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Pe3iome. VY cTaTTi HaBeeHO AaHi 1010 OCOOIMBOCTEN KIIHIYHUX O03HAK Helipodidpomarosy I Tury, 30Kpema Horo KicTKOBUX MPo-
siBiB. Takox HaBeIeHO iH(OpPMaLio PO HOBI MIIXOAU 10 XipypriuHOTO JiKyBaHHS IICEBI0APTPO3Y KICTOK FOMIJIKH, 3yMOB-
JICHOTO HAsABHICTIO B Mali€eHTiB HeifpodiOpomarosy | Tumy. BusiBneno, 1mo B pe3ynbTari 3acTOCYBaHHS OMUCAHOI TAKTUKH JIi-
KyBaHHs1 OyJTi JOCSITHYTI MO3UTHBHI PE3y/bTaTh y BUIVISII 3POLICHHS KiCTOK Ta BiHOBICHHs (QyHKIT KiHIIBKH. BpaxoByro-
Y1 MOJTICHCTEMHICTh, MOTIOPTaHHICTh Ta PI3HOCIPSIMOBAHICTD YPasKeHHsI TIPH HeipodiObpomMaTosi MOCTae NUTaHHS He TLTbKU
XIpypriuHoi TAKTUKH Ta BIAMOBITHUX METOMK, ajie i OOTPYHTOBAHOCTI Ta MOCIiOBHOCTI XipypriyHUX Ail, 3KOOPAUHOBAHOT
pobotu (axiBiiB Oarareox, He TUTBKH MEANYHUX CIELiadbHOCTEH, sl TIKyBaHHS Ta COLIaMbHOI aanTallil TAKHX XBOPHX.

Kuouosi cnosa: ueitpodiopomaros I tury, Helipodidpoma, ririoma, CeBI0apTPO3, OCTEOTOMisl, OCTEOCHHTE3.

Beryn

3aIikaBiIeHICTh TPOBIJHUX BYCHHX CBITY He-
rpogiopomarozom (H®D) 3HauHO 3pocia 3a Kilb-
Ka OCTaHHIX JICCATHIIITh; HE OCTAHHIO POJIb Y IO~
My 3irpaB Takuii (aktop, sk BrpoBapkeHHst JJHK-
TEXHONIOTIH. Bennka KijgbKICTh PI3HOMaHITHHX
THUIIIB MyTalii crioctepiraerses mpu HD-1 ta HD-
2, aye ay’Ke TSDKKO KOPEIIFOBATH TeTePOreHHICTh My-
tanii reHiB H®O-1 ra HO-2 y xBopux 3 Bapiabeib-
HICTIO (DEHOTHUITOBHUX MPOSBIB, II0 MOTpedye nomaT-
KOBHX JOCIIKEHD.

binpuricts nikapiB MpoOTSAroM CBOET mpodeciii-
HOI JisTBHOCTI 3yCTpidalOTh BCHOTO OAHOTO YU
JIBOX XBOPHX Ha HeifpodiOpomaros, 1o 3BHYANHO
YCKJIQJTHIOE JTIarHOCTUKY Ta MiAXOAU A0 JIIKyBaHHS.

Henocrarus iHpopMoBaHicTh JiKapiB 3 MUTaHb
JIarHOCTHKH, 0COOJIMBOCTEH mepediry Ta TaKkTHKH
JIKyBaHHS Mali€HTIB 3 HEHpo(hiOpOMaTO30M 4acTo
MPU3BOIUTE 10 MOSBH (PYyHKIIOHATBHUX PO3NAIIB Y
TaKUX XBOPHUX, 3aiBHX CKOHOMIYHUX BUTpAT, HEBi-
pHOI MEMYHOI TAaKTHKH, HEaJeKBAaTHOI COLIaIbHOI
aJanTarii Ta JOJaTKOBUX IICHXO-EMOIIMHUX PO3ia-
JIiB MALI€HTIB.

S0 npoaHai3yBaTH JIiTEpaTypHi JIaHi OCTaH-
HIX POKIB, TO YiTKO HAIPOINYETHCS BHCHOBOK, IO
ICHYIOTh TUTBKHU 3arajbHi MOHATTS Ta TyMaHHI ysB-
JIEHHsI TIPO OCOOJNMBOCTI KIIHIKH, repeOiry, Jiar-
HOCTHKH Ta JIIKyBaHHS XBOpPUX Ha Helpodidpoma-
T03. OCOOIMBO 1€ CTOCYETHCS PaIliOHAIBHOT TAKTH-
KM JIIKYBaHHSI Ta METOJIIB Xipyprii MyXJIUH, y TOMY
YHCITI MHOXHHHUX, TOJIOBHOTO Ta CIIMHHOTO MO3KY,
a TaKOX IepuepruIHoi HepBoBoi crcteMu. JlaHa iH-
(opmariist CBiTINUTH TPO Te, MO HelpodidpomaTos
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€ OfIHI€I0 3 HAaMaKTyaJbHIIIMX MEAUYHUX IpoliemM
CbOTOJICHHS.

3Bakaroun Ha TOCHUTH BHCOKY YaCTOTYy BHITQ/IKiB
3aXBOPIOBAHHS, WMOBIPHICTh 3HAYHHX KOCMETHY-
HUX JePEKTIB 1 HASBHOCTI HEBPOJIOTTYHOI CUMIITO-
MAaTHUKH, 10 MOXE MPU3BOIMUTH J0 JTOKOMOTOPHHX
MOPYIICHB, CJIIJl HATOJOCHUTH HA HAJA3BUYANHIN aK-
TyaJbHOCTI poOsieMu HelpodiOpoMaTo3y B AaHUI
4ac, BPaxoBYIOUH OypXJIMBHIA PO3BUTOK (hapmaries-
TUYHOT raiy3i, po3poOKy (apMakoTepaneBTUIHUX
CXeM JIIKyBaHHS 13 3aCTOCYBaHHSM SIK TPAIUIIIHHUX,
TaK 1 HOBHX MpenapariB Ta iX KOMOiHaLIiH.

VYce BHILE HaBeJEHE 3YMOBJIIOE AKTyaJbHICTb,
HAyKOBY Ta TMPAaKTH4YHY IIHHICTh JOCIHIHKCHHS,
CIPSAMOBAHOI0 HAa BUBYEHHS MIPUYUH Ta MEXaHI3MIB
PO3BUTKY HeiipodiOpomarosy, ocodmuBocTeld ioro
KIIIHIYHUX MPOsABIB, Nepediry; po3poOKy cydacHoi
knacudikarii Ta onTUMizallii JiKyBaHHS IbOTO 3a-
XBOPIOBaHHS, /1€ TPOBITHUM IPOSBOM, 10 3aTPOKYE
KHUTTIO XBOPHUX, € HASBHICTh MyXJIMH HEPBOBOI CHC-
TEMH, B TOMY YHCIi 1 MHOXXUHHHUX.

IcTopis 3axBoproBaHHS

Heiipo¢ibpomaros ommcaB HIMEIBKHI MaTOJIOT
Opinpix [daniens pon Pexminrxaysen (1833-1910),
yuaeHb Bipxosa, B 1882 p. y po6ori «[Ipo MHOXHUH-
Hi (iOpoMH MIKIpU Ta iX 3B’SI30K 13 MHOXKUHHUMH
HeBpoMamm». ONHC JIaHOTO 3aXBOPIOBaHHS OyIlo
3p0o0JIeHO 3a0Bro M0 BimkputTs crpykrypu JHK.
V¥ 3B’s3Ky i3 IMM BOHO OTPHUMAJIO Ha3By «XBOpobOa
Pexinrxaysenay. JlaHuMm TepMiHOM ITO3HAYaIH HE
TinbkK HeHpogidpomaros 1, ane i yci Buau Ta mpo-
SIBH I[LOTO 3aXBOPIOBaHHs. BiIMiHHI 32 CBOTMH TIpH-
YHHAMH BHHUKHEHHS Ta MPOsBaMu Helpodiopoma-
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Bijt HAYKH IO TIPAKTUKH

to3 I Ta Il TUNy BUIUIAIOTH Y «HepupepudHy» Ta
«IEHTpalbHY» (GopMu XBopoOM PekimiHrxayseHa.
[Ticns BU3HAYCHHS TEHETUYHHUX MPUYUH BHHUKHCH-
HS TIEPBUHHA HAa3Ba 3aXBOPIOBAHHS 3acTapifa.

Xoua netipodidopomaro3 (HD) craB mmpoko Bu-
3HAHUM SIK TATOJIOTIYHUHA CTaH HanpukiHii 19-To
CTOJNITTS, TUTBKH TIOPIBHSIHO HEAaBHO OyJ0 pO3po-
ONCHO YiTKE PO3MEXKYBaHHS MK HOTO 3arajibHU-
MU MPOSIBAMU Ta YpaKCHHsIMHU 3 OOKy mepudepud-
HOT HepBOBOi cuctemu. OcTtaHHs Gopma XapakTep-
Ha JBOOIYHUMH HEBPUHOMAaMH CIyXOBOTO HEpBa,
SIKi MOXXYTb CYNPOBO/DKYBATHCS HIIMMH BHYTPIII-
HBOYCPEITHIMH ITyXJIHHAMH, 30KpeMa, MEHIHTiOMa-
MU. [IpakTUYHO 10 CHOTONHINIHIX JTHIB iCHYBaJIa He-
SICHICTB II0/I0 PI3HOMAHITHOCTI POSIBIB ITUX 2 THITIB
Helpoidpomarosy y CBiOMOCTI JiKapiB 1 B JIiTepa-
Typi. Y 1987 pomi [ToromkysanpHa xomicist 3 Harri-
OHABHUX IHCTUTYTIB OXOPOHM 310pPOB’S TU(EpeH-
IifoBajia KIIHIYHI MPOSBH, MOB’A3aHi 13 KIACHYHUM
cuHapoMoM (oH Pekrminrxaysena, Bix iHIINX, Te-
PEBaXXHO BHYTPIIIHBOYEPEITHOTO IMiATHITY, I BOHH
Oyiu 3rogioM cucteMarn3oBaHi B Tunm HO-1 i Tun
H®-2, BignosigHo. [IpoTsiroM ocTaHHIX KUTBKOX PO-
KiB TeHeTHYHi 1e(heKTH, 110 JIe)KaTh B OCHOBI ITUX 2
CHHJIPOMIB, OyIU 3’sCOBaHi, i OyJI0 BUSIBICHO, IO
X BUTOKH IOJISATAIOTH B JIe()eKTaX OKPEMUX XPOMO-
COM.

Heiipogiopomaro3

Buninstors Heiipogidbpomaros I Ta Helipodidpo-
Mmarto3 Il Tumy. BinMiHHICTh X (HOPM TIATBEPIKY-
€ThCA 1 PO301XKHICTIO T'eHIB, BiJIMOBiIaTbHUX 32 BU-
HUKHCHHS TAaHWX THITB 3aXBOpIOBaHHS: TeH HD-1,
BiJINIOBiJJTAIbHUH 32 BUHUKHEHHS KJIACHYHOI XBOPO-
O0u PexniHrxayseHa, jokajii3oBaHuii Ha 17-id xpo-
Mocomi, a reH HD-2 — na 22-iit. ['en HO-1 po3i-
HIOETBCS SIK CYIPECOp IMyXJIHMHHOTO POCTY: i3 BTpa-
TO HOro (yHKIIT MOB’sI3aH1 HE TIJIBKU ITyXJIMHH,
TUIIOBI U1 Helpodiopomarosy | Tumy, a i HH3Ka
MyXJIMH Y 3arajbHii MOMyJsmii, 10 He MaloTh CTO-
CYHKY 110 XxBopoOu Pekminrxaysena. Helipodiopo-
MiH — Oinok rena H®-1 — Bukonye, iiMOBipHO, pi3Hi
¢GyHKIIT B pisHUX THNAX K1iTHH. Helipodibpomaros
JIFOMMHN CHPUYUHIOETHCS TIPUCYTHICTIO MYyTAaHTHO-
ro anens rena H®O-1 B oxniit xpomocomi. [lmoau 3
MYTaHTHUMHU aJIeJSIMH B JIBOX XPOMOCOMAax, OdYe-
BHUJIHO, HEXKHTTE3NATHI. 3rimHO 3 «MIiKXHAPOIHOKO
CTaTUCTHYHOK KJIacudikaliero XBopoo i mpobiem,
OB SI3aHMX 31 3M0POB’sIM» X IEpersiay, IIe 3aXBO-
proBaHHs HanexxuTh 10 kiaacy XVII «llpupomxkeni
aHomatii (BaJy pO3BUTKY), Aeopmallii Ta XpoMo-
COMHI TMOpYyIICHHs», pyopuku Q85 «PDakomarosy,
He Ki1acu(iKOBaHI B IHIIHUX PyOpHKax».

Tom 17, Ne 4,2014

Buninstore Taki OCHOBHI KJIHIYHI BapiaHTH
(Mopnosuesa B.B. ta criBasr., 1997):

1) 3 nomMiHyBaHHAM HelipoiOpoM 1 HEUHCICHHU-
MH IIITMEHTHUMH TUISIMAMU;

2) 3 mepeBaXHUM BHSBOM Yy BHUIISII BEIUKHUX
(mona 15 MM) MIrMEHTHUX TUISIM 1 HCUHCICHHUMH,
31e01IbII TiAIIKIpHUMEU HelipodiOopomamu;

3) 3 MIrMEHTHUMH €JIEMEHTaMH Y BUIIISI PO3Ci-
SIHUX TI0 BCIH MIKipi IpiOHUX MJISIM THIY JIaCTOBHH-
HS;

4) 3MilIaHui, HAUTTOIIUPEHI K.

Mopdosnoriganm cydcTpaTom HelipohiopomaTo-
3y, 4K 1 iHIUX (pakoMaTo3iB, € TaMapTOMHU — yTBO-
PEHHSI, IO CKJIAJAI0ThCs 13 KJIITHH, SKi HEeHaue 3a-
TpUMaIUCs y CBOIH audepeniiauii it nepeOyBarOTh
y CTaHl «IepMaHEeHTHOI eMOpioHaizamii». ["amap-
TOMH MalOTh €KTOAepMalibHe TIOXOKEHHS i po3Ta-
IIOBaHi NIEPEBAXHO B HEPBOBIM TKaHWHI Ta MIKIpi |
(ab0) cknaarThes 3 €IEMEHTIB IUX TKAHUH.

OCKITBKH €eMEHTH TaMapTOMH MAaroTh JIEIIO0
OLIBIIy CXWJIBHICTH 10 Hpoiidepanii Ta Heomac-
THYHOT TpaHc(opMmallii, To HU3Ka aBTOPIB PO3TIIs-
Jlae 1e SABUINE K MyXJUHOMOAIOHY MPHUPOIKEHY
BaJly PO3BHUTKY. [laTooroaHaTroMidHo TamMapTOMu
npu xBopobi PexninrxayszeHa e Helipodidpomamu,
B CKJaJll SIKMX 3HaWICHO IepeBakHO (idpodiac-
TH, IIBaHIBCbKI KJIITUHM, NEPUHEBPAJIbHI KIITHHHU.
VY 100% BunanKiB BOHU JIAIOTh MO3UTHBHY PEaKIIito
Ha 0110k S100. ¥V cknani HeitpoiOpoM BUSABISIOTH
3HAYHY KUIBKICTh OMACHCTUX KIIITHH, OCOOJIHBO Ha
panHix ctagisx. [1ig gac enekTpoHHOI MiKpoCKomii
CIIOCTEPIraroTh iX TICHHH KOHTAKT 3 JIM(OIUTaMU.
IcHye, mpuHaiiMHI, TPU TIMOTE3H, IO MOSCHIOIOTH
HASBHICTH Y IyXJIMHI TKAHUHHUX 0a30(1ITiB:

1) onmacucTi KJIITUHY CIPABISIOTH IPSIMY CTUMY-
JIIOIOYY JIIF0 Ha PICT MyXJIMHU — 1X TPOIYKTH BiJli-
TPalOTh BaXIIUBY POJIb Y PETYJSAIii CHHTE3y KoJia-
reHy ¢iopoOiacTamMu 1 IBAaHOMOIOHUMHU KJTITHHA-
MU. MeniaTopu OrpsiTHUX KIIITHH MOXKYTh BIUTUBAaTH
Ha picT HEHpo(IOPOM SK MUITXOM MPSIMOi CTHMYJIS-
il MITOTHYHO{ aKTUBHOCTI KJIITUH, TaK 1 3a paxy-
HOK TIOCHJICHOTO aHTioTeHe3y (TpaHylmu TKaHHHHHUX
6a300iniB MiCTATh YHHHUK pocTy (idpodnactis, IL-
6, IL-8, cyOcraHIlii, mo 0e3mocepeiHbO CTUMYITFO-
I0Th MITOTMYHY aKTHUBHICTh MenaHoluTiB, TNF-q,
TparcopMmyrouuii (hakTop pocTy-f, renapuH, a Ta-
KO)K PCUOBHHH, SIKI CIIPHYUHSIOTH (EPMEHTATUBHY
JIETpasiallito MOo3aKIITHHHOTO MAaTPUKCY, IO CIPHUSIE
MPOHUKHEHHIO MyXJIHMHHUX KITITHH Y CTPOMY);

2) TKaHWHHI 0a30(iTM — NPOTUITYXJIMHHI e(eK-
TOPHI KJIITHHU, 1[0 BiJOOpakaroTh 3aXUCHY (PyHK-
mito mkipu. Iloka3zaHO IUTOTOKCHYHICTH iX CTO-
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COBHO KJITHH iHAyKOBaHOI Muma4oi ¢idpocapko-
Mu Ta muniayux (Gidpodnacris. ['emapun (Krejci N.
et al., 1992) 3B’s3ye npokosnareHasy Ta € il pesep-
ByapoM, CIIPHSIOUHN JII3UCY KOJAr€HOBUX BOJOKOH.
SIKIIO 1 BIACTUBICTH BUSBISETHCS B HEHpOQiOpo-
Max, TO BOHA CITOBUIBHIOE TTYXJIMHHUH PICT, OCKITb-
KH KOJIareH CTaHoBUTH 10 70% Bim cyxoi Macu He-
Hpodhidpom;

3) mpomideparito OnacHCTUX KIITHH 3yMOBJIEHO
mpodtidepariero KITHH, MO TUPEPESHIIIOITHCS IO
niHil mBaHiBcbKkUX KIITHH. Ryan 1. (1993) 3acBin-
YHB, 0 MIBaHIBCHKI KINITHHE PoxyKytoTh MPHK Ta
MpoTeiHN (pakTopa CTOBOYPOBUX KIITHH, SIKi € YHH-
HUKOM POCTY TKaHHHHHX 0a30(iTiB.

EninemioJioris

Hefipodiopomaros, sikuii 3a KIIHIYHAMH Ta Te-
HETUYHUMH O3HaKaMH TOIIUISEThCS Ha HEHpodi-
opomaro3 1-ro tumy (H®-1) Ta mHelipodidbpomaros
2-ro tary (H®-2), HamexuTh 10 HAWOUIBIT MOIIH-
PCHUX CHAIKOBUX 3aXBOPIOBaHb JIOMMHU. Kiacwd-
Hull nepudepudnuii Helipogiopomaros, abo HO-1,
cximagae n1o 95% BHUIAAKIB cepel YCiX XBOPHX Ha
Helpodiopomaros (Wolkenstein P., Decq P., 1998).
3aranpHa KiTBKICTh XBOpUX Ha HelpodiObpomaros
y BCbOMY CBiTi HaOmmwkaeTbes g0 1000000 mromeit
(Crawford A.H., Schorry E.K., 1999). Ouinka mo-
mupeHHst HeiipodiOpomarosy 1 3aiexHO Bijg perio-
HY, METOJIUK IIOIIYKY Y PI3HUX aBTOPIB KOJHBAETHCS
Bix 1/3000 y Himewunni, CIIA i Kanani (Friedman
JM., 1999) mo 1/7800 y xomumubomMy CPCP
(Sergeyev A.S., 1975). V Haii0inbin penpe3eHTa-
TUBHOMY JociipkeHHi Huson S.M. et al. (1988) mo-
Ka3HUK nomupenocti HO-1 — 1/4900.

JlaHux 110710 PO3MOBCIOMKEHOCTI 3aXBOPIOBAH-
Hs B YKpaiHi, HeMa€e. BpaxoByrouH KiJIbKiCTh 3ape-
€CTPOBAHUX XBOPHX Y CBITi, KOTpa csirae 1 MiIH. 1to-
Jeid, Ta 3 pO3paxyHKy 1 BUITaJOK 3aXBOPIOBaHHS Ha
5 000 HaceneHHs, MpUONN3HA KIIBKICTh MOXE Ha-
ommkarucs 10 10 000 Takux XBOpHUX.

HiarnocTuka

[TepBunHa giarHoctrka H®-1 moBuHHA TPOBO-
JUTHCH TeAiaTpaMu, JUIBHHYHUMH JIiKapsMHu Ta Jii-
KapsMHU 3arajbHOi TPAKTUKU CIMEWHOI MeIuIIH-
HU, 2 TAKOXX BY3bKHMH CIEIialliCTaMH: HEBPOJIOTa-
MU, 0(pTaTBMOJIOTaMy, AEPMATOJIOraMH, XipypramMu
B Mpoleci JUHAMIYHOTO JHUCIAHCEPHOro CIOoCTe-
pexxeHHs1 HaceneHHs. [IpoBigHy ponb Bimirpae Toi
(axT, Mo MmpoIrec Po3BUTKY KIIHIYHOI CHMIITOMA-
Tk H® € quHaMigyHEM, TOMY BaXJIMBOIO € Jiar-
HOCTHKA JIKapIMHU Pi3HUX MPo(diTiB Ta CBOEYacHE
MIPOBEICHHS KOMIUIEKCY HONATKOBUX METOIIB Jiar-
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HocTuKH, BKIOYHO i3 KT rojoBHOrO Ta CHMHHO-
ro mo3ky. Ilpu BcraHoBieHHi giarHosy H®-1 He-
00XiTHO BUKOPUCTOBYBATH IiarHOCTUYHI KPHUTEPIi,
mo Oynu pekoMeHaoBaHI MiKHapOJIHUM KOMiTe-
TOM EKCIEepTIiB 1010 Hehpodiopomarosy. [liarnos
Helpodibpomaro3y | Tunmy Moke OyTH BCTaHOBIIC-
HO (3riHO 3 peKOMEHIAIIIMH MiXKHAPOIHOT KOMi-
cii ekcniepTiB 3 HelpohiOpoMaTosy), SKIIO € Xo4ya O
2 3 TaKHUX O3HAK:

1) He MeHIIe 5 MIrMEHTHUX IUISIM KOJIbOPY KaBU
3 MosiokoM (Ppamntl. Caffe au lait spots) (3a MKX X
— L 81.3) niamerpom noHazg 5 MM y aiTeit nomyoep-
TaTHOTO BiKy 1 HE MEHIIIE 6 TUISM J[iaMeTPOM TTOHA]]
15 MM y moctyGepraTHOMY Biwi (puc. 1);

2) 2 i Ginbiie Helpoibpomu Oyab SIKOTO THUITY
a0o 1 urekcudopmua Heiipodidpoma;

3) macTOBWHHS B NTAXBOBHMX YH MAaXOBHX CKIIAJ-
Kax;

4) nucnnaszisg Kpuiia KIMHOMOAIOHOT KicTku abo
MPUPO/DKEHE CTOHIICHHS KOPTHKAJIBHOTO IIapy
JIOBTUX KICTOK 13 IICEBI0APTPO30M YU O€3 HhOTO;

5) Tiioma 30poBoro HepBa (puc. 2);

6) 2 i Oinbme By3nuka Jlima (Lisch) Ha paitmyx-
Hii OOOJIOHIII OKa, SIKI BUSBISIOTH IIJ Yac JOCIIi-
JOKEHHS 32 JIOTIOMOTOFO IUIMHHOT Jammu. L1 By3mu-
KN CKJIaJafoThCs TEePEeBaKHO 3 MENAHOUUTIB, IIBa-

Puc. 1. IlirmenTHi muissMu y miutiTka.

Puc. 2. 'anriioma 30poBoro Heppa.
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Bijt HAYKH JI0 TTPAKTUKH

HIBCHKUX KIIITHH Ta (hiOpo0iacTiB i OyBatoTh y OIbII
HiX 90% xBopux Bikom moHajn 10 pokis. Burisna-
I0Th BOHM K HE3HayHi OlryBati miisiMu (puc. 3);

7) HasBHICTB y ponuuiB I cTyneHs cropigHeHoC-
Ti HelipodiOpomarosy | THITy 3a THMU 5K KPUTEPISIMIL.

[IprumHa Takoro KJIiHIYHOTO MoJiMopdizMy TO-
nsrae B mytanisx rena HO-1 (monax 100 BapiaH-
1iB). [IposiBoM XBopoOuM Moke OyTH U coiiTapHa
mKipHa Herpodiopoma. CriocTepiratoTh raMapTOMHU
CITKIBKH, 3MIHH KICTKOBOI cucTeMH ((iObposyrounit
OCTEOIT), CITIOBUTFHEHHSI PO3YMOBOTO PO3BUTKY. [1ir-
MEHTHI IUISIMH MOXXYTb OyTH CHHBOTO 4H (hioJeTo-
BOTO KOJIBOPY, PiJIIIIe 3yCTPIYarOThCs TITISTHKH JCTIir-
MeHTalii. XapakTepHe TaKOK 3HAYHE MiABHILICHHS
MTOPIBHSTHO 13 3araJIbHOKO MOMYJISIIIEI0 9acTOTH (eo-
XPOMOIIUTOM, TIIiOM, MyXJUHH BinbMmca, neiiko3is,
pabomMiocapkoM, MEHIHTCOM.

IIpu BucraBnenns niaroy H®-1 neoOxigHOO
€ KOHCYJIBTAIlisl By3bKHX CIICI[IaJIICTIB: HEBpOJIOTa,
oranbMorora, aepmaronora, Xipypra, Heipoxi-
pypra, TeHeTHKa. BaknuBuM € 0COOHCTO OTISHYTH
sIKOMOTa Oifbllle POAUYIB, SIKIIO B CiM’i BHUSBIEHO
xo4a O OJTHY JIFOJMHY 13 IUIIMaMHM Ha IIKipi KOJIbOpY
KaBU 3 MOJIOKOM, 200 NpH HasIBHOCTI B CiMEHHOMY
aHaMHe31 WICHIB POJMHU 13 Bepu(diKOBaHUM miar-
Ho30oM H®-1, BpaxoByrouM ayTOCOMHO-IOMIHAHT-
HUH THI yCTIaJIKyBaHHS Ta BUCOKY ITEHETPAHTHICTh
3axBOpIOBaHH:. SIKIIO B Takiil ciM’i € AiTH 4 Mif-
JITKH, HEOOX1THOIO € TX JUCITaHCePU3aIlis, OCKITbKU
uis HO-1 xapakrepHUM € M0sIBa Ta IPOrPeECyBaHHs
KIIHIYHAX CUMIITOMIB 3 BikoM (Tad:. 1). Cepen no-
JIAaTKOBHMX METOJIiB 1arHOCTUKU HE MEHIII BaXJIMBH-
MU Ta iHopMmariitHo 1iHHUMHE € poBencHHs KT/
MPT royioBHOTO Ta CIMHHOTO MO3KY (B AMHAMII 3
1HTEpBAIOM 1-2 pOKH), peHTreHOrpadii Kpuil K-
HOMONIOHMX XPAIIiB, XpeOTa Ta KicTOK, Oi0mcii Hel-
podiOpom, TOCIiKEHHS OPTaHiB 30DY.

KriniuHe 3HaueHHsS MalOTh TaK 3BaHi «HEOII3HA-
Hi 00’€KTH, 110 CBITATHCS», SKI BUSBISIOTHCS MPH
nposeneHHi MPT ronoBHOro Mo3ky B JiTeH 3 Tij-

Puc. 3. Byziuku Jlima (Lisch) na paiigyxniii o6oonui
oKa.

03poro Ha Helipodidpomaros. Li rinepTeH3uBHI BOT-
HUIIA, TUITOBI JJI PaHHIX cTafiil po3BuTky HD-1,
MOXYTh Bi3yamizyBaTHCs B 00JIaCTi 30POBUX IILIS-
XiB, 0a3aJbHUX TAHIIIIB, CTOBOYpa FOJIOBHOTO MO3-
Ky, MO304Ka 200 KOPH BEJINKUX MiBKYIIb.

Inentudikamis myramniii y reni HO-1 1 npsma
JHK-niaraoctuka H®-1 3HA4YHO YCKIIaIHIOIOTHCS
TIraHTCEKAMH PO3MipaMH TeHa, BHCOKOIO YaCTOTOIO
MyTalii, (PaKTUIHOIO BiCYTHICTIO Ma)KOPHUX MYy-
Tarjii, a TAKOXK HasgsBHICTIO BEJIUKOI KIIIBKOCTI TOMO-
JIOT1YHUX JIOKYCIB.

KicTkosi nposiBu Helipodiopomarosy 1

Haii0inmpir 9acTo JiarHOCTOBAHHMM  PO3JIAZIOM
3 OOKy KiCTKOBOi CHCTEMM y XBOPHUX 3 IyXJIMHAMHU
HEPBOBOI CUCTEMHU OYB OCTEOINOPO3, IKUH BUSIBICHO
B 34% BuUMnaAKiB, ToAl K cepen xBopux 3 HO-1 6e3
ITyXJIMH HEPBOBO1 CHCTEMHU BOTHUIIEBUM UM CUCTEM-
HHUM OCTEONOPO3 BUSIBISETHCS 3HAYHO YACTIIIE — B
91% BUIIAAKIB.

Y xBopuX Ha Helpohibpomaro3 BUSBISIOTH I1e-
peBaxxao HuU3BKHH 3picT (13%), cxomiozu (10%),
Ki(hoCcKoJIio3H, CyTYINiCTh, MUCIIIA3iI0 XpeOIiB, ae-

Ta6anus 1. Bikosi mepiogn nposBy o3Hak i yckaagHeHs HelipodiGpomarosy I

Panniu oumsuuii nepioo (0-2

Cumnmom
POKU)

Jimu wKinoHo2o 6iky, Jopocai (cmapwi 16

JlowkinoHuil 6iK . .
nionimKu POKIB)

IlsiMu «kaBa 3 MOJIOKOM) e ———————

TubianpHa gUCILIA31sS

BecHsiHkY B I_IIKlpHI/IX CKJIaIKax

[MyxauHE 30pOBHUX HITAXIB

TonoBuuit 6ib
lneprensis

kipHi He#pohiOpomMu

Ckoutio3

3nosixicHi myxmuau [THC
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Tabauns 2. Kaacudikauis BpogikeHNX HeCIIPaBKHiX CyrA06iB BEANKOTOMIAKOBOI KicTKU
Bignosiguo g0 Kpoydopa ta Boiig

Kpoydgopo

botio

Tun [: nepenHiit BUTHH 3 MiABHUIIICHOI KiPKOBOIO
LIIJBHICTIO

Tun I1: mepeaHiii BUTHH 3 BiIMOBOIO Bix tubulation
1 3BY’)KEHHSIM, CKJIEPOTHYHI 3MiHHU KiCTKOBOTO MO3KY

Tun I1I: nepeHiit BUTHH 3 KICTO3HUM YPasKeHHIM
a0o nonepeaHiM pylHHyBaHHIM

Tun [V: nepenHiii BUTHH 3 IEPEIIOMOM 1 HECTIPaB-
JKHIM CYIJIOOOM, SIK TIPaBHIIO, 32 YYaCTIO TOMUIKH i
MaJIOTOMIJIKOBOT KiCTKH

Tun I: nepenuiii BUrnH i 1edekT y KicTIi MpHU HApOKEHHI, OB’ s3aHi 3
IHIIMMH BPOPKEHHMH aHOMAUTisIMU

Tun II: mepexHii BUTHH 1 3BY>)KESHHSI TOMUIKH 32 TUIIOM ITiCOYHOTO TOIUH-
HUKa, CHOHTAHHI ITePeJIOMH TepIi 2 pOKU — HaiOUIbII YacTa 03HaKa, 110
OB’ s13aHa 3 HelipohidpomaTozom

Tumn III: nceBroapTpo3 po3BUBAETHCS Uepe3 HAsIBHICTh BPOJDKEHOT KiCTH
Tun [V: nceBnoapTpo3 po3BHBAETHCS B CKIICPOTHYHUX CETMEHTTAX KiCTKH
0e3 3BY)KECHHsI, CTPECOBHH ITepesioM

Tum V: nceBnoapTpo3 BETUMKOTOMITKOBOI KICTKH BiIOYBA€ThCS 3 AMCILIA3I-
€10 MaJIOTOMIJIKOBOT KiCTKH, HAsIBHICTIO HECIIPaBKHIX CyrlI00iB onHieT a00
000X KiCTOK

Tun VI: nceBnoapTpo3 BigOyBa€eThes y 3B°SI3KY 3 HassBHICTIO BHYTPIIIHBO-

yTpoOHOT KicTKOBOI HelipodiOpomu abo NIBAaHHOMH

(opmarrii rpyaHOT KIITKH, TPUYOMY MarOTh BOHH,
SIK TIPaBHIIO, KOMITIEHCOBaHUI abo piamie — cyOKoM-
MICHCOBAHUH XapakTep. Y JiKyBaHHI XBOPHUX 31 CKO-
JII030M BaXIJIMBO JU(DEPCHIIOBATH JAUCTPODIUHY
i Heauerpodiuny Gopmu. ductpodiuHmii BapiaHT
mporpecye mBUALIE i TOTpedye arpeCUBHIIIOrO Xi-
PYPTiYHOTO JIIKyBaHHS.

Hemucrpodiuamii ckomio3 JiKyeThCsl aHaIOrid-
HO JIO 11I0TTAaTUYHOTO, 3 TUHAMIYHUM CIIOCTEPEIKCH-
HsM, (piKcalli€ero, a 3a mokazaMu — oneparuBHo. Yac-
TO XBOPUM 3 OPTOIIEAUYHUMHU 3MiHAMHU HE MIPUILIIS-
I0Th HAJIGXKHOI yBary, He (DiKCYIOTh yBary Jikaps Ha
[UX 3MIHAX.

ey

Puc. 4. IlceBaoaprpo3 kicTtok rominku. Xsopwuii P-k,
1993 p.n.
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[IpoTe came HasIBHICTh HaBiTh HE3HAYHOTO CKO-
703y 3a JTaHo1 maToorii moTpedye AeTaJbHOTO CIOC-
TEpeKEHHS Ta JWHAMIYHOI Bi3yasizamii 3 MeTOIo
BYACHOTO BHUSBIICHHS IIPOTPECYBaHHS Ta BUKOHAHHS
OPTONENNYHOT KOPEKIIii.

Bpomkenuit mceBmnoaprpo3 KiCTOK TOMUIKH €
Iy’Ke PIIKICHIM 3axBOproBaHHsM (Tabi. 2). Y 50%
BUIIQJIKIB € 3B’5130K 3 Helpodidbpomarozom 1. [le-
¢opmarii TpyOuacToi KiCTKM, (OpPMYBaHHS «HE-
CIPaBXKHBOTO cyriobay (TceBmoapTpo3y) BinOyBa-
€TBCS, SIK TIPABHUJIO, B CEPEIHI HIDKHBOI TPETHHHU
TOMIJIKY. 3a3BUYai JIIarHO3 MiATBEPIKY€ETHCS 3a J10-
MIOMOT'OFO peHTreHorpadii, sika MOXKe TIOKa3aTH 3Ha4-
HE CTOHIICHHS KICTOK B 00J7acTi mceBaoaprposy. Y
OUTBIIIOCTI BHITAJIKIB IICEBI0APTPO3 € JIy)KE HecTa-
OlIbHUM, 10 TPU3BOAUTH 10 Nedopmarlii KiCTKH B
HIDKHIM YaCTUHI TOMLJIKH, [0 YHEMOMIIUBITIOE OYIIb
sIKe HABAaHTAXKCHHS Ha JIaHY KiHIIBKY (pHcC. 4).

JlikyBanHst

PajgukansHUX METOMIB Teparii He icHye. 3acTo-
COBYIOTBCS IIpEMapary, Mo CHPHUSIOTH JACAKIA HOp-
Mastizaiii mopymeHux oOMiHHUX TiporieciB. Merton i
KypcC JIKyBaHHS T1IOUPAEThCS IS KOXKHOTO XBOPO-
ro CyTO i1HAMBITYyaJbHO 33 YYacTIO JIiKaps-TeHETH-
Ka, HeBpoJora, o(hTaibMoJIOra, OPTONeaa, OHKOJIO-
ra Ta iH. €IUHAM METOJIOM JIIKyBaHHS KOCMETHIHUX
nedexTiB, OOYMOBJICHUX ITyXJIMHHUMH TPOIIECaMH,
— Xipypriuna omepartis. Tomy 10 JIiKyBaHHS TaKUX
XBOPHX 3QITy4a€THCS TAKOXK 1 TIKap-Xipypr AUTIIUI.

3 MEOWKaMCHTO3HHX TIperapaTiB PEeKOMEHMY-
IOTHCS1 HOBI 1X MOKOJIIHHS, Jisl SIKUX CIIPSIMOBaHa Ha
MOJIMIICHHST 0OMIHY PEYOBHH y CHONYYHIN TKaHH-
Hi, HEPBOBIM CUCTEMI, BHYTPIIIHIX OpraHax.

Etanu xipypriusoro nikysanHs aiteit 3 HO-1 i
MICEBIAPTPO30M BEIIMKOTOMIIKOBOT KiCTKU

«ITpobemn ocTeonoriin



Bijt HAYKH JI0 TTPAKTUKH

r A

Puc. 5. ETanu xXipypriuyHoro JikyBaHHS ICeBI0aPTPO3Y BEJHKOTOMIJIKOBOI KiCTKH.

I — ocTeocuHTe3 anmapaToM 30BHIMHBOI (hikcamii
ImizapoBa I"'A.;

II — ocTeoToMmist MPOKCHMAIBHOTO MeTaemidiza
BEJIMKOTOMIIKOBOI KICTKH 3 METOI0 O1JIOKaITBHOTO
nepeMinienss (puc. 5 A, b);

III — GinokanbpHE MOCTYMOBE MEPEMIIIICHHS B Ha-
IPSAMKY TICEBA0APTPO3Y 3 TEMIIOM 1 MM y JIeHb MiJ
coHorpadiuauM KoHTpoieMm (puc. 5 B, I);

IV — pesekuis nceBpoapTposa i3 3arTUOHUM
CHIBCTaBJICHHSIM (PparMeHTiB Ta KiCTKOBOKO IJIACTH-
xoto (puc. 5 1, E).

BucHoBku

BHacimigoKk KOMIUIEKCHOCTI MW MIMKIUCLMILTI-
HapHOCTI KiiHIYHOI KapTnHH H® Takmx XBOpHX
MOBUHHI KOHCYJIBTYBaTH EKCIIEPTH 13 Ili€i XBOpO-
6u. KoopnnHoBaHa po0Oova KOMaHIa Ma€ BKIFOUH-
TH TEHETHKA, HEBPOJIOTa, HEHpOXipypra, pamionora,
o(ranbMosIora, opToNeaa, AepMaToora, IIacTuY-
HOTO Xipypra, HEHPOIICHXO0JIOTa, OHKOJIOTA.

Binpnricts marientiB i3 HO-1 MaroTh KOHCYIb-
TYBaTHCS B JIKapsl KOXKHI 2 POKH IPOTITOM YCHOTO

Tom 17, Ne 4,2014

E

*KUTTS. Lle cTocyeThest i poaudiB MEpIIOro Mopsia-
Ky. YHacCIiIOK BUCOKOTO PU3UKY (DEOXPOMOITUTOMH
i aHoOMaulii HUPKOBOI aprepii aprepialibHUN THCK
HEOOXiJHO KOHTPOJIIOBATH Xo4a O JIBiui Ha piK.

CrientiaibHy yBary TpH ODISJI CIIJT 30CEePEIKy-
BaTU Ha XpeOTi 3 METOI0 PAHHBOTO BUSIBICHHS CKO-
703y, YpaKeHHI KiHIIBOK (IICEBI0ApTPO3), IIKIpU
(mepmarooriyHi MposiBH), IMepeadyacHoMy abo 3a-
Mi3HUIOMY cTaTeBOMY a03piBaHHI. IIpoTsirom mep-
MIMX 3 POKIB XKUTTSA CJIJl PEryJISIPHO BHUMIPIOBATH
OKPYKHICTh TOJIOBH JJIsl BUSIBJICHHS PHCKOPEHOTO
pocrty. [lcuxonoriuauii i HeliporicuxiaTpUYHUI cTa-
TYC CIIiJT OI[IHFOBATH IIOJI0 JICTEKIIi1 TPYIHOIIIB ITPH
HaB4YaHHI 00 CHHIPOMY pO3JIaxy yBard i rimepak-
TUBHOCTI. Pa3 Ha pik namienta 3 HO-1 maroTh oris-
JIaTH HEBPOJIOT i 0(hTaIBEMOIIOT.

CkpuHinroBuMH MeTonamu npu HD-1 € MPT,
EEI" i peatrenorpadis. Hefipoizyauizarist ocoomm-
BO NMOTpiOHA MPH HAIBHOCTI BOTHUIIIEBUX HEBPOJIO-
TIYHUX CHMIITOMIB, CHJIBHOTO YU HPOTPECYI0YOro
00JII0 TONOBH, MIBUAKUX 3MIiH IapaMeTpiB OKPYX-
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HOCT1 TOJIOBH, CYAOM, PO3JaJIiB 30Dy, €K30(Talb-
MY, BUPKEHOTO KOTHITUBHOTO JEDIIIUTY, 3aTPUMKH
CTaTeBOTO PO3BHUTKY YU HOTO IPUCKOPCHHSI, TUICKCH-
(hopmHOI HelipodiOpomu rotoBU a00 00IUYYsI.

BpaxoByrouu mosicUCTEMHICTh, MOJIIOPTaHHICTh
Ta PI3HOCIPSIMOBAHICTh YPaKCHHS ITpU Helpodiopo-
Maro3i, 3a SIKOTO, KpiM IyXJUH HEPBOBOI CHUCTE-
MH, YacTO HAasBHI TMyXJIMHU MIKIpH, BHYTPIIIHIX
OpraHiB, a TaKOX KIiCTKOBi, OYHI aHOMaiii Ta Mo-
PYIICHHSI TICHXIKH, IIOCTa€ IUTAHHS HE TLTBKH
XipypriuHoi TaKTHKH Ta BiIOBIAHUX METOIUK, aje
1 OOIpYHTOBAHOCTI Ta MOCIIJIOBHOCTI XipypridHUX
T, 3KOOpAMHOBaHOI poOOTH (haxiBIliB Oararbox, HE
TIIBKH MEIUYHHUX, CHEIIabHOCTEH IS JIIKYBaHHS
Ta coLiajbHOI ajamnTamii 3 METOI 3a0e3lneuyeHHS
Kpamoi SIKOCT1 KHUTTS TAKAX XBOPHX.
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HEMPO®UMBPOMATO3 I TUITA. KAMHUYEC-
KUE ITPOBAEMBI B ITPAKTUKE OPTOITEZA

Mpricanbopckas A.B.

Hayunsiit pykosogureas: mpodeccop Cyasima B.C.
I'Y «gamo-Pparrxo8cKull HAUUOHALDH LI
MEOUYUHCKUL YHuBepcumem»,
Hearno-Dparrxosck

Pe3iome. B cTarbe mpeacTaBieHbl JaHHBIE 00 0COOEHHOC-
TAX KIMHUYECKUX MPHU3HAKOB HelpodpubOpomarosa | tuma, B
YaCTHOCTH €r0 KOCTHBIX IPOsiBICHHUIT. Takoke MpuBeieHa HH-
(bopmanus 0 HOBBIX MOJXOJAX K XUPYPIHYCCKOMY JICUCHHUIO
TICEBI0apPTPO3a KOCTEH TOJNICHH, 00yCIOBICHHOTO HATHYHEM
y ManueHToB HelipodubOpomarosa | tuma. BeisBieHo, 4TO B
pe3yJibrare MPUMEHEHHS OITMCAHHON TaKTHKH JICYCHHUS ObLIH
JIOCTHIHYTBI TIOJIOKUTEIIBHBIC PE3YJIbTaThl B BHJE Cparlie-
HHS KOCTEH M BOCCTAHOBICHHS (DYHKIUHM KOHEYHOCTH. YUH-
TBIBAs! TIOJIMCUCTEMHOCTb, TIOJIMOPTaHHOCTh M Pa3HOHAIIPAB-
JICHHOCTh TIOpaXXeHUs NpH Heipodudpomarose I Tuma Bo3-
HHUKAaeT BOIIPOC HE TOJIBKO XMPYPrHYECKOil TAKTUKH U COOT-
BETCTBYIOLIUX METOJHMK, HO 1 0O0CHOBAaHHOCTH U TIOCJIEIO-
BaTEJIbHOCTH XUPYPrUUECKUX JEHCTBHI, KOOPIMHHPOBaH-
HO# pabOThI CHIENHAINCTOB MHOTHX, HE TOJIBKO MEIHUIMHC-
KUX CHELMAIBHOCTEH, IS JICYCHHSI U COLMAIILHOM aJiarTa-
L[UU TaKuX OOJIbHBIX.

Kniouesvie cnosa: nevipopudpomaros | tuna, Heiipodu-
Opoma, [IHoMa, NICEeBI0apTPO3, OCTEOTOMHSI, OCTCOCHHTE3.
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NEUROFIBROMATOSIS I. CLINICAL
PROBLEMS IN PRACTICE OF THE
ORTHOPAEDIST

Mysliborska Y. V.

Scientific adviser: prof. Sulyma V.S.
«lvano-Frankivsk national medical university»,
Ivano-Frankivsk

Summary. The article presents information about
the features of neurofibromatosis type I, in particular, it’s
bone manifestations. Also provides information about new
approaches of surgery of the tibia pseudarthrosis caused
by the presence of patients with neurofibromatosis type I.
Revealed that as a result of the described treatment strategy
were achieved positive results in a fusion of bones and
restore function of the limb. Neurofibromatosis is congenital
multisystem multiorganic disease, that’s why it needs much
attention from different kinds of doctors, and not only.

Key words: neurofibromatosis type I, neurofibromas,
glioma, pseudarthrosis, osteotomy, osteosynthesis.
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