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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-
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Beryn
creonietpo3 (OIl) — pigkicHe 3axBOpIO-
OBaHHH, MPUUUHOIO SKOTO € TeHEeTUIHUM
nedexr [1-3]. [Ipn mbomMy maTosOrivHOMY CTaHi
HaJIMipHO TIPOAYKYETbCS KiCTKOBA TKaHWHA
Ta CIOBLJIBHIOIOTHCS TIPOTIECH ii pe30pOIIii BHACTI-
NIOK TtopytnenHs qudepenitialtii, QyHKITIOHATbHOT
AKTUBHOCTI 0cTe001acTiB a60 3MEHIIEHHS X KiJTh-
kocti [1-3,16]. Ile npusBoAUTH 3rOIOM /10 KPUX-
KOCTI KICTOK y TIAITIEHTIB, HE3BAKAIOUN HA BUCOKY
MITBHICTH KicTKOBO1 TKaHnwHu. OcTeomnerpos
BUKJWKAE TPUTHIYEHHS KiCTKOBO-MO3KOBOTO
KPOBOTBOPEHHSI 3 MOAAJbIIUM (GOPMYBAHHSIM
€KCTPaMeyJIIPHOTO KPOBOTBOPEHHS 3 KOMIIEHCA-
TOPHUM 301JIbIIIEHHSIM PO3MIPiB MEYiHKH, CeIe3IHKH
Ta JiMGATUYHUX BY3JIiB, HEBPOJIOTIYHI PO3JIan,
TTOB'sI3aHI 3 KOMIIPECIEI0 HEPBIB, a TaKOX BijicTa-
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BaHHs y (isuuHoMy po3BUTKY [5]. ¥ aiteparypi
omnmcano noHalimennre e’ sitb BUAIB Ol 3 pis-
HOMAaHITHUMU KJIHIYHUMU Ta PEHTTEHOJIOTIYHU-
M o3Hakamu [16]. ABTocOoMHO-mOMiHAHTHA
dhopma OII 3a3Buuaii nepedirae 6e3CUMITOMHO i
MIarHOCTYETHCST BUTAKOBO y CTAPIIOMY TUTSIYO-
My abo Kk y qopociomy Bii [7,37]. HaiiBaxuum 3a
nepebirom € inaHTUABHUI (3I0SKICHUIT) 0CTEOo-
nerpos (I30II). Moro nepmi xiiniuni mposisu
Bi/IMIYAIOTBCS YK€ 3 HapPOJKEHHS Ta HIBUKO
nporpecyiotb [5,28]. Binbimicte apiTell momupa-
I0Th Ha TEPIIOMY pOTI KUTTS, HEe OTPUMABIIU
gikyBanHd. [Ipu Bpozkenomy OII HepocTaTHiCTh
Me3eHXIMU IIPU3BOJIUTH /10 CIIOTBOPEHHS IIpOIle-
CiB OKOCTEHIHHS 3 HAJJIMIIKOBUM PO3BUTKOM
KOMITAKTHOI PEYOBUHMU, MO € MPUINHOIO aTpodii
KiCTKOBO-MO3KOBOI TKAHUHU 3 PO3BUTKOM aHEMil,
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TpoMOonuTONEHII. Y HeoHaTaJbHOMY Iepioji
Ta paHHbOMY TPY/ZHOMY Billi y aiteil audepeH-
IiaJibHa JlarHOCTUKA IUTOIIEHIH € CKJIAHOIO ITPO-
6J1eMo10, 10 MO)Ke BKJoyaTu isiosoriuni abo
ATPOreHHI IPUYNHY, TaKi SK BPOIKEHI un HaOyTi
iH(exKIlil, TeHeTUYHI 3aXBOPIOBAHHS, IMYHHI TIPO-
1ecy, pi3HOMaHITHI TeMaTOJIOTiUuHI 3aXBOpPIOBaH-
HS: BPOJJKEHI JelKeMil, Mi€JoAUCIIaCTUYHUIA
cuHIpOoM TOTIO [29].

Tomy BBaskaemMo, MO JaHe MOBIOMJIECHHS
npo Bunagok [30II, gkuii neMoHCTPyE CKIAj-
HICTD JIarHOCTUKM IIi€l XBOPOOH, € IiKaBUM JIJIsT
MMUPOKOTO KOJIA CIEIialiCTiB.

Kniniunuii 6unadox. JliBunHKa HapOAKUIACS Bijl
MepIioi BariTHOCTI, YCKJIQJHEHOI apTepiajbHOIO
rineprensieo. MaTu AUTUHU — JABAJAISATHOIHO-
piuHa 3110poBa kiHKa. I3 cimeliHoro anHamHesy 3'si-
COBaHO, M0 y pojanHi ObaTbka OyJIM HEOTHOPA3OBI
BUTIQ/IKU CMEPTi HEMOBJIAT Ha TEPITUX MicCAISIX
KuTTs. [lostorn BigmOyJmcss MPUPOIHIM MIJISIXOM
y 36 twxkHiB. Y mosorax — cjabKicTh poaoBoi
NUSAJIBHOCTI, CTUMYJIANISA OKCUTONMHOM. HaBko-
JotmiHi Boau MeKouianbHi. [Ipn Hapomkenni
maca Tisa 3000 r, moBxuHa 52 cM, 00OBII TOJIOBA
34 cm. Ilicass HapojsKeHHsT cTaH AUTUHU OYB
BKpaill BaKKUM, ITPOBO/INJIACS TIEPBUHHA PeaHiMa-
mist (iHTyOarist Tpaxei Ta IITyYHA BEHTHJISINIS
JieTeHb, aclipallisi MIYHKOBOTo BMicTy). O1liHKa
3a mikasioo Anrap 5/6/7 Ganis. Y Bimi 5,5 ro.
Yy B&KKOMY CTaHi UTUHA TOCiTai30BaHa y Bifii-
JIEHHSI iHTEHCUBHOI Tepalril HeJIOHOIeHNX HOBO-
HapoKeHux Jiteil JIbBiBCbKOI 06acHOl KIIiHiY-
Hoi sikapui (JIOKJI). ¥ HeBposoriunoMy cTaTtyci
— KOMa, CYJJOMHUU CUHJIPOM, BiICYTHS PeaKIlis
Ha CBITJIO; BEJIMKA TOJIOTOBA MyXJWHA B TiM SHO-
MOTUJINYHIN AiaHI. JluxanapHi po3gaan 3 moTpe-
6010 y KuCHeBiil Tepamii (5 AHIB), CIpUYMHEH]
acIipariitHoo MTHEBMOHI€I0. Y TepIny 100y Tmicist
HapOJKEHHI y TeMmorpaMi: eputponutu (ep)
3,7x10" /11, remornobin (r6) 144,0 r/x, neiikorm-
T (seik) 44,2x10°/n, mienonuru (mir) 0%, eo3u-
HodimpHi Helitpodimu (e) 0,0%, mannuxosiaepHi
neiirpodism (1) 12,0%, cermeHTOsI IEPHI HEUTPO-
dinm (¢) 60,0%, aimdonutu (1) 24,0%, MOHOIIUTH
(M) 4,0%, tpomboruTu (Tp) 380,0x10° /11, IIIOE
50 mwm/rox. BioxXimiuHi MOKa3HUKW: HENPSIMUIL
6imipy6in 21,0  mMrMoub/n.  JlocaimKeHHs
na TORCH-indexmii (1iuToMeranosipyc, TOK-
comaamos, cudimic, CHI/[) wneratusni. Ilicas
BiJIHOCHOI cTabismi3zarii ctany y Billi BOCbMU JIHIiB
JUIST TIOJIAJIBIIIOTO JIIKYBaHHS JAMTHHA TIepeBefieHa
y BiJJIiIEHHSI TATOJOTil HeJOHOIIeHUX iTell.
YrpumyBajiacs 1atoJioriyHa HEeBpPOJIOTIYHA CUM-
TITOMAaTUKA Y BUTJISA/II CHHAPOMY BUPA3HOTO Tiepe-
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Pue. 1. A, b, B. MPT ronoBHoro mosky

OpPaJILHOTO MPUTHIYEHHS, CYJOMHOTO CHHPOMY,
OyapbapHux posuaaiB. CKPUHIHT CJIyXy IIPOii-
nta. Orsig oprambmosiora — ONTUYHI cepeioBU-
ma TPO30pPi, MHOKWHHI KPOBOBUJIWBU B IJSHIIL
JINCKiB 30POBUX HEPBIB.

3 1npuBoLYy TIMOOKOTO HEBPOJOTIYHOTO Jedi-
Ty BUKOHAHO MarHiTHO-Pe30HAHCHY TOMOTpa-
¢ito (MPT) ronoBHoro MoO3Ky ¥ BUSBJIEHO:
nudy3Hi TIISTHKE KUCTO3HOI eHIlehasoMasIii
mapeHxiMu roJI0BHOTO MO3KY OimarepanbHo. Kopa

125



YmntamTte Hac Ha canTe: http:/med-expert.com.ua

pi3K0o BUTOHYEHA 3 JPIOHMME TeMOpariyHUMU
BOTHUIIAaMU. AHAJIOTIYHI BOTHUIIA Bi3yasi3ytOTh-
cs B JiAgHI GasaJdbHUX siiep Ta B iJISHIL
cepeHboTo MO3KY. M03040OK 3BUYANHOI CTPYKTY-
pu Tta inteHcuBHOCTi MP-curnamy. Cepennnni
cTpykrypu He 3mimieni. IIlayHoukoBa cucrema
MOMIPHO JinJIaToBaHa; GOKOBI MIJIYHOYKN Ha PiBHI
oTBOPiB MoHpO mupuHoio g0 5 My, 111 nurynouox
mupuHoio 10 4 MM. [TopoxHuna mnposopoi mnepe-
TUHKU 1UpUHOI0 10 6 MMm. CybapaxHoigaiabHi
KOHBEKCUTAJIbHI TPOCTOPU BiJIbHI, KOMIIEHCATOP-
Ho momupeni. linmodis, cymnpacenspHa JiJsHKA
6e3 ocobmmBocTeil. HesHauHe, HepiBHOMIpHE 3HM-
JKeHHsT iHTeHcuBHOCTI curHamry B T1/T2 pesxumax
Bi/l KICTKOBOTO MO3KY KiCTOK 4eperia. BUCHOBOK:
«/Indysni ennedanomansdiiiiai 3MiHNI TapeHXiMU
rOJIOBHOTO MO3KY, BUKJIMKAHI [TepeHEeCEeHUM Till0-
KCUKO-imeMiuyHnM ypaxkeHHsam» (puc. 1 A, b, B).

VY Bini 1 mic. 10 gHIB AUTHHA TOCIiTAli30BaHa
y BigjisieHHsi iHTeHcuBHoi Tepamii K3 JIOP
3YC/JIMIL y Baxxkkomy crani. BaxkxkicTb crany
3YMOBJIEHA CYJIOMHKMM CHHAPOMOM, OyJIbOapHUMM
possazamu, TpyOUM HEBPOJIOTIYHUM edilluToM,
IUXAIbHOI0 Ta CepIeBO-CyANHHOI0 HEIOCTATHi-
CTIO, THEBMOHI€I0, HefloHoneHicTio. [Ipu rocmirta-
mizarii gimgonposigepaTuBHOTO CUHIPOMY He
BUSIBJIEHO. AKTHUBHI pyXW B KIiHIIIBKaX BiJICYTHI,
roJIOBy He TpuUMaJja, ollopa Ha HiKKM BiJICYTHS.
Y szaraspHomy anamizi kposi: ep 2,98x10"/u,
r6 96 r/mn, neiik 16,7x10°/1, M1t 0,0%, e 12,0%,
19%, ¢ 21,0%, a1 38,0%, m 10,0%, Tp 66,0x10°/m,
IIOE 50,0 mm/rox. bBioximMiuHi ITOKa3HUKMN:
sarajbumii - Oimipy6in 7,7  mMrmouab/n, AJIT
18,3 MO/n, ACT 46,0 MO/n, xpeaTuHin
41,9 mxmosb/n, cedoBuna 4,6 mmonw/a, JIJAT
487,0 MO/n. K* 5,3 mmouts/i1, Na® 148,0 mMoutb /11,
Ca 2,0 mmourb /a1, P 1,2 mmoub /a1, myskHa docdara-
3a 412 MO/x, rimokosa 3,3 MMoJb /71, 3araiabHui
6inok 53,6 v/41. Ha pentrenorpadii opranis rpyi-
Hoi kaitkn (Ro-OT'K): rimeprnueBmaTo3 JjiBoi

Pue. 2. MpaBo6iyHa NHEBMOHISi, 03HAKN NOPYLLUEHHS 6POHXianbHOI
npoXigHoCTI
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JIeTeHi 3 MUPOKUMU MiKPeOEePHUME ITPOMIZKKaMHU.
[IpaBa wactuHa rpysHOI KIITKH AeOopMOBaHa 3a
PaxyHOK BMPa3HOI «TaJii», B Me/iaJbHO-6a3ajib-
HOMY BiJITiJI JIIJITHKA TiJIbHOT iH(D1TBTpaIllii, Kope-
Hi TIepeKpUTi TIHHIO ceplisd, cuHycu BibHI. Cepite
y ¢opmi «4obiTKa». Ro-BUCHOBOK: mpaBobiuHa
[THEBMOHisI, O3HAKU MOPYIIeHHsT OPOHXiaabHOI
npoxizgHocTi (puc.2).

V3]l depeBa, TUMYCY, MIMTOIOMIOHOI 3aJI031
(BMKOHYBAJIMCSI HEOJHOPA30BO) — €3 0COOIMBOCTEIL.

[Ticisg crabinisanii crany AMTHHA IiepeBeeHa
y COMaTU4He BiJIiJIeHHs. YTPUMYBAJUCh O3HAKU
Bakkoro opraniunoro ypaxkenss [[THC, kmoniko-
TOHIYHI cyzilomMu 11paBoi pyku. [lepiognyuno y kajo-
BUX Macax OyJIiu MPOKUIKHI KPOBI.

Ha xonTtpombanx Ro-OT'K BiggHavamocst BiTHOB-
JIeHHsI TTHeBMaTH3allii JiereHeBoi TKaHUHU. EnekTpo-
kapaiorpadisg (EKT): putm cunycoBuii, cuaycoBa
6paaukapmist. Curpom sosskernoro QT. Miokapi-
aJIbHI 1 TIepuKapiaibHi 3MiHU, TITOKCiS MiOKap/a.
MeTabo 1 9HO-eJIEKTPOTITHI TOPYIIEHHS.

Heiipoconorpadist: cTpyKTypu MO3KY CUMETPHY-
Hi, 3BUBMHU BupasHi. [lapeHxiMa MO3KY 3 BUpa3HU-
MU JiIsTHKaMu eHIedbanomasitii. Bupasna qunara-
1Tist OOKOBVIX IIIJTYHOYKIB, JTOOHI porx — 16 M, Tio —
20 mm. IMorsmbeni norumyni porn 10 22 mm. Pos-
nmmpeHi ckpoHesi poru 0 10 MM. 3-i1 MITyHOUOK
nomupeHnit — 6 MM; 4- NUIYHOUOK — 9 MM,
e nedopmoBanuii. Beska nucrepaa — 5 M.

Koncyspratiga odraabpmosiora: odHe JHO —
nucku 3opoBux HepBiB (J3H) cipo-poxesi.
Cynuamn — BeHyJIM TIOMIPHO PO3IIUPEH], apTepio-
Ji B HOpMi. MakyJisipHa JlijigHKa BUpa3Ha.

Y remorpami crocrepirajgocss MoranGJeHHs
HOMOXpOMHOI anemii: 16 70,0-75,0 t/m, ep 2,14—
2,39x10" /71, Tpombormronesii 5,0—26,0—33,0x10° /11;
TPATISITIUCS TIOOJIMHOKI HOPMOIUTH 'y (hopMyTi
KpOBi. ¥Y GioXiMiYHOMY aHaIi3i KPOBI CIIOCTEpPITaIu-
CS1 TPAH3UTOPHI IN3€JIEKTPOJIITHI 3MIHU: TillEpKaJTi€-
Mist (5,9—7,4 MoJib /1), TillepHATPIEMIsT 3 MAKCHMAJIb-
HuM 3HadenHsM 159,0 MMoJtb/J1, Tinokasbitiemis 2,0
MMOJTb/JI, CHHIPOM TTUTOI3y 3 miaBuiiienHsM AJIT
— KOJIMBAaHHSI 66,0—240,0 MO/n
ta ACT 66,0-409,0 MO/n, MmakcuMmasbHe IIiABU-
IEHHS 3ara/IbHOTO Gitipy6iHy 10 27,0 MKMOJIB /JI.

3acTocoByBasach 06araTOKOMIIOHEHTHA Tepa-
mist: anTrOaKTepiiiHa, TPOTUCYOMHA, iH(DY3iliHa,
XapuyBaHHS dYepe3 Ha30TaCTPaJbHUN  30H]I.
Bigznauamaca remoTpaHcdy3siiiHa 3aeXHICTH
(oTpumyBasia HeoiHOPa30Bi TpaHchy3sili epuTpo-
MacH Ta TPOMOOKOHIIEHTPATY ).

[IpoBonnnaca nudepeniiagbHa iaTHOCTUKA
JIBOIIAPOCTKOBOI 1UTOIIEHII 3 IIAPOKUM Jianas3o-
HOM TATOJIOTil: MiX IIUTOTEHIEI0, 3YMOBJIEHOIO
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BHYTPIITHBOYTPOOHOIO iH(EKITEI0, CETUIHNM CTa-
HOM, SIK HacJifiok nedinuty ¢osariB Ha TPYHTI
MPUIIOMY TIPOTUCYJOMHUX CEPEeHUKIB, IMyHHUM
MIPOIECOM, MIEJIOAUCIIACTUYHUM CUH/IPOMOM, Jie-
6I0TOM TeM00JIaCTO3Y Ta XBOPOOOIO HAKOITMYEHHSI.

Bukonano 101aTKOBO HACTYIHI MOCTIIXKEHHS:
omieBa kucmora 20,0 ur/ma (Hopma 4,6—34,8),
BitTamin B12 1263,0 nir/ma (Hopma 191-663), 3ai-
30 cupoBaTkoBe 33,7 MMOJIb/J, TapaTTOPMOH
9,2 mmous/1 (Hopma 1,26—10,21). IIpsima mpoba
Kym6ca Bin'emua. IHdexrniiina nanens: BIJI
(CHIM), cudimic, TOKCONIA3MO3, ITUTOMETAJIOBI-
pyc, Bipyc repriecy 1-ro i 2-to Tuiry, Bipycu rermna-
tutiB B i C, mapsosipyc B19 He BusinJieHi.

J/lutHa KOHCYJIBTOBaHA TeHEeTHKOM. BukoHaHO
iMyHO(DEpMEHTHE JIOCTI/KEHHS KpaIlii KpOBi JJIs
BUKJIIOYEHHST XBOPOOU HAKOTIMYEHHST: 3 — TUIIOKO3H-
masa 2244,2 pmol/spot*20h (ropma 200,0—-2000,0),
kucaa coinromieninaza 1356,0 pmol/spot*20h
(mopma 200,0-3500,0), B — ranakTo3umasa
0,28 nmol /spot*21h (nopma 0,5-3,2), mo 3anepe-
10 KaacuuHi ¢popmu xBopobu Toie ta XBopoou
Himana—Ilika (tumr A/B).

Ha 13 pn06y mnepebysannsa y K3 JIOP
3YCJIMII (y Bimi 1 mic. 23 auiB) 3pobIreHO mepIry
MYHKI[0 KICTKOBOTO MO3KY. ¥ IyHKTaTi: Ha TJi
HOPMAaJTbHOT KJIITUHHOCTI TIpenapaTiB Bi/[3HAYAIO-
cd PO3IIUPEHHI MI€JOITHOTO MapoCTKa 3a paxy-
HOK TIi/[BUIIIEHOTO BMicTy MOJoux ¢opm (iHgeKc
no3piBanHg ctanoButTh 1,02 mpu wHopmi 0,6-0,8)
i 3By)KEeHHsST epUTPOHY 0e3 TOpPyIIeHHs 03PiBaH-
Hea. MerakapionutapHuii TapOCTOK TTOMIPHO 3BY-
JKEHUH, TIpe/ICTaBJIeHNI TIepeBaskHO MeraKapiolu-
tamu [-II crymnens 3piziocTi 3 pi3KO 3HUIKEHOIO
dbyHKIielo  TpoMGOIMTOYTBOpeHHs.  /lu3moes
He BUpaxkeHuil. lemodarouros Ta aHarmiazoBaHi
KJIITUHU HEe BUSBJIEHI.

[IpusnaueHno Teparito MPEAHI30JOHOM Y /1031
2 mr/kr, Ha 18 100y NpeaHi30J0H 3aMiHEHO Ha
JIeKCaMeTa30H y /1031 3 MT/KT TI0 TPEeHI30JI0HY,
onHak 6e3 edexry.

BpaxoBytoun BaXKiCTh CTaHy AWTUHW, YTPH-
MaHHSI He3'sICOBAHOI JIBOTIAPOCTKOBOI IUTOIIEHI],
PE3UCTEHTHOI /10 TJIIOKOKOPTUKOIAHUX TOPMOHIB,
reMoTpaHcdy3iitHy 3aJeKHICTh, MOBTOPHO 3pP00-
JIEHO KICTKOBO-MO3KOBY IIYHKIIIO Yy Billi 2 Mic.
11 muiB. Y wmienorpami: cxoxi 3miHu, Ha (oHI
MMOMIPHOT KJIITUHHOCTI IIperapariB BilZHAYATIOCS
3BY/KEHHSI €pUTPOHA 0e3 MOPYIIeHHs J03PiBaHHS
Ta 3BY’KEHHSI MerakapiolluTapHOIo apocTKa, BiJl-
CYTHICTb  KiCTKOBO-MO3KOBOTO  PETHUKYJIOMY.
MerakapionurapHuii nmapoctok OyB IpecTaBJie-
HUIT  HeDYHKI[IOHYIOUYMMHU  MeTaKapiolnuTaMu
[-IT crynens 3spisocti. /lucrioe3 He BUPaKEHUI.
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Pue. 3. Ro-kicTok yepena: A — (ppoHTanbHa NPOEKUIN: YLLiNbHEH-
HA CTPYKTYPW CKPOHEBUX KiCTOK, b — 6G0K0Ba npoekuis: yuinb-
HEHHSA CTPYKTYPW CKPOHEBUX KiCTOK

Osnak reMoarouTo3y Ta KJITUH eKCTpamey-
JISPHOTO TTOXO/I)KEHHS He BUSIBJICHO.

[Ipu npoBeeHHi TOBTOPHOI ITyHKIIiT acITipaT KicT-
KOBOTO MO3KY OTPUMAHO i3 CYyTTEBO TIMOOKOTO TPO-
KOJIy, IO CHOHYKajo Tpuiymeras giaraosy OIL.
BukoHaHo TpemaHartiitiy 6iorcito KicTKOBOTO MO3KY.

Ro-kicTok uepemna: yiiJibHEHHSI CTPYKTYpH
CKpOHEBUX KicTOK (puc. 3 A, b).

Ro-HMKHIX KiHI[IBOK: KEJIMXOMOAIGHO PO3IIIpe-
Hi MeTadisu 3 HEPIBHOMIPHOIO CTPYKTYPOIO (puc. 4).

licrosoriunmii BucHOBOK: «@Dparmentu Xxps-
[IIOBOI TKAHUHU 3 HEBEJIUKUMHU JAIJSIHKAMU KICTKO-
BOi TKaHWHU i3 TOTOBINEHHSIM KiCTKOBUX OaJIOK,
1[0 MAIOTh «MO3aiuHy OYZI0BY» 32 PaXyHOK OCTPiB-
IiB XPSIIOBOI TKaHWHM. KicTKOBMIT MO30K T1€JTI0-
JIIPHUN 3 MIJITHKAMU PEyKIlii HAaBKOJIO 3MiHEHUX
KicTkoBuUX Oasok. BpaxoByiouu KiiHiuHi paHi,
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MopoJIOriuHi 3MiHM B TpemaHobionTaTax Biirmo-
BifaoTh iHdantuabHomy OIl» (puc. 5, 6).

Takum yuHOM, y aiuTuHU y Biti 2 mic. 11 aHiB
6ysio piarHocroBano [30TI 3 BTOPUHHOI HETO-
CTaTHICTIO TEMOTIOE3Y.

Y Bini autunu 2 mic. 25 AHIB TOCTPO TIpoOrpe-
CYBAJIO TIOTIPIIEHHST 3araJIbHOTO CTaHy, Bi0yBaIoCs
HApOCTaHHS BOTHUIIEBOI HEBPOJIOTIYHOI CUM-
MTOMATUKN Y BUTJI/II TeMinlapesy, aHi30KOPii, acu-
MeTpil OYHMX MN[iIMH, BUOYXaHHS Ta IyJbcallii
BEJIMKOTO TiM'sl, KOHBYJbCill. Ha exoentedano-
rpagii (Exo-ET') amimenns M-exo Ha 1 MM BiTiBO.
3aIilo3peHo KPOBOBUJIUMB y TOJOBHUN MO30K.
Konrtposbna komm'iorepHa Tomorpadist rojioB-
HOTO MO3Ky He IpOBOJWJacs 3 OIJSALy Ha
HeTpaHcrnopTabenbHUil ctaH AuTUHU. [ 1m0-
JIAJIbIIOTO JIIKYBaHHSI TlepeBe/leHa Yy BiJliJIeHHs
peaHiMallii Ta iHTEHCUMBHOI Tepaiiii, /e OTpUMyBaJjia
YBeECH CITEKTP 6araTOKOMIOHEHTHOI Tepartii. /luTu-
Ha KOHCYJIBTOBaHA HEBPOJIOTOM, O()TaIbMOJIOIOM,
HEHPOXipyprom.

[Tomepaia y Bini 3 micani 1 genn. Ha aBrorcii
BUSIBJICHO OKPIM MIEJOMAJAIIHHUX 3MiH O3HAKU
rHiliHOTO MeHiHTOeHTIedaiTy, miarno3 13011 miz-
TBEPIKEHO.

O6roBopeHHs

OcreorieTpo3 (TakoX BiJIOMUN Ti/l HA3BOIO
«MapMypoBa XBopoOa») — Iie TeHETHYHO JIeTePMi-
HOBaHe oOpdaHHEe 3aXBOPIOBAHHS CKeJieTa, SKe
XapaKTePU3Y€EThCS  TIJBUNIEHHSIM  IIJbHOCTI
KICTOK BHACJIJIOK TIOPYTIeHHS (DYHKITT OCTeOKJIa-
CTIB Ta TPU3BOAMTH /10 1HBAJIIIU3AIli]l Ta PaAaHHbBOI
cmepri nartienTis [1-37]. [lommupenicts 3axBopio-
BaHHS He I[ePeBUIYE OJHOTO BHUIAAKY Ha
100—-200 Trcsay HOBOHAPO/KEHUX, 3yCTPIYAETHCS
OJIMH BUIIAZ0K JOOPOSKICHOI (hopMu XBOpoOU Ha
20 000 HoBoHapoukeHux [1-3]. Bunarok craHo-
BuTh Uysamris, ne Ha 3500—-4000 HOBOHApPOIKE-
HUX 3ycTpivaerbed onuu Bunazok OII [1,3]. 3a-
xBopioBanicTb Ha I3OII y xgiteii He 3aeKUTH Bif
ctati. [Ipupomxennit OIl crmocTtepiraeTbest mepe-
Ba)XKHO y ponauuiB. BiH 3pifika peecTpyeThcsi B
ciM'six, jie He OyJI0 CiMEeHUX BUIAIKIB XBOPOOU
[10]. MoskHa MpUIyCTUTH, IO BUIIAJIKU PAHHBOI
CMepPTi HOBOHAPO/)KEHUX Y POAMHI 6aThbKa IUTUHN
OyJiM 110B'sI3aHi 3 HASABHICTIO Y HUX ayTOCOMHO-pe-
necuBHoi hopmu OII.

OcTeorneTpuyHi CTaHU € JOCUTH BapiabebHU-
MU 3a CBOIMHU MIposiBaMHM 1 BakKicTio. Bonu
MO’KYTb IIPOSBJIATHUCS, IOYNHAIOYM 3 HEOHATaJb-
HOrO z1e0IoTy, i3 3arpO3JUBUMHU JUJISI SKUTTS
YCKJIQHEHHSIMUA Ta BUSIBJISITUCS 30BCIM BUIIQ/IKO-
BO TIPU PEHTTEHOJOTIYHUX JOCTIPKEHHSIX 3 TTPU-
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Puce. 4. Ro-HWXKHiX KiHUIBOK, KeNMXonoAibHO po3LmnpeHi meTaddiamn
3 HEPIBHOMIPHOI CTPYKTYPOIO

BOJy TEPEJOMiB KicTOK ab0 3 iHIMUX MPUYNH.
Kainiuna mnpesentanig 13011 mnoumnaethesa
y mepii micdti KutTs. Jlo cuMITOMOKOMILIEKCY
BXO/IUTD: JIeTIpecis KiCTKOBO-MO3KOBOTO KPOBO-
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Pue. 5. KictkoBa Tpabekyna mo3ai4yHoi 6yAoBM 3 peaykoBaHWUM
KiCTKOBMM MO3KOM HaBKOJ10
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Puc. 6. KicTKOBI 6a5kn nMoTOBLUEHi, HenpaBuIbHOI (DopMU, MO3aiy-
HOI 6yA0BM 3a PaxyHOK OCTPIBLiB XPALLOBOi TKaHUHW. KicTKoBUI
MO30K 3 03HaKaMu peayKLii HABKONO 3MiHEHNX KiCTKOBMX 6asioK
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TBOpPEHHs (IUTONEHIYHUN CHUHIPOM), TelaToJie-
HaJIbHUI cuHApoM |27 ], mopyiienns 3opy [13,35],
cyxy, arpesist xoaH [23], HEBpOJOTIiYHA CUMIITO-
MaTHUKa, Bi/ICTABAHHA y PO3BUTKY, TiTOKAJIbITIEMIT
[26,27], moxnuBa rinepmiasig sicen [27] Ta BTO-
PUHHUU rineprapaTupeos, 3aJly4eHHs eHOKPUH-
HOI cuctemu [6], ki peecTpyOTh IOCUTH PiJIKO.

3a jaHuMU JiiTepaTypu, y OiIBIIOCTI XBOPHUX
Ha 1301l oci6 € neBHi (HEHOTUIIOBI O3HAKH, SIKi
MPOSBJSAIOTHCA PI3HOIO MipOIO, — MUPOKO PO3Mi-
meHi odvi, MUPOKI BUJMI Ta iHImm aedopmariii
yepera Ta JIMLEBOIO CKeJeTa, TOBCTI TyOu i pos-
ropHyTi HazoBHI Hi3Api (?) [16,21]. ¥ namienTis
i3 I3OII mox1Bi IepopasbHi IPOBIEMI: 3aTPUM-
Ka I[popisyBaHHs 3y0iB, TIOMOHTIs, gedopMartis
3yOHOTO PsijLy, rinonIasis eMaji, geMiHepasisaiis
eMaJii Ta JIEHTUHY, MOKE PO3BUHYTHUCS OCTEOMIi€-
JIT HIDKHBOI 1esienu [4]. JleHTonorivyni mopytieH-
HA MOXKYTb BIIHOBUTHCS IICJIST YCHINIHOI TPaHC-
mranTamii - croBbypoBux  kiaitun  [17,18,24].
G. Dozier Ta cniBat. (2005) MOBiIOMJISIOTD,
mo 78,0% inauBigyymi 3 OIl maioTe BTpaty
cayxy. Ilopyuiena mHeBMaTH3aIis COCKONOAIOHOT
KICTKM 1 3BY;KE€HHS 30BHINTHHOTO CJIYXOBOTO TIPO-
XO/Iy, EBCTAXi€BOI TPYOU Ta BHYTPINTHBOTO CJIYXO-
BOT'O XOJIy 4aCTO [IPU3BOJATH /10 OTUTY, 110 3yMOB-
JIIOE HEHWPOCEHCOPHY BTpaTy CJAyXy 1 Mapajiy
JiiiieBoro Hepsa [23, 31].

Y miteit, xgopux Ha OIIl, 3ycrpivarorbest iMmyHHI
nopymteHnst. Y uHemonssT 3 13011 GyBators pertu-
TBHI iH(EKIIIT BHACTIZIOK eheKTy B Makpodaraib-
Hill ¢dyHkiii [16]. JlelikonnuTos, SKuil TPUCYTHIN
y PaHHIi# cTaJlil 3aXBOPIOBAHHS, MOXKe TpachopMy-
BaTUCS B JICHKOIIEHII0. Y TaKUX IaIiEHTIB 4acTO
MOEHYETHCS XOAHAIbHUI CTEHO3 i3 MOpYIlIeHHSI-
MU B IMyHHIH CUCTEMI, 110 MOKYTb TTPU3BECTH /10
XpoHiuHoro puHity [23,37].

Ax Bimomo, xBopum 3 OII mpuramanHni rimo-
KaJbIlieMid, HU3bKUI piBeHb (hochopy Ta TijBuU-
MMEeHHs 3HaYeHH JIy:KHOI (pocdaTazu y cupoBaTIti
KpoBi [16]. ¥ Hamomy BUTIAZIKy PiBeHb KAJIBIIO Y
CHPOBATIIi KPOBi OYB HE3HAUHO HUKYKUM. Y [TOBIZIOM-
gennsix S.R. Phadke ta cmiBast. (1999) piBenn
KaJIbIi0 Y KPOBI MarieHTiB OyB y HopMmi. immokaibIri-
€MIIO T0B'A3YIOTb 31 3MEHIIIEHHSIM aKTUBHOCTI OCTEO0-
KJIACTIB, 1110 MOsKe Oy TH iHOI IPIYUHOIO CyIOM [25].

Hepiznko Taki namieHTn CKepoOBYIOTbCSI Ha KOH-
CYJIBTAITIfO0 10 OHKOTEMATOJIOTa 3 TPUBOMY 3MiH Y
3araJibHOMY aHaJsi3i KpoBi. Y reMorpaMi B Takux
0ci6 YacTo BUSIBJISIETHCS aHeMist, TPOMOOIMTOIIE-
Hisl, aHI30TOMKITIONUTO3, JIEWKOIIUTO3 1 JiMpoTn-
T03. CaMe 3 MPUBO/Y TaKWX 3MiH Ipe/cTaBjeHa
JMTUHA KOHCYJbTyBajacsl IeMaToJoroM. Yci
BUIIe3raJaii KAiHiuHI Ta, moyacty, JabopaToOpHi
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3MiHU € HecielndiYHNMH, TOMY ArdepeHITiaTbHa
JIlarHOCTHKA IIAaTOJIOTIYHOIO CTaHy Jly’Ke HIMPOKa.
Hamu 1poBOAMBCST KOMILIEKC OOCTEKEHD, CIIPSI-
MOBAHUX HAa BUKJIOYEHHSI BHYTPIITHBOYTPOOHUX
iH(eKIIii, aBTOIMYHHOIO IIpoLecy, MeTabO iuHNX,
KJIOHAJTbHUX 3aXBOPIOBaHb Toio. Mu 1mpoBesun
CHEKTP IOCJI/IKeHb, BKJIOYAOYM BiPYCOJIOTIYHI,
GaKTepioJIoTivHi, MyHKIIHY Ta TpernaHamiiitHy
6ioricito KicTKOBOrO MO3KY. Y aaHiil myOsikaiii
MPOJIEMOHCTPOBAHO JIOBIUH /irhepeHIiambHO-Ti-
ArHOCTUYHUHN TIONIYK JI0 OCTATOYHOI Bepudikartii
JIiarHO3Y BIPOJIOBIK TIEPIIIOTO MiCAIIs 3 9acy TOCTIi-
tamizamii y K3 JIOP 3YC/IMIL.

Y nyHKTaTi KiCTKOBOTO MO3KY JIESIKUX XBOPUX
Ha [30Il MoxauBe 3BYyKeHHS €PUTPOILHOTO
Ta TPOMOOIUTAPHOTO TTAPOCTKIB, X0Ua B JESKUX
oci6 36epiraeTbest HeaMinena miesorpama [ 14,19,37].
Y Miesiorpami Hammoi MarieHTKU TeK OyJI0 TIOMipHe
3BY’KEHHSI €PUTPOIZIHOTO Ta MErakapioluTapHOTO
HApPOCTKIB 63 3MEHIIeHHS K THHHOCTI.

VY rpenanobionrarax namientis 3 I3OII criocre-
piraloTbcsl TIEeBHI NMAaTOTHOMOHIUHI 3MiHU O3HAKU:
CKJIEPO3YBaHHs, 3MEHIIeHHs1 a00 BiJICYTHOCTI
TeMOTIOeTUYHOI TKAaHWHU, HempaBUJIbHa (opma
KiCTKOBUX OaJIOK, HEITPaBIIbHA iX KaibI[udiKallis,
3MeHIIeHa KinbKicTb [6,34]. Cxoxxy ricToJoriuny
KapTUHY BUSIBJIEHO Yy HAIIOl MAI[iEHTKH, 1110 MaJIO
BUPIlIaJibHe 3HAUEHHS Y BepudiKkallii iarHosy.

I[Ipn onKoJsOTIUHUX TIpoIlecax IMPUTHIYEHHS
KPOBOTBOPEHHS 3yMOBJIeHe TpoJidepallieio
370gKicHOTO KJIOHY KJiTH, a ipu 13011 e Bix-
OyBa€ThCsl 4Yepe3 CKIEPO3YBAHHSI KiCTKOBOTO
MO3Ky [34]. Bracaigok mnopynienHs GyHKII
OCTEOKJIACTIB BiZICyTHIiI TIpoiiec pe3opoIlil KicTKH,
0 CIPUYMHAE HAAMIpHY ocudikaiiio i3 3ami-
MEeHHAM KiCTKOBOTO MO3KY. [emaTosioriuti po3a-
mu y miteit 3 OIl Hepimko CympoBOIKYIOTHCS
reMoTpancysiitHoI0 3anexHicTio [37], 1m0 Masio
MicIle Y 3rajlaHol XBopoi. ¥ mnofanbiomy hopmy-
IOTBCS BOTHUINA €KCTPAMeyJIsIPHOTO KPOBOTBO-
peHHs, PO3BUBAIOTHCS TeNaTOCIIIICHOMETalii, 40TO
He Bi0yJ/I0Csd y HAIIOl Mali€EHTKU Yepe3 KOPOTKY
TPUBAICTH XBOPOOU /SKUTTSI.

Came xapakTepHi PEHTIeHOJIOTIYHI Ta TiCTOJIO-
riyHi 0COOJMBOCTI 03BOJISIOTh MiATBEPANUTH Jiar-
Ho3 OIIl. 3MiHM TPOSABALIOTHCSA MiIBUIEHHAM
PEHTTEHOJIOTTYHOI MIIJIBHOCTI KICTOK Ta PaHHBOIO
ocugikamieno. PeHTrenonoriuna KapTWHa 3a-
JIEXKUTD Bijl BIKy NMaiieHTa. Y 1epiiri Micsili JKUTTs
HAOIIBIIN 3MIHM BiIMIYAtOTHCS Y KiCTKAX 3 mepe-
BasKaHHSIM Ty0YaToOl peYoBUHU — deperia, XpeOTa,
pebep, BEpXHiX Ta HUKHIX KiHI[IBOK — 3a THIIOM
dokambroro CcKIeposy. [Toxibui Ro-3minu Oyim
BUSIBJICHI y HAIIIOT XBOPOI: Y CKPOHEBUX KiCTKaX Ta
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KeJUXOIOAiOHO posuiupeHi Metadi3n 3 HEPIBHO-
MIPHOIO CTPYKTYPOIO HUKHIX KiHITIBOK, TAKOX Ha
MPT rosoBu — HepiBHOMipHe 3HUKEHHSI 1HTEH-
cuBHocTi curHasny B T1/T2 pexxnmax Bij KicTKO-
BOTO MO3KYy KICTOK uepema. ¥ JiTel, CTapIImx
MeCcTH MICAIiB, YHIIJIbHEHHSI CKeJeTy MOXKYThb
MaTH reHepasizoBanuii xapakrep [3,5,10,33].

3a HasIBHOCTI OCTEOCKJIEPOTUYHUX 3MiH Yy KiCT-
KaX BaXKJIUBO X [uGepeHIioBaT i3 BTOpUHHUMEI
aMinamu. HeoOXiZIHO pO3IJIsaTH HACTYITHI aJib-
TEepPHATUBHI /liarHO3M: 11ICEB/IOTINONAPATUPEOI/IU3M,
MyKorosicaxapunosz VI tuiy, amsocteockiiepos,
KOPTUKAJTbHUI THUIIEPOCTO3, TillOMapaTupeos,
XiMiuHe OTpy€eHHS (HANPUKJIAQ/ CBUHIIEM, (pTOpHU-
mamu, 6epustieM ), 3JI0KICHI Ty XJIMHM, Mi€JIOTIPOJIi-
(dbepaTuBHi 3axBOpioBaHH:, Jielikemii Totro [10].
Y mamomy BUTAAKY, KPiM BUIIE3TaJaHUX J[iaTHO-
3iB, XBOPOOM HAKOIWYEHHS, BHYTPIITHBOYTPOOHI
iH(exItil, iMyHHUI pottec, nedinut doatis Oyim
BUKJTIOYEHI, OCKIJIBKYM Pe3yJIbraTu J1abopaTopHUX
JIOCJTI/IKeHD 1X He MMiATBEePANIN.

Y (daxoBux nyOiKallisIX ONHMCYIOTbCS P
MyTaliif, gki Haifyacrinie 3ycTpivaloTbed IMpU
[30II [3,30]. lIBuaKicTh MpOTpecyBaHHS XBOPO-
O 3aJIeKUTh BiJl BApiaHTa TeHETHYHIX MTOPYIIIEHb.
Y nonan 50,0% 0cib BUSIBIISIETCS T.3. «IyBachKa»
MyTallist reHa 3 HallMeHIII arpecUBHUM Tiepebirom
i€l narosorii [1]. ¥ Takux naiienTiB TpuBaJicTh
KUTTsT €3 JTIKyBaHHS MOJKe JocsiraTi 6—8 pokiB.
ATpodist 30pOBUX HEPBIB y TaKWX [iTEH PEECTPY-
€TbCS 3HAYHO IIi3HIlE, HI)K TPU «CTAHIAPTHUX»
dopmax 130II, 3 MakcuMaJbHOIO TPHUBAJICTIO
KUTTS 10 1BoX pokis [1,35]. E.JI. CaxapoBcbKka Ta
iH. (2012) onmcanu meBHi acorialii Mix KJIiHIY-
HUM TIepebiroM XBOPOOHM Ta MOJIEKYJISIPHUM
nedexToM, acoriaiiifo reHoruty i gerorutmy [3].
Tak, npu Busasnenux myTanigax y renax OSTM1 un
CICN7 xapakTepHOIO 03HaKOIO € BaKKa HEBPOJIO-
riyHa npe3eHTalligd. ¥ He3HAYHOI KiJIbKOCTI /liTeil 3
mytaiiero PLEKHM1 niepe6ir OII € «marignums.
[Tamtientam 3 OII ta nedpexrom nudpepenititoBanHs
ocTeoksacTiB 3 wMyrtarigmMn y reHax RANK
i RANKL, sxi 3ycrpivaroTbcs B TOOJMHOKHX
BUTIAJIKAX, TPUTaMaHHi iMyHHi feextr. N. Sima-
novsky Ta cniBaBT. (2016) NOBiZOMJISIOTH,
o xgopumiz mytaiisimu redis TCIRG1 npura-
MaHHi cepio3Hi paliosoTiyHi 3MiHM, MaTOJOTIYHI
repeJioMu, Tifpoiiedaltis Ta rermaToMeralis, Jniie
y 1iii rpymi oci6 Gysa momivena BapycHa aedop-
Mallist cTeraoBoi Kictku [15].

Hespousoriuni npossu npu OII maitgacrine
€ BTOPMHHUMM, BHACJIIJOK 00CTpyKIii (iziosoriv-
HUX OTBOPIB, Yepes gKi IMPOXOJATh YepelHO-MO03-
KOBI HEpPBH, CIIMHHUI MO30K Ta BEJIUKI KPOBOHOC-
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Hi CYIWHWU, 10 TPU3BOAUTH /IO CJITIOTH, BTPATH
CHyXy, Tape3y JIAIEBOTO HepBa Ta rigporedarnii
[32,36]. Ha Bizminy Biji TUX KOMIIPECITHUX SIBUII,
y TAIEHTIB 3 aBTOCOMHO-PEIUCUBHOIO (HOPMOIO
OIl € sBua MepBUHHOI HelposeHepailii, BKJIIO-
Yaloun TIePBUHHI HAmaau, He3Bakatoun Ha HOP-
MaJIBHUU PiBeHb KaJbI[il0 B KPOBi, 3aTpUMKa
PO3BUTKY, TiMOTOHIS, aTpodis CITKIBKM Ta HEWpo-
cencopHa rayxora [32]. Ha MPT ronosnoro
MO3KY Bi/I3HAUalOTh 3HAUHY 3aTPUMKY Mi€JjliHi3a-
1ii, audysHi AUISIHKA KUCTO3HOI eHIedanomas-
il IapeHXiMU TOJOBHOTO MO3KY OlJaTepajbHO.
Kopa pisko BuTOHYEHa 3 APIOHUME TeMOparidyHu-
MU BOTHUIIAMU. AHAJIOTIYHI BOTHUIIA Bi3yasri3y-
I0ThCS B JIUIAHII OasaJbHUX s/lep Ta B iISHIL
cepeZlHboro MO3Ky. MO304OK 3BUYANHOI CTPYK-
typu. CepemuuHi cTpykTypu He 3wmimeni. [lmy-
HOYKOBa CHCTeMa IIOMIpHO [MJaToBaHa; OOKOBI
NIJIYHOUYKM Ha PiBHI OTBOPiB MOHPO MIUPUHOIO /10
5 mM, IIT muryrouok mupusoio 10 4 MMm. [Toposxk-
HUHA TIPO30POI TePeTUHKU IUPUHOI0 /10 6 MM.
CybapaxHoigajabHi KOHBEKCHUTaJbHI IIPOCTOPHU
BiJTbHI, KoMmmeHcaTopHo mnomupeni. [inodis,
cynpacessipHa AiisHKa 6e3 0co0JIMBOCTEIA.
Hesnaune, HepiBHOMIpHE 3HMKEHHS iIHTEHCHUB-
HocTi curHany B T1/T2 pexnmax BiJi KICTKOBOTO
MO3Ky KicTok ueperna [14]. 1li mamienTn maioTh
BUHATKOBO HECHPUATJIUBUI TPOTHO3, CXUJIbHI
0 TIiMOKaJbIiEMil, TUTaHIYHUX cyaoMm [22].
[Ile E.J.A. Gerritsen Ta cmiBaBT. (1994) 3a3Haun-
Jid, 110 PAHHE IOPYIIEHHS 30PY B IOE/HAHHI i3
reMaTOJIOTIYHUMHU PO3JIaJIaMU  ACOIIIOETHCSA 3
MOraHuM TIPOTHO30M Tiepebiry xBopobu [9]. ¥V
Hainoi marienTky BijzHavaaucda Ha MPT nudysni
JUJITHKY KUCTO3HO1 eHIledasoMassIlii mapeHxiMu
TOJIOBHOTO MO3KY OijlaTepaJibHO Ta CXOKi HEBPO-
JIOTIYHI 3MiHU, O/IHAK BOHA pearyBajla Ha 3BYKOBi
nojpasHuKky. Ha Hanry 1ymMKy, oprafiune ypaxeH-
Ha [THC y Bursisii anasivHoro ta cyZJIoMHOTO CUH-
JPOMIB i3 Gy IbOAPHUMU PO3JIaZlaMi Ma€ KOMOIHO-
BaHuil rene3. HelipogerenepatuBHi 3MiHU
y TOJIOBHOMY MO3KY BUKJIMKaHi OCHOBHUM 3aXBO-
pioBanuam (I3OII) Tta MOXyTh MaTH BTOPUHHWI
XapaKkTep BHACIIOK TITIOKCii, BUKJIMKAHOI acIipa-
HiitHolio maeBMoHi€elo. [Ipo Taki 3MiHU ITOBiZOMJISI-
10Th psja BueHux [20,37]. Y mitepatypi ommcani
1 iHIITI HEBPOJIOTIUHI TIPOSIBY, TaKi SIK Makpoiieda-
Jiig, cysioMH, Tijporiedastis, MCUXOMOTOPHA Biji-
CTaJICTh 1 KOocoOKicTh [21]. BpaxoByioun HasiB-
HICTh TJMOOKOTO BPOJKEHOTO HEBPOJIOTIYHOTO
nedinuTy i3 CyTOMHUM CHHIPOMOM, 3 OYIbOapHI-
MU PO3JialaMi, MU BBa)Ka€EMO, 1[0 Yy HaIIoi
MaIieHTKN MaJjia Micile caMe HeBpoJioriuna hopma
[30II 3 BUHATKOBO HECTIPUATINBUM MTPOTHO30M
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nepebiry xBopobu. He MeHIIT BU3HauaIbHUI BIUIAB
JUIST IOTJTOJIEHHST BASKKOI HEBPOJIOTIYHOI CUMITTO-
MaTHKK MaJia IJ106ajIbHa ileMist BHaCJIiJ0K aciipa-
IiIIHOI TIHEBMOHIi, 1[0 morpedyBajia MepBUHHOIL
peaHimallii, He3BakalOuM Ha IHTEHCUBHY Teparliio,
CIIpSIMOBaHy Ha 3amobiraHHs HE3BOPOTHUX 3MiH
B OpTaHi3Mi, B MOCTpeaHiMaIliiHui epio.

Ha sxanp, y nanomy BUIa/IKy HaM He BJAJIOCS
IIPOBECTH MOJIEKYJIIPHO-TeHeTUYHE JI0CJIi/KeHHS.

Taxkyum ynHOM, Ha IiACTaBl CIIAQJKOBOIO aHaM-
He3y (HasIBHICTh HEOJIHOPA30BUX BUTAJIKIB CMEPTIi
HEMOBJISIT Ha MEPIIUX MICAISIX KUTTS y POAVHI
6aTbKa) y MOEMHAHHI 3 KJITHIKOIO — TTIMOOKUI BPO-
JUKEHU HEeBPOJIOTIYHUN /eiluT i3 CyJIOMHUM,
anaJiyHuM CUHAPOMOM, OyibOapHUMU PpO3Ja-
JaMU, JIBOTIAPOCTKOBOIO IMTOIEHIEID 3 TeMO-
TpaHchy3iiHOI 3aTeKHICTIO, HEBUCOKOIO edeK-
TUBHICTIO TJIIOKOKOPTUKOCTEPOIIHUX TOPMOHIB
y MOETHAHHI 13 TiCTOJIOTTYHUMHU 3MiHAMM TPeIaHo-
Gionraty Ta R0-0cOGJMBOCTSIMU CKeJETY — MU
Bepudikysasm giaros [3OII.

Benenns nanientis 3 Oll Bumarae xomiuiexc-
HOTO MiJIXO/Y, 3 OTJISIIY Ha BECb CIEKTP KJIIHIYHUX
npobJieM, y TOMY YHCJIi TeMaToJOr YHUX, MeTabo-
JIIYHUX MTOPYIIEHb, PEIUINBHUX iH(EKITi i, KiCTKO-
BUX 1 HEBPOJIOTIYHUX YCKIAJHEHD [4]. ¥ 1iux miteit
€ mpobieMu 3 BHUTOJOBYBaHHSIM, 3YMOBJEHI
OynbOapHUMU po3jiagaMu. IlepesoMu € 4acToio
XapaKTepHOIO 03HAKOI0 Ta OHIEID 3 KIACUYHUX
ocobsmBocreit OTI. Bonu, ik ipaBuiio, monepevHi
Ta BUHUKAIOTH TICJs TOMIpHOI TpaBMH, ajie Kic-
TKOBE JI03PiBaHHS € HOPMAJIbHUM.

[Tepebir XBopoOU PU ayTOCOMHO-PEIECHBHO-
my OII € nporpecuBuuM. Y OiibmiocTi miTeit
31 ssosikicaoio dopmoio OIl TpuBasmicTh KUTTS
6e3 JslikyBaHHs He TepeBuiye 2—3 poku. Brkiu-
BaHHSI BIIPOIOBIK IECTU POKIB CTAHOBUTD OJU3BKO
30,0% [9,10]. IlepeBasknoio TPUYUHOIO CMEPTI
xBopux 1pu OII € cenTuuHi yckIaHeHHs, KPOBO-
Teva abo Baskka aHeMist. TakTuKa JiKyBaHHs B 0Ci6
3 [3OII cipsiMmoBana Ha SKHAWTIIBU/IIIE TIPOBE/IEH-
Hs1 TPAHCILIAHTAIlli TEMOITOETUYHUX CTOBOYPOBUX
kaitue (TT'CK), 10 yacy BUHUKHEHHST HE3BOPOT-
Hux 3MmiH. Came cBoedacHe mpoBenenast TI'CK,
JI0 PO3BUTKY KOMIIpeCil yepeltH1uX HepBiB, /103BO-
Jsie 30epertu maimieHTy 3ip, cayx Ta 3amnodirru
PO3BUTKY IHIIMX YCKJIQ[HEHDb. 3a JAaHUMU PSLY
ny6uikariii, epexrusticts TTCK npu 13011 cra-
HoBUTH 45,0—55,0% [21,28]. IHmi aBTopu 1noBizno-
MJISIIOTD TIPO S-pivuHe BUkUBaHHs y 79,0% XBOpux
Ha [3OII micag HLA-inentnunoi TTCK [14].

MognexkynsipHa JiarHOCTUKA JOTIOMAarae He
sute Bepudikysatu aiarnos Oll, ase it mae 1inH-
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HICTb JIJIS T€HETUYHOTO KOHCYJIBTYBAaHHS CiMel
XBOPUX [IiTeil 3 BUCOKMM PU3UKOM HapPOJKEHHS
TaKuX MaIi€HTiB, IPU IIPOBEAEHHI ITpeHaTaIbHOI
JIIaTHOCTUKM, Y TPUUHATTI PillleHH 11010 TTPOBe-
nennsg TTCK. ITpu okpemux nigBapiantax [3OII,
MOB'I3aHUX 3 TOPYIIEHHSM [03PiBaHHS OCTEO-
KJIACTiB, Hampukiaaj 3 myrarieo B reni RANK
ligand, TTCK € needextupHoO. 3amigo3putn
takuii Bapiant OIIl MoknHa mpu npoBemeHHI
HATOTICTOJIOTIYHOIO  JOCJiKeHHsT OiomTary.
«Knacununiity dopmi OIl npuramanna gocratus
KIZIBKICTh OcTeoksacTiB, a mpu gaedexti RANKL
ocrekyactu BificyTHi [3]. Taknm umHOM, 32 1aHU-
MU JIiTepaTypy, Ha Cy4aCHOMY eTalll iCHye /iBa
abCOMTIOTHI MPOTUIIOKA3AHHS JUJISI TIPOBEIEHHST
TCTK 4epes ii HeedextuBHicTb. Ile HasgBHICTD
nedexrty B reni RANKL ta neBposioriuna dhopma
OIl, aka xapaKTepHu3y€eTbCsl TEPBUHHOTO eHIleda-
Jlonariero i HelpojereHepalli€, rinepToHycoM
i ITBUZIKO TTPOTPECYI0Y0I0 3aTPUMKOIO PO3BUTKY.
HespoJioriuna ¢opma OII acoritoerbest 3 myTa-
miero B rerax OSTM1 un CICN7. IIporurmnoxa-
sanusamu s nposeaeras TTCK moxyTh GyTu
IHII BaKKi KJIIHIYHI CTaHW, 3yMOBJICHI HasBHI-
CTIO iH(EKIIHHOrO TpoTecy, BaXKKOi JANXaTbHOI
HEJ0CTATHOCTi, BUCOKA BHYTPIilIHbOUEPEITHA
rinepTeHsisi Ta cepiio3He BiJICTABaHHS B PO3BUT-
Ky 3 BTpPaToIoO CJIyXy Ta 30py [3].

€M epeKTUBHUM METO/IOM JIiKyBaHHS BPO-
mxenoro ssosikichoro OIl € TTCK. A y namoi
HAIIEHTKU Yepe3 Taki 0OCTaBUHMU, SIK HE3BOPOTHE
Bakke opraniuHe ypaxxenus [[HC y Burnsni ente-
(hanomangmiitHNX Ta TeMOpPArivHUX 3MiH TTapeHXi-
MU TOJIOBHOTO MO3KY, HasBHICTb alajiqyHOTro
Ta CyZIOMHOTO CUH/IPOMIB, 1110 € HEPIITUM IIPOTHUIIO-
KaszaHHSIM JIJI1 3aCTOCYBAHHS TAKOTO CIIOCO0Y JIKY-
BaHHs, 1[eil MeTo/ Tepartii 6yB HeMOKIUBUM. Tomy
B ormmcanomy Bumnasky TT'CK we mpoBoammacs 3
OTJISILy HA BAKKUI HEBPOJIOTIYHNM IeillnT, 3 amna-
JIYHUM CHH/POMOM Ta BIJICYTHICTIO HIAHCIB Ha
310poBe KUTTS auTuHu. Hamu 3actocoByBasacs
6araTOKOMITIOHEHTHA, B OCHOBHOMY TiITPUMYBaJIb-
Ha, CUMITOMATUYHA Tepamis YCKJIaJIHeHb, SKa
BKJIIOYA/a aHTUOIOTUKU ITMPOKOTO CIEKTpa i,
[JIIOKOKOPTUKOIZIHI TOPMOHU, TIPENapaTui KaJbllito,
TpaHcdysii epUTPOKOHIIEHTPATY, TPOMOOKOHIIE-
TpaTy, CBI’KO3aMOPOXKEHOI TIasMu, iH(py3ilHy
KOperylouy Tepartiio, XapuoBi 3aX0/i1 TOLIO.

3a BIICYTHOCTI MOJKJIUBOCTI TPOBEIECHHSI
TT'CK y XxBOpHX i3 aBTOCOMHO-PeIeCUBHOTO (hop-
Mot OIIl onwucyoThcd anbrepHATUBHI METOAU
JiKyBaHHS. 3aCTOCOBYIOTh KaJbIUTPUI abo
inTepdepoH vy, gKi CIpUAIOTb YTBOPEHHIO OCTEO-
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KJIaCTiB, [0 CTUMYJTIOE Pe30POITiI0 KiCTKOBOI TKa-
HUHU [8]. 3aCTOCOBYIOTHCS TAKOXK TJIOKOKOPTH-
KOCTEpOIi/lHI TOPMOHM, HKi MepelKo/KaloTh
VIIUJIbHEHHIO KiCTKOBOI TKaHUHU 1 TMPU3YTUHA-
I0Th MOrAUOJEHHST TPOMOOIMTONEHII Ta aHeMii
[16]. 3a manumu C. Sobacchi ta crisast. (2013).
POBTJISAETHCS BHYTPIITHBOYTPOOHE 3aCTOCYBAH-
Hs CcTOBOYPOBHMX KJITHH, 3aMicHa Teparlis
RANKL i BBeseHHs1 eHOCyMaly, 110 € TepCIeK-
TUBHUM MeTonoM JgikyBanusi [30]. IIpemapart
sieHOCYyMab € MOHOKJIOHATbHUM aHTUTILIOM JIFO/TH-
HU JI0 JITaHIy perenTopa aKTUBaTopa SA1epHOTO
dakrtopa kB (RANKL), gxuii 3HaXoauTbcs Ha
MTOBEPXHi OCTEOKJIACTIB Ta ixX rnomnepeanukis. [Ipe-
napar, 3B I3yI0UUCH 3 JIITAaHJOM, IIPUTHIYYE aKTU-
BaIlilo pelenTopa Ta, K HACJiIOK, MPUTHIYYE
aKTHUBAIliI0, YTBOPEHHS 1 TPUBAJICTD KUTTSI OCTE-
okJsiacTiB. TAKMM YMHOM 3MEHIIYETHCS PE30POITis
KiCTOK i 30i/bITy€ThCST Maca Ta Mil[HICTh TpabeKy-
JIIPHOTO 1 KOPTUKAJIBHOTO IIapiB KiCTKH.

JNNITEPATYPA

Bucnosku

Hiaranoctuka 13011, royiloBHUM YMHOM, 3a7€KUTH
BiJl PEHTIeHOJIOTIYHOTO Ta TICTOJIOTIYHOTO JIOCJIi-
IokeHb. IIpoTte BoHa YacTo 3aTpUMYETBCS Yyepe3 Bijl-
CYTHICTb KJIIHIYHMX Mi/103p. PaHHs piarHocThKa i
ceoevacta TI'CK € equanM JIiEBUM METOIOM JIiKY-
BanHsA [30IlI, inakie cMepTh HallieHTa HEMUHYYA.
TpaHCIIaHTAIIi 0 TeMOIIOETHYHNUX CTOBOYPOBUX KJIi-
TUH, 32 MOKJIMBOCTI, CJIiJl IPOBOJIUTU Y SIKHANIITBU/I-
T TEPMIHU Yepe3 He3BOPOTHICTh BaAyKKUX JIOTPAHC-
[JIAHTALIAHUAX YCKJIa/HEeHb. ToMy BaskKJIMBO BUYACHO
BCTAHOBUTH JiaTHO3 Ta B CTUCJI TEPMIHU TTPOBECTH
TTCK mig opgaTyHKY SKUTTS IUTUHM.

TakuM uymHOM, BHCOKAa NHUJBHICTH TIEMiaTpiB,
JIUTSTYUX OHKOTeMaToJIoTiB, opTornesiiB 1moxo 13011
Ta paHH4 HOTO /IiarHOCTUKA JIAI0Th MIAHCH Ha TOPSI-
TYHOK IUTUHU 32 YMOBU 3aCTOCYBaHHS e(PeKTUBHO-
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HOBOCTU

Kak octaHOBUTh THEBMOKOKK?

[THEBMOKOKK — OJlHA M3 CaMbIX PACIPOCTPAHEHHBIX
MpUYKH GaKTePUATbHBIX UH(PEKIMH JbIXaTeIbHbBIX MTyTe.
Esxeronno okoso 100 Thicsa mereit B Bo3pacTe 70 5 JieT
GOJIEIOT TTHEBMOKOKKOBBIM MEHUHTHTOM, U BO MHOTUX CJIy-
Yasix 970 3a00JIeBaHKEe CTAHOBUTCS (DATAIbHBIM JIJIsT HUX.

Jlaxke nocse JjiedeHnsi aHTUOMOTUKAMU Y TAIMEHTOB
MOTYT Pa3BUTHCSI XPOHIMUYECKHE HEBPOJIOTHUECKUE OCJIOKHE-
Hust. [J1st Toro, 9To6BI BBI3BATh MEHUHTUT, GaKTEPHUsT OJIKHA
ITPOHUKHYTh M3 JIbIXaTeJIbHbIX ITyTell B KPOBb, & 3aTeM TPEO-
JI0JIETh TeMaTOdHIIe(haTnuecKuii 6apbep, KOTOPbIN alliiiaeT
MO3T B TOM YHCJIE U OT TTATOTCHHBIX MUKPOOPIaHMU3MOB.

Jlo cux nop He GbIJI0 M3BECTHO, KAKUM 00Pa3oM ITHEB-
MOKOKKY y/IaeTCsl TIPOHUKHYTH Yepes 3Ty nperpary. Hayud-
HbI€ COTPY/IHUKN UCCJE0BAIN TKAHW MO3Ta YMEPIIUX OT
MEHMHIUTA TAIIMEHTOB U BBIABUIM, 4TO 90—95% Gakrepuii
ITHEBMOKOKKA CKaIlJIMBAJINCh BO3JIE JIBYX PEIENTOPOB KJie-
TOK remartosHitedannueckoro b6apbepa: PECAM-1 u pIgR.

BJiokrpoBKa 3THX PEIENnTOpPOB Y MbIIIEH € MTOMOIIBIO

aHTHUTEJ OKazanach 6osee yeM appekTUBHA — Y KOHTPOJIb-
HOU TPYIIIBI KOHIEHTpalusi GaKTepuil B MO3ry ObLia
B COTHU a3 BbIIIE, 4eM y 0cOOei, KOTOPbIE TIPOIILIN Tepa-
TIUIO C IPUMeHEeHeM aHTUTE.

AHTUOMOTUKM TakKe IIOMOTAJIM MbIIIaM HAMHOTO
JIydliie, eCJi KUBOTHBIM TIPEAJIarajid UX B KOMOMHAIUM
¢ anTuTesamMu. HekoTopbie MBI TOJTHOCTHIO U3JIE€UUINCH
B pe3yJibTarte Takoii Tepamnii. Bo3aMoKHO, aHTUTEA CMOTY T
6GOPOTHCS U ¢ PE3UCTEHTHBIMU K aHTUOHOTUKAM GaKTepusi-
M, TIPEIOTBPAIIas 3apakeHue MyTeM OJOKUPOBKU ITHEB-
MOKOKKY ZIOCTYIIa B MO3T.

WccenenoBaHue oKa3bIBaeT, UTO UCIIOJIb30BAHIE AHTH-
TeJI, OIOKUPYIOIUX 9T PELENTOPbI, MOXKET [OMOYb IIPe-
NOTBPATUTH PA3BUTHE ITHEBMOKOKKOBOTO MEHUHTHUTA.

CraTbst 1o uTOraM HaydyHOH PaboOThl OMyGJIMKOBAHA
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