp 66,0x109 /1,
[TOE 50,0 mMm/rox. bBioximiuni mMOKa3HUKH:
sarajbuuit  Oimipy6in 7,7 mrmouan/n, AJIT
18,3 MO/m, ACT 46,0 MO/n, xpeaTunin
41,9 mkmousib/n, cedoBuna 4,6 mmosb/a, JI/JAT
487,0 MO/n. K+ 5,3 mmostn /i1, Nat 148,0 Mmmosib /11,
Ca 2,0 mmous /0, P 1,2 mmous /i1, ysxHa docdata-
3a 412 MO/n, rmoko3sa 3,3 MMoJb/J1, 3araJbHUT
6isok 53,6 v/s1. Ha pentrenorpacii oprais rpyi-
Hoi kJaiTkn (Ro-OTK): rimeprnreBmato3 JiBoi

Puc. 2. TpaBoGi4HA NHEBMOHIA, 03HAKMN MOPYLLIEHHSA 6POHXiaNIbHOT
NPOXiAHOCTI
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JIeTeHi 3 MUPOKUMU MIKPEOEPHUMHU MPOMIKKAMU.
[IpaBa wactura TpymaHOI KIITKN nedopmMoBaHa 3a
PaxyHOK BHMPa3HOi «Tajii», B MeIianbHO-06a3a/b-
HOMY BiJU1iJ1i IiJITHKA HiJIbHOI iH(DITBTpaIllii, Kope-
Hi TIEPEKPUTI TiHHIO cepiis, cunycu BijibHI. Cepile
y dopmi «uobiTka». Ro-BUCHOBOK: mpaBoOiuHa
[THEBMOHisl, O3HAKU MOPYUIEHHS OPOHXiaJbHOI
mpoxigHoCTi (puc.2).

V3]l depeBa, TUMYyCY, NUTOIOMIOHOI 3271031
(BUKOHYBAJIVICS] HEOJTHOPA30BO) — 6e3 0COOIMBOCTEN.

[Ticasr crabimisalii crany AWTHHA TIepeBeeHa
y coMaTuyHe BiJUliJIeHHs. YTPUMYBaJUCh O3HAKU
Baskkoro opraniunoro ypaxkenns [[THC, kimoniko-
TOHIYHI cyziomMu 11paBoi pyku. [lepioguyHo y kaso-
BUX Macax OyJin TPOKUIKU KPOBI.

Ha xonrpossiux Ro-OTI'K Bigznavasocst BigHOB-
JIeHHd ITHeBMaTHu3allii JJereHeBoi TKaHuHU. EjnexTpo-
kapaiorpadis (EKI): putm cunycoBuii, cunycoBa
6pamukapis. Cunzgpom snosxkeroro QT. Miokapi-
aJbHI 1 TlepuKap/iiaibHi 3MiHM, TIOKCiS MiOKap/a.
MeTaboiaHO-eJIEKTPOTITHI TIOPYIITEHHSI.

Heiipoconorpadist: ctpyKTypr MO3KY CUMETPUY-
Hi, 3BUBUHU BUpa3Hi. [lapenxiMa MO3Ky 3 BUpa3HU-
MU JIiJITHKaMU eHtiedanoMaisiii. Bupasna qunara-
11ist GOKOBMX ILJTyHOYKIB, JI0OHI porxt — 16 MM, Tio —
20 mm. [Tormubreni motmmani poru 10 22 M. Pos-
mupeHi ckpoHesi poru o0 10 Mm. 3-if MUTYHOYOK
NOMUpeHnit — 6 MM; 4-f MUIYHOUOK — 9 MM,
He nepopmoBanuii. Besvika rucrepaa — 5 M.

Koncysbranisi odranbmosora: ouHe AHO —
nucku 3opoBux HepBiB (J3H) cipo-poxesi.
CyanmHu — BeHyJIM TIOMiPHO PO3IIUPEHi, apTepio-
s B HOpMi. MakyJisipHa [iijiTHKA BUpa3Ha.

Y remorpami crocrepirasocss HOrIOJIEHHS
HOMOXPOMHOI anemii: 16 70,0-75,0 r/n, ep 2,14—
2,39x1012/m1, tpomboruromnenii  5,0—26,0—33,0-
x109/1; Tparissucs: TOOMHOKI HOPMOIIUTH Y (Hop-
Myt KpoBi. Y GioXiMiTHOMY aHaTi3i KPOBi criocTepi-
TJINCST TPAH3UTOPHI JM3EJIEKTPOJIITHI 3MIHM: Tirlep-
Kasriemist (5,9—7,4 MoJib/ 1), TinlepHaTPiEMist 3 MAKCH-
MaJIbHUM 3HadeHHsM 159,0 MMOJIb/J1, TimoKasIbIlie-
Misg 2,0 MMOJIb/JI, CUH/IPOM IIUTOJI3Y 3 TIi/[BUITEH-
nam AJIT — xonuBannga 66,0-240,0 MO/xn
ta ACT 66,0-409,0 MO/, MakcuMaJbHe TIi/IBU-
IIEHHS 3arajibHOTO OLTipyOiny /10 27,0 MKMOJIB /1.

3acTtocoByBasach 6araTOKOMIIOHEHTHA Tepa-
mist: anTnGaKTepiiiHa, MPOTUCYAO0MHa, iHdY3iiiHa,
XapuyBaHHS 4Yepe3 Ha3oracTpajJbHUN  30H[I.
Bigznauanacs rtemoTpancdysiiiHa 3aleXHICTH
(oTpuMmyBasia HEOTHOPA30Bi TpaHchy3ii epuTpo-
Macu Ta TPOMOOKOHIIEHTPATY ).

[IpoBogumacs nudepeniiaabHa AiarHOCTHKA
JIBOTIAPOCTKOBOI IUTOIEHII 3 IMUPOKUM J[iara3o-
HOM IIaTOJIOTil: MK ITUTOTEHIEID, 3YMOBJIEHOIO
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BHYTPIlIIHLOYTPOGHOTO iH(EKITIE, CEITUYHIM CTa-
HOM, SK HacTimok aedinmuty ¢omaTiB Ha TPYHTI
IpUIlOMY TPOTUCYOMHUX CEPEeHUKIB, IMyHHUM
IIPOIECOM, MIEJOAUCIIACTUYHUM CUH/IPOMOM, Jie-
610TOM reM00JIaCcTO3y Ta XBOPOOOIO HAKOITIYEHHSI.

Bukonano moaTkoBO HACTYTHI JOCJI/IXKEHHS:
omiesa kucmaora 20,0 ur/ma (nopma 4,6—34,8),
BiTamina B12 1263,0 nr/ma (Hopma 191-663), 3a7i-
30 cupoBaTkoBe 33,7 MMOJIb/J, NapaTrOPMOH
9,2 nmosb/n (Hopma 1,26—10,21). TIpsima mpoba
Kym6ca Bin'emua. Indexmiiina naneap: BIJI
(CHIM), cudimic, TOKCOMIA3MO3, IIUTOMETAIOBI-
pyc, Bipyc reprecy 1-ro i 2-ro Tuiry, Bipycu remna-
tutiB B i C, mapBoBipyc B19 ne BusiBieHi.

J/luTrHAa KOHCYJIBTOBaHA TEHETHKOM. BWKOHAHO
iMyHO(DepMEHTHE JIOCTI/KEHHST Kparii KpOBi [t
BUKJIIOYEHHST XBOPOOU HAKOTTUYEHHST: 3 — TJTIOKO3H-
nasa 2244,2 pmol/spot*20h (ropma 200,0—2000,0),
kuciaa chinromieninaza 1356,0 pmol/spot*20h
(mopma 200,0-3500,0), B — ramakro3umasa
0,28 nmol /spot*21h (rHopma 0,5—3,2), 110 3amepe-
Y0 KaacuuHi hopmu xBopobu Tomre Ta xBopoou
Himana—TIlika (tun A/B).

Ha 13 nmoby mnepebyBanns y K3 JIOP
3YCIMII (y Birti 1 mic. 23 auiB) 3po6IIEHO TIEPIITY
MYHKIT0O KiCTKOBOTO MO3KY. ¥ IIyHKTaTi: Ha TJi
HOPMAaJIbHOI KJIITUHHOCTI TIperapariB Bijl3HAYAI0-
cs1 PO3HIMPEHHS MIEJOIITHOTO MapoCTKa 3a paxy-
HOK TIJIBUIIEHOTO BMicTy MoJoux ¢opm (iHaeKc
nospiBanug cranoButh 1,02 npu nopmi 0,6-0,8)
i 3By’KE€HHS epuUTPOHY 0e3 IOpYIIeHHs 103piBaH-
Hs. MerakapiolutapHuil TapoCTOK TTOMIiPHO 3BY-
JKeHW, TIPe/ICTaBJIeHNH MTepeBaskKHO MeraKkapiolu-
tamu [-I1 cTynens 3pijsocti 3 pi3KO 3HUIKEHOIO
dbyHKIiel TpomMboMTOYyTBOpEeHHs. [lu3mnoes
He BupaxeHuil. [emodaronnuros ta aHara3oBaHi
KJIITUHU HE BUSBJIEHI.

[IpusHaueHno Ttepariito MPEAHI30JI0HOM Y /1031
2 mr/kr, Ha 18 100y TpeaHi30J0H 3aMiHEHO Ha
JIEKCAaMETa30H y /1031 3 MT/KT 110 TIPE/IHI30JI0HY,
onHak 6e3 edekry.

BpaxoBytoun BakKiCTb CTaHy AUTUHU, YTPU-
MaHHSI He3'sICOBAHOI /IBOIIAPOCTKOBOI IIUTOIIEHI],
PE3UCTEHTHOI JI0 TJIFOKOKOPTUKOIHUX TOPMOHIB,
remotpancdysiiiny 3aaexHicTb, MOBTOPHO 3P00-
JIEHO KICTKOBO-MO3KOBY IYHKIIiIO y Billi 2 Mic.
11 nmuiB. Y wmiesorpami: cxoxi 3minu, Ha (hOHI
MMOMIPHOI KJIITUHHOCTI TpenapariB BiJ[3HAYaI0CH
3BYJKEHHsI €PUTPOHA Oe3 MOPYIIEeHHS 103PiBaHHS
Ta 3BY’KEHHST METaKapiolMTapHOTO MApPOCTKA, BiJl-
CYTHICTh  KiCTKOBO-MO3KOBOTO  PETUKYJIOMY.
MerakapioluTapHuii mapoctok OyB IpejcTaBie-
HUIT  He(YHKIIOHYIOYUMU MeTakapionuTamMmu
[-II crynensa spisocti. [ucroe3 He BUPaKeHUI.
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Puc. 3. Ro-kicTok Yepena: A — (ppoHTanbHa NpoekLUis: yLinbHeH-
HAi CTPYKTYPW CKPOHEBUX KiCTOK, b — 60KoBa npoekwisi: yLlifib-
HEHH$SI CTPYKTYPW CKPOHEBUX KiCTOK

Osnak remModaronuTo3y Ta KJIITUH eKCTPaMemy-
JISPHOTO TIOXO/)KEHHST He BUSBJIECHO.

[Tpu ipoBe/ieHHI TOBTOPHOI Iy HKIIIT acTipar KicT-
KOBOTO MO3KY OTPUMAHO i3 CYTTEBO IJIMOOKOTO TIPO-
KOJIy, IIO CHOHYKaJO TpuiylieHHs miarnogy OIL
BuikoHaHo Tpenanariiiiny Giorciio KicTKOBOro MO3KY.

Ro-xicTok uepena: yuiiJbHEHHSI CTPYKTYpPH
CKpoHeBUX KicTok (puc. 3 A, b).

Ro-HIZKHIX KIHI[IBOK: KEJUXOIOAIOHO pO3IIupe-
Hi MeTa(izu 3 HEPIBHOMIPHOIO CTPYKTYPOIO (pHC. 4).

licrosoriunnii BucHoBok: «MDparmentu xps-
IIOBOI TKAHWHU 3 HEBEJIMKUMU JIJISHKAMU KICTKO-
BOI TKAaHWHU i3 TOTOBIMEHHSIM KiCTKOBUX OAJIOK,
1[0 MAIOTh «MO3aiuHy OYZI0BY» 32 paXyHOK OCTPiB-
1[iB XpsAIIoBoi TKaHWHU. KicTKOBUIT MO3OK IIeJIIo-
JIIPHUM 3 JIIJITHKAMU PEAYKITii HABKOJIO 3MiHEHUX
KicTKOBUX Oayiok. BpaxoByrouw KJiHiuHI AaHi,

127



Yntamte Hac Ha cawnTe: http://med-expert.com.ua

MopdoJIOriyHi 3MiHKM B TpernaHobionTaTax Bifmo-
BifatoTh indantuiabnomy OlIl» (puc. 5, 6).

Taxum ynHOM, y iuTuHU y Biti 2 mic. 11 gxiB
6ysio miarsocroBaro 130Tl 3 BTOpUHHOIO HemO-
CTaTHICTIO FeMOIIOe3Y.

Y Bini autunm 2 mic. 25 AHIB TOCTPO TIporpe-
CYBAJIO TIOTIPIIIEHHS 3aTAJIBHOTO CTaHY, BiI0YBaIOCs
HAapPOCTAHHS BOTHUIIEBOI HEBPOJIOTIUHOI CHUM-
NTOMATUKU y BUTJISJI reMinapesy, aHi30Kopii, acu-
MeTpil OYHMX MIiJnuH, BUOYXaHHS Ta IyJibcailii
BEJIMKOTO TiM'sl, KOoHBYJbcill. Ha exoentedano-
rpadii (Exo-ET) aminenns M-exo na 1 MM BitiBo.
3amijo3peH0 KPOBOBUJIMB Y TOJOBHUI MO3OK.
KonTtponbna komm'iorepHa tomMorpadist royos-
HOTO MO3Ky He€ TMpOBOAMJACS 3 Oy Ha
HeTpaHcroprabenbHuil crad autuau. st 1mo-
JTAJIBIIIOTO JIIKYBaHHS TiepeBe/leHa y BiJUTIJIEHHSI
peaHimailii Ta iHTeHCUBHOI Tepariii, /e OTpUMyBaJia
yBECH CIIEKTP GaraTOKOMIIOHEHTHOI Tepartii. Jlutu-
Ha KOHCYJIBTOBaHA HEBPOJIOTOM, O(TATBMOJIOTOM,
HEUPOXipyprom.

[Tomepna y Bini 3 micani 1 gens. Ha aBrorcii
BUABJIEHO OKPIM MIEJTOMAJNAININHUX 3MiH O3HAKU
rHiftHOrO MeHinroennedamity, niarnod [3OIT miz-
TBEPJIZKEHO.

OO0roBopeHHs

OcteonieTpo3 (TakoxK BIiJOMWI TIi/l HAa3BOIO
«MapMypoBa XBopoOa») — Iie TEHETHYHO JIeTePMi-
HOBaHe opdaHHe 3aXBOPIOBAHHS CKeJeTa, dKe
XapaKTepPU3yEThCSI TIABUIIEHHSAM MIIJIbHOCTI
KiCTOK BHACJIZIOK MTOPYIIeHHs (hYyHKITI OCTeOKIa-
CTiB Ta TMPU3BOJANTD 10 iHBaJMiAN3aIlii Ta paHHBOI
cMmepti naiienTis [1-37]. [TommpenicTs 3axBopio-
BaHHS He MEepPEeBUIIYE OJHOTO BHUIIQJKY Ha
100—-200 Trcay HOBOHAPO/KEHUX, 3YCTPIUAETHC
OJIMH BMIIAZOK A00POsKicHOI (hopMu XBOpoOHU Ha
20 000 noBoHaposkennx [1-3]. Bunsarok crano-
Buth Yysamis, ge Ha 3500—-4000 HOBOHApOKE-
Hux 3ycTpivaerbest oaun Bunanok OIT [1,3]. 3a-
xBopioBanicTh Ha 13011 y miTeli He 3a/M€XKNUTH Bijl
crati. IIpupomxennii OIl crioctepiraeTbes mepe-
Ba)XHO y poandiB. Bin 3pika peecTpyeThcs B
cimM'six, ;e He OyJI0 CiMEHHUX BUIAIKIB XBOPOOU
[10]. Moxkna npuIyCTUTH, IO BUIAJAKU PAaHHbOI
CMepTi HOBOHAPOJIKEHUX Y POJIMHI OaThKa AUTHHU
OyJIv TI0B'sI3aHi 3 HASIBHICTIO Y HUX ayTOCOMHO-pe-
recuBnoi hopmu OI1.

OcreorneTpuyHi cTanu € JOCUTH BapiabebHU-
MU 3a CBOIMH TIpOSBaMHU 1 BakKicTio. Bonm
MOJKYTb TIPOSIBJISTUCS, TTOYNHAIOYN 3 HEOHATAJb-
HOTO /1€010Ty, i3 3arpo3JMBUMHU IS SKUTTS
YCKJIQTHEHHSIMU Ta BUSIBJISITUCS 30BCIM BUIIAJIKO-
BO TIPU PEHTIEHOJOTIYHUX AOCII/PKEHHSIX 3 TPU-
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Pue. 4. Ro-HWXKHIX KiHLiBOK, KENMXoNodibHO po3LwnpeHi MeTadiam
3 HepiBHOMIPHOIO CTPYKTYPOIO

BOJY MEPEJOMIB KiCTOK ab0 3 iHIIUX HPUYUH.
Krminiuna mnpesenTaniss 13011 moynnaeTbes
y niepnri Micditi KATTs. Jlo CMMIITOMOKOMILIEKCY
BXOJIUTD: JIelpecisl KiCTKOBO-MO3KOBOTO KPOBO-
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Pue. 5. KictkoBa Tpabekyna mo3aiyHOi 6yAoBKM 3 pefyKOBaHuUM
KiCTKOBUM MO3KOM HABKOMO
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Pue. 6. KicTkoBi 6anku NOTOBLLEHI, HENPABUTbHOI DOPMU, MO3aiy-
HOI 6y[0BM 32 PaxyHOK OCTPIBLIB XPALLOBOI TKaHWHW. KicTKoBUIA
MO30K 3 03HaKaMu peayKLii HABKONO 3MiHEHUX KICTKOBMX 6anok
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TBOPEeHHS (ITUTOTEHIYHUIT CUHIIPOM), TemaToJie-
HaJTBHUI cunapoM |27 ], nopyienns 3opy [13,35],
CJIyXy, arpesist xoaH [23], HEBPOJOTIYHA CUMIITO-
MaTHKa, Bi/ICTABAaHHSA Y PO3BUTKY, TTIOKAJIbIIEMIT
[26,27], moxauBa rinepriasisa scen [27] Tta BTO-
PUHHUM TinepriapaTupeos, 3ajJy4eHHsT eHJA0KPUH-
HO1 cucteMu [6], SKi peecTpyIOTh JOCUTH PiJIKO.

3a jaHuMu JiTeparypu, y OLTBIIOCTI XBOPHUX
Ha I3OII oci6 € 1meBHi (PEHOTHIIOBI O3HAKHU, SIKi
MIPOSIBJISIIOTBCST Pi3HOIO MipOIO, — IMMMPOKO PO3Mi-
ImeHi o4, MUPOKI BUJINI Ta iHII aedopmartii
yepera Ta JIMIEBOIO CKeJleTa, TOBCTI ryOou i pos-
ropHyTi Ha30BHI Hi3aApi (?) [16,21]. ¥V namienTin
i3 I3OII MosxnBI IepopaibHi TPOOIEMU: 3aTPIM-
Ka MpopisyBaHHs 3y0iB, TIMOAOHTIs, Hedopmariis
3yOHOTO PsiiLy, TiNoTIasist eMaJi, geMiHepastizaiist
eMaJsi Ta IEHTUHY, MOJXKe PO3BUHYTHCSI OCTEOMiE-
JIT HYKHBOI 1iesienu [4]. JlenTosoriuni mopytieH-
HS MOKYTb Bi[HOBUTHCS MICJS YCHIITHOI TPaHC-
mrantaiii - cropOyposux kiituH [17,18,24].
G. Dozier Ta cmiBaBt. (2005) MOBiOMJISIIOTD,
mo 78,0% immusinyymiB 3 OIl maioTh BTpary
cayxy. Ilopyiiena mHeBMaTH3aIlisi COCKOMOAIOHOT
KICTKU 1 3BY’KEHHSI 30BHIIITHHOTO CJIYXOBOTO TPO-
XO/Ly, €BCTaxi€BOi TPyOU Ta BHYTPIIIHBOTO CIYXO-
BOTO XO/Iy 9aCTO MPU3BOJSTD 10 OTHUTY, IO 3yMOB-
JIIOE HEWPOCEHCOPHY BTpaTy CJIyXy 1 mapasuiy
JqmtieBoro Hepsa [23, 31].

Y nirteit, xopux Ha OII, 3ycTpivatorbesd iMyHHI
nopyiersst. Y #emosist 3 I3OTI GyBaoTs peru-
JIMBHI iH(eKITIT BHACTIIOK JieeKTy B Makpodarab-
Hill ¢ynkmii [16]. JlelikoruTos, AKU MTPUCYTHI
y paHHill cTajiii 3aXBOPIOBAaHHS, MOXKe Tpachopmy-
BaTUCA B JICHKOIEHil0. Y TaKMUX MHaIi€HTIB 4acTo
MOETHYETHCSI XOAHAJIbHUN CTEHO3 i3 MOPYIIeHHS -
MU B IMYHHII cUCTeMI, 1110 MOKYThb IIPU3BECTH /10
xpoHiunoro punity [23,37].

Ax Bimomo, xBopum 3 OIl mpuramanni rimno-
KaJbIlieMisd, HU3bKUN PiBeHb docdopy Ta migaBu-
IIeHHST 3HAYEHH JIy:KHOI (pocdaTasu y cupoBaTii
kpoBi [16]. ¥ Hamomy BUTIQJIKY PiBEHb KaJbIlO Y
CUPOBATIIi KPOBi OYB HE3HAUHO HIKUKMM. Y TIOBIZIOM-
genusx S.R. Phadke ta cmiBasr. (1999) piBenb
KaJIbI1ito y KPOBi MarieHTiB OyB y HopMmi. Tinmokasbiri-
€MIIO [TOB'A3YIOTh 31 3MEHIIIEHHSIM aKTUBHOCTI OCTE0-
KJIACTIB, 1110 MOsKe OyTH iHOII TPUYHHOI0 CyIoM [25].

Hepizko Taki maiieHTH CKepoBYIOTHCS HA KOH-
CYJIBTAIlIIO0 /I0 OHKOTEMATOJIOTa 3 MPUBOJY 3MiH Y
3araJbHOMY aHaJIi3i KpPoBi. Y TeMorpamMi B TaKUX
0ci6 YacTo BUSIBJSIETHCS aHEMist, TPOMOOIMTOIIE-
Hisl, aHI30MOUKIJIOIUTO3, JIEMKOIUTO3 1 JIIMGOIU-
t03. Came 3 IPUBOJY TAaKUX 3MiH IIpe/CTaBIeHa
JUTHHA KOHCYJIbTyBajlacsd TeMaToJIoroM. Yci
BUIIle3raJiaii KJiHIYHI Ta, mo4acTH, J1abopaTopHi
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3MiHU € HecennbiyHuMU, TOMY AndepeHIiaTbHa
JIaTHOCTUKA TATOJIOTIYHOTO CTaHy Ty’Ke MMPOKA.
Hamu mpoBOAMBCST KOMILIEKC OOCTEKEHbD, CIIPS-
MOBaHUX HAa BUKJIIOUEHHS BHYTPIIIHBOYTPOOHUX
iH(eKIIif, aBTOIMYHHOTO TIPOIECy, METa0OIYHIX,
KJIOHAJbHUX 3aXBOPIOBaHb TOIO. MU mpoBesn
CIIEKTP [JIOCJI/I>KeHb, BKJIIOYAIOYM BiPYCOJIOTIUHI,
GakTepioJoTiuHi, TMYHKIIHY Ta TpemaHaliiiHy
Gioricito kicTkOBOTO MO3Ky. Y mamiil myOuikarii
IIPOZIEMOHCTPOBAHO JOBTUMl MudepeHIiaabHO-/Ii-
arHOCTUYHMHN TIONIYK /10 OCTATOYHOI Bepudikarltii
JliarHO3Y BIIPOJIOBIK MEPIIOTO MiCAIISA 3 YaCy TOCIIi-
tamizarii y K3 JIOP 3YC/IMIL.

Y myHKTaTi KiCTKOBOTO MO3KY JIESIKUX XBOPUX
Ha [3O0Il moxkauBe 3BYXKEHHS €ePUTPOIHOTO
Ta TPOMOOIUTAPHOTO TIAPOCTKIB, X04Ya B JIESIKUX
ocib 36epiraeTbest HeaMineHa Miesorpama [ 14,19,37].
Y miesiorpami HAIoi MAIEHTKU TeX OyJI0 TOMipHEe
3BY’KEHHSI €PUTPOIIHOTO Ta MerakapioluTapHOro
MapOCTKiB 6e3 3MEHIIEHHST KT THHHOCTI.

Y Tpemanobionrarax marientis 3 I3OII crocTe-
piraioTbcsl TIEBHI MATOTHOMOHIUHI 3MiHM O3HAKH:
CKJIEPO3yBaHHsI, 3MeHIIeHHs abo BificyTHOCTI
reMOIIOeTUYHOI TKaHWHM, HelpaBuiIbHa (opma
KICTKOBUX 0aJIOK, HElTPaBU/IbHA IX KaabIidikallis,
3MeHIeHa KimbKicTh [6,34]. Cxoxky ricTonoriuny
KapTUHY BUSBJIEHO Yy HAIIOI MAI[iEHTKH, 10 MaJIO
BUPIiIIAJIbHE 3HAUYEHHS Y BepudiKallii iarHO3Y.

[Tpu onkoJioriuHUX mpollecax NPUTHIYEHHS
KPOBOTBOPEHHS 3yMOBJIeHe TpoJiidepalli€io
3705KicHOTO KJoHY KJiThH, a ipu [30II 1e Bia-
OyBa€TbCs 4Yepe3 CKJIEPO3YBaHHS KiCTKOBOTO
MO3Ky [34]. Bracaigok mnopymenssi ¢dyHKIii
OCTEOKJIACTIB BiZICYTHIiT TIpotiec pe3opoiIlii KicTKH,
0 CIPUYMHIE HaAMIpHY ocudikaiio i3 3ami-
IIEeHHAM KiCTKOBOTO MO3KY. [emaTosioriuni posJa-
mu y giteir 3 Ol Hepigko CympoOBOMKYIOTHCS
reMoTpaHcdysiliHo0 3amexHicTio [37], 0 Maso
MicIle y 3rajlaHol XBOPOi. ¥ 1ojjaabiuiomy hopmy-
I0TbCS BOTHMINA €KCTPpaMenyJIsIpHOrO KPOBOTBO-
PEeHHSI, PO3BUBAIOTHCS TeNATOCIIIIEHOMeTalii, 40To
He BiZI0yJI0Cs y HAIOl TalliEHTKUA Yyepe3 KOPOTKY
TPUBAJICTH XBOPOOH /SKUTTSI.

Came xapakTepHi pEHTTEHOJIOTIYHI Ta TiCTOJIO-
riYHi 0COOJMBOCTI JO3BOJISIIOTD IiATBEPANTH Jiar-
no3 OIl. 3minm TpOSBIASIOTHCS TiBUIIEHHSIM
PEHTIeHOJIOTIYHOI TIIJIBHOCTI KICTOK Ta PAaHHBOIO
ocudikamieo. PeHTreHosioriuna KapTWHa 3a-
JIEKUTD BiJl BIKY MallieHTa. Y meplii Micsili KUTTs
HANOIIBIN 3MiHU BiIMIYalOThCs Y KiCTKaX 3 Tepe-
BaskaHHSM Ty0UaTol PeYOBUHU — deperna, XpeOTa,
pebep, BEpXHIX Ta HUKHIX KiHI[IBOK — 3a THUIIOM
doxkamproTo ckieposdy. ITomibHi Ro-3minu Gymnn
BUSBJIEH] Y HAIIIOi XBOPOI: Y CKPOHEBUX KiCTKaX Ta
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KeJIMXOTOMIOHO po3iupeni Meradisu 3 HEPiBHO-
MIPHOIO CTPYKTYPOIO HUKHIX KiHITIBOK, TAKOX Ha
MPT rosioBu — HepiBHOMIpHE 3HUXKEHHS 1HTEH-
cuBHocTi curHany B T1/T2 pexumax Biji KicTKO-
BOTO MO3KYy KICTOK uepemna. Y JiTei, CTapiimx
IeCTU MICAIIB, YIIIJIbHEHHS CKeJIeTy MOXKYTh
MaTH reHepasizoBanunii xapakrep [3,5,10,33].

3a HasgBHOCTI OCTEOCKJIEPOTUYHUX 3MiH Y KiCT-
KaX BaXJWBO X nudepeHItiioBaT i3 BTOpUHHUMUI
aminamu. HeoOXifHO po3riisiiaTi HACTYITHI aJib-
TEePHATUBHI /1iarHO3U: TICEBJIOTINONAaPaTUPEOiIU3M,
MyKomomgicaxapuso3d VI Tuily, am3ocTteockiepos,
KOPTUKATbHUHN TUIMEPOCTO3, TilMOMapaTupeos,
XimMiyHe OTpy€eHHs (HAINPUKJIa/A CBUHIEM, (PTOPU-
mamMu, GepUITIEM ), 3JIOSIKICHI Ty XJIMHI, Mi€JIOTIPOJIi-
(hepatuBHi 3axBoproBaHHs, Jelikemil Tomo [10].
Y namnioMmy BUTAJIKY, KPIM BUIIE3TaJlaHUX JiarHO-
3iB, XBOPOOM HAKONWYEHHS, BHYTPIIIHBOYTPOOHI
iHdekii, imyHH@il mpottec, aedinut dosnaris Oyim
BUKJIIOUEHI, OCKIIbKM Pe3yJIBTaTh Jab0paTOPHUX
JOCTTIIKEHD 1X He TiATBEPANIIN.

Y daxoBux myOaiKaIlisix ONMMCYIOThCS PSi/
MyTalliif, 9Ki HalydacTiie 3ycTpiyaioThCsa TPU
[30II [3,30]. [lIBuakicTh mporpecyBaHHS XBOPO-
O 3aJIe;KUTh BiJl BapiaHTa FeHETUYHUX OPYIIEHb.
Y nonazx 50,0% ocib BUSBJISIETHCS T.3. «4yBachKa»
MyTallisl TeHa 3 HallMEHIII arpecCUBHUM Tepedirom
i€l marosorii [1]. ¥ Takux marieHTiB TpUBAIICTh
KUTTS Oe3 JIKyBaHHs MOsKe Jocsirat 6—8 pokiB.
ATpodisg 30poBUX HEPBIB y TAKUX JIITEN PEECTPY-
€TbCSI 3HAYHO IIi3Hillle, HiXK IPU «CTaHAAPTHUX»
dopmax I30II, 3 MakcUMaIbHOIO TPUBAIICTIO
JKUTTS 10 1BoX pokiB [1,35]. E.JI. CaxapoBcbka Ta
in. (2012) onmcanu meBHI acoriallii Mix KJIiHIY-
HUM TIepebiroM XBOPOOUM Ta MOJIEKYJISIPHUM
nedekToM, acoriaiiio renotuny i dbenoruny [3].
Tak, mpu BusBiaeHNX MyTaIligax y renax OSTM1 un
CICNY7 xapakTepHOI0 03HAKOTO € BaskKa HEBPOJIO-
riuHa rpe3eHTallisd. Y He3HaYHOI KiJIbKOCTI /iiTeil 3
mytaiieto PLEKHM1 nepe6ir OIT € «arigamms.
[Tamientam 3 OII ta nedextom audepenititoBaHHI
ocTeokJacTiB 3 MyTalissMu y reHax RANK
i RANKL, gxi 3ycTpivaioThCs B MOOJUHOKUX
BUTIA/IKaX, TpUTaMaHHi iMmyHHi fedextn. N. Sima-
novsky Ta cmiBaBT. (2016) MOBIZOMIISIIOTH,
mo xsopumiz myraiisimu reHiB TCIRG1 mpura-
MaHHI cepilo3Hi pajlioJIoTiuHi 3MiHU, TTATOJOTIUHI
nepesioMHu, Tigipoliedaltis Ta remaToMeraltid, Juiie
y it rpymi oci6 Oysa momiveHa BapycHa jgedop-
Malfisi cTerHoBoi Kictku [15].

Hesponoriuni npogsu npu OIIl wHaituacrime
€ BTOPMHHUMM, BHACJIIIOK 00CTPYKIIii (hiziosoriu-
HUX OTBOPIB, Yepe3 gKi MPoXoJATh YeperHo-Mo3-
KOBI HEPBU, CITUHHUN MO30K Ta BEJIMKI KPOBOHOC-
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Hi CyAWHU, MO TMPU3BOAUTDH /10 CJITMOTH, BTPATH
CIIyXy, TIape3y JINIIEBOTO HepBa Ta Tigporiedarrii
[32,36]. Ha Bigminy Biji 1TUX KOMIIPECIHHUX SBUIII,
y TAIEHTIB 3 aBTOCOMHO-PEIMCUBHOIO (POPMOIO
OIl € gaBuma nepBUHHOI HeWpOeHepallii, BKJIIO-
yaiouu TIepBUHHI HaIa/y, He3Bakaloyu Ha HOP-
MaJbHUI piBeHb KaJbllilo B KPOBI, 3aTpUMKa
PO3BUTKY, TIMOTOHis, aTpodis CITKIBKU Ta HENPO-
cercopHa rayxora [32]. Ha MPT ronosnoro
MO3KY Bi/I3HAYalOTh 3HAYHY 3aTPUMKY Mi€JIiHi3a-
1ii, AudysHi AJISHKA KUCTO3HOI eHIedaromas-
il MmapeHxiMU TOJIOBHOTO MO3KY OijatepasibHo.
Kopa pisko BuTOHYEHa 3 APIOGHUME TeMOparidyHu-
MW BOTHUIIAMU. AHAJIOTIYHI BOTHWINA Bi3yasisy-
I0ThCST B JJISTHIT OasalbHUX siep Ta B JIJISTHIL
cepe/lHbOro MO3Ky. M0304OK 3BUYAITHOI CTPYK-
typu. Cepeaunni ctpykrypu He 3wminteni. [ly-
HOYKOBA CHCTEMa IIOMIpHO JujaToBaHa; GOKOBI
HIJIYHOUYKH Ha piBHI 0TBOPiB MOHPO HIMPUHOIO 10
5 mwm, I murynovok mupunoio 10 4 mm. [Topox-
HUHA TIPO30POi TIEPETUHKU NIUPUHOIO 70 6 MM.
CybapaxHoigaabHi KOHBEKCHUTaJbHI ITIPOCTOPHU
BiJIbHI, KoMIleHcaTopHO Tmomupeni. [inodis,
cympacessipHa JijisgHKa 6e3 0cOOIMBOCTEN.
Hesnaune, HepiBHOMipHE 3HUKEHHS IHTEHCUB-
HocTi curHAry B T1/T2 pesxknmax Bif KicTKOBOTO
MO3Ky KicTok ueperna [14]. Ili mamienTtn mawTh
BUHATKOBO HECIPUATINBUI MPOTHO3, CXUJbHI
JI0 TIMOKaJIBI[IEMIl, TUTAHIYHUX cyaoMm [22].
[le E.J.A. Gerritsen Ta cniBaBT. (1994) 3a3naun-
JId, 1O PAHHE IOPYIIEHHSI 30Py B IMO€JHAHHI i3
TeMaTOJIOTIYHUMH PO3JIalaMU  ACOIIOETHCS 3
HOTaHUM IPOTHO30M THepebiry xBopobu [9]. ¥V
HaIoi MariedTky BifigHavanucsa Ha MPT nudysni
JUJITHKY KUCTO3HOI eHIlehasoMasilii mapeHxiMu
rOJIOBHOTO MO3KY OijlaTepasibHO Ta CXOKi HEBPO-
JIOTIYHI 3MiHU, OJHAK BOHA pearyBaja Ha 3BYKOBI
nospasanky. Ha Hammy gymKy, opraHiuae ypaskeH-
Ha [THC y Bursisizi anamiyHoro ta cyJJoMHOTO CHUH-
JPOMIB i3 6yIbOapHUMHU PO3JIaaMi Ma€ KOMOIHO-
BaHuii TeHe3. HeliposerenepatuBHi 3MiHU
y TOJIOBHOMY MO3KY BUKJIMKaHi OCHOBHUM 3aXBO-
pioBanuaM (I30II) Ta MOXyTh MaTH BTOPUHHUIA
XapakTep BHACJIIOK TiTIOKCii, BUKJIMKAHOI aciipa-
mifiHoto mEeBMoHi€o0. [Ipo Taki 3MiHu MoBigoMIIS-
1oTh paj BueHux [20,37]. ¥ aitepatypi omucani
11 IHIITI HEBPOJIOTIYHI TIPOSIBH, TaKi SIK Makpoiieda-
Jiig, cyZioMH, Tifporiedasisi, ICUXOMOTOPHA BijI-
cTamicTh i KocookicTh [21]. BpaxoByioun HasBs-
HICTh TJINOOKOTO BPOKEHOTO HEBPOJIOTIYHOTO
nedinuty i3 CyTOMHUM CUHIPOMOM, 3 Oy IbOapHU-
MU PO3JIajlaMi, MU BBa)Ka€MoO, [0 y HamIol
MaIieEHTKN MaJia Miclle caMe HeBpoJoTiyHa hopma
[30II 3 BUHATKOBO HECTIPUSATIVBUM IMPOTHO30M
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nepebiry xsopobu. He MeHIII BU3HAYaIbHWIT BILIUB
JUIST TIOTJINOJIEHHST BaKKOT HEBPOJIOTIYHOT CMITTO-
MaTHKHU MaJia riobasibHa ileMist BHaC/IiI0K aciipa-
IiTHOT TTHEBMOHIi, 1O ToTpebyBaia MepBUHHOI
peaHimMallii, He3Ba)Kalouu Ha IHTEHCUBHY Tepariio,
CIIPSIMOBaHy Ha 3alo0iraHHs HE3BOPOTHUX 3MiH
B OpTraHi3Mi, B ocTpeaHimMaliiHuii mepio.

Ha sxanb, y jaHOMY BUIIAQJIKy HaM He BJAI0CI
MIPOBECTU MOJIEKYJISPHO-TEHETUYHE TIOCTIJIKEHHSI.

TakuM 4MHOM, Ha Ii/ICTaBi CIIA/[KOBOIO aHaM-
He3y (HasgBHICTh HEOIHOPA30BUX BUIIA/IKIB CMEPTI
HEMOBJIAT Ha TEPITUX MICAISAX KUTTS y POANUHI
6aThKa) y MOEIHAHHI 3 KJITHIKOI0 — TJIMOOKUI BPO-
JUKEHWI HEBPOJOTIUHUN JedilluT i3 CyJOMHUM,
anaJiYHNM CUHAPOMOM, OyJIbOapHUMK PO3Ja-
JlaMM, JIBOIIAPOCTKOBOIO IIMTOIIEHIEID 3 TeMo-
TpaHC(y3iMHOIO 3aJI€KHICTIO, HEBUCOKOIO edeK-
TUBHICTIO TJIOKOKOPTUKOCTEPOiTHUX TOPMOHIB
y TIOE€THAHHI 13 TICTOJIOTIYHUMY 3MiHAMU TPETaHo-
Giorrary Ta R0-0cOOGJUBOCTSAMU CKEJETYy — MU
BepudikyBam piarnos [3OII.

Benenna nanientis 3 OIl Bumarae komiuiekc-
HOTO MIIXO/Y, 3 OIJIA/Y Ha BeCh CIEKTP KIIHIUHUX
pobJieM, y TOMY YHCJIi TeMaTOJIOTiYHuX, MeTabo-
JIIYHUX TIOPYIIeHb, PEUANBHUAX iH(EKITiH, KiCTKO-
BUX i HEBPOJIOTIYHUX YCKIAHEHD [4]. Y 1ux miTeit
€ mpobjeMu 3 BUTOJOBYBaHHSIM, 3yMOBJIEHI
Gysnbbapuumu posnagamu. [lepesomu € gacToro
XapaKTepHOIO O3HAKOIO0 Ta OJHIEI0 3 KJIACUYHUX
ocobamBocreit OTI. Bonu, sik ipaBuiio, mormepeyHi
Ta BUHUKAIOTH ITCJAA TMOMIPHOI TpaBMH, aje Kic-
TKOBE /103PiBaHHS € HOPMATbHUM.

[Tepebir XxBopoOU TIPU ayTOCOMHO-PEIIECUBHO-
my OII € mporpecuBuuMm. Y 6isbmiocTi gitei
31 3soskicHoO (opmoio OIl TpuBamicte KUTTS
6e3 JIiKyBaHHs He mepeBUIlye 2—3 poku. Bukiu-
BAHHSI BITPO/IOBIK MIECTH POKIB CTAHOBUTD OJIN3HKO
30,0% [9,10]. IlepeBaskHOI0 TPUYUHOIO CMEPTI
xBopux 1mpu OII € cenTuyHi ycKJIaJHEHHS, KPOBO-
Tevya ab0 BaskKa aHeMist. TakTHKa JTIKyBaHHST B 0CiO
3 I30OII cipsimoBaHa Ha IKHAUTIIBU/IIITE TTPOBEIEH-
HSI TPAHCILIAHTAI[] FeMOIIOeTHYHUX CTOBOYPOBUX
kmitiua (TTCK), 1o yacy BUHUKHEHHS HE3BOPOT-
nux 3miH. Came cBoedacHe npoBenernst TTCK,
JI0 PO3BUTKY KOMIIpECii 4YepernHnuX HepBiB, /103BO-
Jisie 30epert TMaIieHTy 3ip, cayX Ta 3amodirTu
PO3BUTKY 1HIIMX YCKJaJHEHb. 3a JaHUMH Py
ny6urikariii, ebextunicts TTCK mpu I30II cra-
HOBUTbH 45,0—55,0% [21,28]. Tumi aBropu nosizo-
MJISIOTH TIPO 5-piuHe BrkuBauHus y 79,0% XBOpUX
Ha [3OII niciss HLA-igentnunoi TIT'CK [14].

MouekyisipHa AiarHOCTHKA JOIIOMarae He
autie Bepudikysatu piarno3 Oll, ane it mae 11in-
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HICTh JJI TEHETUYHOTO KOHCYJIBTYBaHHS ciMel
XBOPUX JiTell 3 BUCOKUM PU3UKOM HAPOKEHHS
TAKUX MAIIEHTIB, TIPU MPOBE/IEHH] TTPEHATATbHOI
JIIATHOCTUKH, y IPUNHSATTI PillleHH 11100 TPOBe-
nenns TTCK. IIpu okpemux nigsapiantax [3O1I,
MOB'A3aHUX 3 TOPYIIEHHSM JI03PiBaHHSA OCTEO-
KJacTiB, Hampukiayg 3 MyTaimieio B redni RANK
ligand, TTCK € nHeedexTuBHOIO. 3amigo3puTn
takuii BapianT OII MokHa TIpU TpoBeeHHI
MATOTICTOJIOTIYHOTO  JIOCTi/KEHHsT  OiomTary.
«Kmacuyaniity» dopmi OIl mputamanna pocratHs
KiZIbKiCTh ocTeoksacTiB, a npu aedexti RANKL
octeksactu BificyTHi [3]. Takum ynHOM, 3a 1aHu-
MM JiiTepaTypu, Ha Cy4acHOMY eTalll iCHye nBa
abCOJTIOTHI TPOTUIIOKA3aHHS [IJIsT TIPOBEIEHHS
TCI'K uepes ii needpextuBHicTh. Ile HassBHICTH
nedexry B reri RANKL Ta neBposioriuna opma
Oll, gaka xapakTepu3yeTbCs IEPBUHHOIO eHIleda-
Jlonariero i HelpojereHepalti€io, rinepToHycoM
i MTBUIKO TIPOTPECYI0Y0I0 3aTPUMKOI0 PO3BUTKY.
Hespogoriuna ¢gopma OII acornitoetbest 3 MmyTa-
miero B renax OSTM1 uu CICN7. [Iporunoxa-
sanusimu it ipoefennst TTCK moxyTs Gyt
IHII Ba’KKi KJIIHIYHI CTaHU, 3yMOBJICHI HasBHi-
cTI0 iH(EeKIIHHOTO TPOTEeCy, Ba)KKOi AMXaTbHOI
HEJIOCTAaTHOCTI, BUCOKAa BHYTPillIHbOYEPEIHA
rinepreHsisi Ta cepilo3He BiJICTABAaHHSI B PO3BUT-
Ky 3 BTPaToIo CJayxy Ta 3opy [3].

€unuM epeKTUBHUM METO/IOM JIiIKYyBaHHS BPO-
mxenoro 3nosikicHoro OII e TI'CK. A y mamoi
HALIEHTKY yepe3 Taki 00CTaBUHM, SIK HE3BOPOTHE
Baxkke opraniude ypaxeuus [[HC y surmsmni ente-
(hamomanATiiHUX Ta TeMOpariYHUX 3MiH MapeHxi-
MU TOJIOBHOTO MO3KY, HasBHICTb alaJiqHOTO
Ta Cy/IOMHOTO CUH/IPOMIB, 1110 € TIEePIIUM IIPOTUIIO-
Kas3aHHsIM JIJIS1 3aCTOCYBAHHST TAKOTO CIIOCO0Y JIiKY-
BaHHsI, 1leil MeTo1 Tepartii 6yB HeMOKIMBUM. ToMy
B ormucanomy Bunaaky TI'CK we mpoBoammacs 3
OTJISIlY Ha BAKKUI HEBPOJIOTIUHUM fiehituT, 3 ara-
JIYHUM CHUHPOMOM Ta BIJICYTHICTIO IHIAHCIB Ha
3nopoBe KUTTS auTuHu. Hamu 3actocoByBasacs
6araTOKOMITOHEHTHA, B OCHOBHOMY MiATPUMYBaJIb-
Ha, CUMITOMATWYHA Tepamid yCKJIaJHEeHb, dKa
BKJIIOYAJIa AHTUOIOTUKHU TITHPOKOTO CHEKTpa [il,
TJIFOKOKOPTUKOI/IHI TOPMOHU, TIPETapaTi KaJIbIlito,
TpaHchysii epUTPOKOHIIEHTPATY, TPOMOOKOHIIE-
Tpary, CBiXKO3aMOPOXKEHOI TazMu, iH(y3ilHY
KOperylouy Tepariito, XapuoBi 3aX0/[1 TOIIO.

3a BIICYTHOCTI MOJKJMBOCTI TPOBEJICHHS
TTCK y xBopHX i3 aBTOCOMHO-PEIeCUBHOIO (hop-
Mot OIIl onwmcyroThes anbrepHATUBHI METOU
JiKyBaHHsI. 3aCTOCOBYIOTH KaJbIUTPUI abo
inTepdepoH vy, gaKi CUPUSIOTh YTBOPEHHIO OCTEO-
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KJIACTIB, 1[0 CTUMYJIIOE Pe30POIIiI0 KiCTKOBOI TKa-
HUHN [8]. 3aCTOCOBYIOTHCS TAKOK TIAIOKOKOPTH-
KOCTEPOi/lHi TOPMOHH, SKi IIE€PEINIKO/KA0Th
VIIIJIBHEHHIO KiCTKOBOI TKAaHWHU 1 TPU3YTNHSI-
I0Th MOTINOJEHHST TPOMOOIMTOIEeHII Ta aHeMii
[16]. 3a manumu C. Sobacchi ta criBasr. (2013).
POBIJISIIAETHCS BHYTPITHBOYTPOOHE 3aCTOCYBAH-
HsT CTOBOYPOBMX KJITHH, 3amicHa Teparis
RANKL i BBezieHHs ieHOCYyMa0Yy, IO € MePCIeK-
TUBHUM MeTosoM JikyBauHs [30]. [Ipemapar
neHocyMab € MOHOKJIOHATTbHUM aHTUTIIOM JIIO/[U-
HU JI0 JITaHay pelenTopa aKTUBaTopa sS1epHOTOo
dakropa kB (RANKL), gaxkuii 3HaxoanThCcs Ha
MTOBEPXHI OCTEOKJIACTIB Ta iX monepeauukis. [Ipe-
rapar, 3B'sI3yl0UUCh 3 JIITAH/IOM, IPUTHIYY€E aKTU-
Ballif0 perenTopa Ta, SIK HACIJOK, TPUTHIUYE
aKTUBAIliI0, YTBOPEHHS 1 TPUBAJICTD KUTTS OCTe-
oksactiB. TaKMM YMHOM 3MEHIIYETHCS PE30POIList
KICTOK 1 301/IbIIYETHC Maca Ta MilIHICTb TpabeKy-
JIIPHOTO 1 KOPTUKAJIBHOTO TaPiB KiCTKH.

JNNITEPATYPA

BucHoBku

Jliarnoctuka 13011, rosjoBHIM YMHOM, 3a71€KUThH
Bi/l PEHTIeHOJIOTIYHOTO Ta TiCTOJIOTIYHOTO JJOCJIi-
JuxkeHb. [IpoTe BoHA 4acTo 3aTpUMYETHCS Yepes Bifl-
CYTHICTb KJIHIYHUX MMi103p. Panug miarnoctuka i
cBoevacHa TI'CK € equanM /1ieBUM METOIOM JTiKY-
BauHs [30ll, inakmre cmepTh marieHTa HeMUHYYA.
TpaHCITAHTAIII IO TeMOTIOETHYHIX CTOBOYPOBUX KJTi-
THUH, 32 MOSKJIUBOCTI, CJTiJl TPOBOJIUTH Y SKHANUTITBU/I-
1T TEPMIiHN Yepe3 HE3BOPOTHICTh BAKKUX JIOTPAHC-
IJIAHTAIINHUX YCKJIaHEeHb. ToMYy BaKJIMBO BYACHO
BCTAHOBUTH JIiaTHO3 Ta B CTUCJI TEPMIHU ITPOBECTH
TTCK 11t mopATYHKY SKUTTS TATUHU.

TaxkuM YWHOM, BUCOKA MHUJIBHICTD TEIiaTpiB,
JIATSTIMX OHKOTEMATOJIOTIB, opTorteiB moao 13011
Ta PAHHS WOTO JIarHOCTUKA JIAI0Th TAHCU Ha TIOPSsI-
TYHOK JIMTUHU 32 YMOBU 3aCTOCYBaHHS e(heKTUBHO-
0 METO/TY JIiKyBaHHs y OlibiocTi xBopux Ha [3OTL.
HanzsruaitHo BayKTMBO TPOBOINTY TEHETUIHE KOH-
CyJIBTyBaHHs ciMelt i3 poauaanME Bumagkamu OT1.
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HOBOCTH

Kak ocTtaHOBHTh MTHEBMOKOKK?

[THEBMOKOKK — OJlHA M3 CaMbIX PaCIPOCTPAHEHHbIX
NPUYUH GaKTEePUATBHBIX HHMEKINIT ABIXaTeTbHbIX My TEll.
Exeronto okosno 100 Teicsiu jgereil B Bospacre 10 5 JieT
6OJIeIOT ITHEBMOKOKKOBBIM MEHWHTUTOM, 1 BO MHOI'X CJIy-
qasiax 3To 336OJICB3.HI/IG CTaHOBUTCA (baTaJleblM JJIA HUX.

Jlaxke mocsie JiedeHns aHTHOMOTHKAMHU Y TIAIIMEHTOB
MOTYT Pa3BUThCSI XPOHUUECKUE HEBPOJOTHYECKUE OCJIOKHE-
nug. 151 Toro, 4ToObI BBI3BATh MEHUHTUT, OaKTepUst JOJIKHA
HpOHI/IKHyTb U3 IbIXaTCJIbHbBIX HyTeI'/JI B KPOBb, a 3aTeM IIPeo-
JI0JIeTh reMaTodHIepaTnIecKuii 6apbep, KOTOPbIii 3allKIaeT
MO3T B TOM 4UCJI€ U OT HATOIr€HHbIX MUKPOOPraHn3MOB.

Jlo cux mop He 6BLI0 U3BECTHO, KaKUM 006Pa30M MHEB-
MOKOKKY y/laeTcsl IIPOHUKHYTh uepes ATy nperpaay. Hayud-
HbIC COpr]IHI/IKI/I HCCJIEIOBAJIN TKaHW MO3Tra yMEpHINX OT
MEHMHTHUTA TAIMEHTOB 1 BBIABUIN, 4To 90—-95% Gakrepmii
ITHEBMOKOKKA CKaIJIMBAJIMCh BO3JIE JBYX PEIENTOPOB KJie-
TOK rematoatiedanndeckoro 6apoepa: PECAM-1 u pIgR.

bisiokupoBka aTuX perentopoB y Mbliiell ¢ IOMOIIbIO

aHTHTEN OKasanach Gosee ueM 3pHeKTHBHA — Y KOHTPOJIb-
HOl TPYINBl KOHIEHTpanusi Gaktepuil B Mosry ObLia
B COTHHU Pa3 BbIIIE, YeM y 0CO0el, KOTOpbIe TPOIILIN Tepa-
[HIO ¢ TPUMEHEHNEM aHTUTEJL.

AHTHOMOTHKN TakKKe MOMOTAJN MBIIIAM HAMHOTO
JIydiile, eCJiM SKUBOTHBIM TIPEJIArajii UX B KOMOWHAIIUM
¢ autuTenamu. HeKoTOpble MBIIIH TOJTHOCTBIO M3JIEYHIINCH
B pe3yJIbrate Takoii Teparmui. Bo3aMoskHo, anTnTesa cMoryT
6GOpPOTBCS U C PE3UCTEHTHBIMU K aHTUOMOTHKAM OaKTepus-
MU, TPEAOTBPAIas 3apaykeHne MmyTeM OJOKHPOBKH ITHEB-
MOKOKKY JIOCTYIIa B MO3T.

VccueioBanue MOKA3bIBAET, YTO UCIIOIb30BAHIE AHTH-
TesT, GIOKUPYIONINX 9TH PEIENTOPbI, MOXKET MOMOYb TIPe-
JIOTBPATUTH Pa3BUTHE MHEBMOKOKKOBOTO MEHUHTUTA.

CraTtbst 1m0 uTOraM HAYYHOU paGoTHI OMyGJIMKOBaHA
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