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HerpodidbpomaTos-1 (oryan JitepaTypn)

KBacuinwxmit M.B.

TepHominbcbka MiCcbKa KOMYHaJbHa JIKApHA IMIBUAKOLI moromMoru, M. TepHOmisib, YKpaiHa

Karouoei caosa: netipogpiopomamos-1 (HP-1); cunonimu: netipogpiopomamos 1-zo0 muny, nepugepuunuil Helpoghiopo-
MAMO3, KAACUYHUYL Helpoghibpomamos, Helpodibpomamos PexaiHeaysena, xeopoda PewaiHeayseHa.

Bemyn. HevipodibpomaTos-1 — opme 3 Haii-
MIOUIMPEHIINX ayTOCOMHO-JOMIHAHTHIX MOHOI'€H-
HIX 3aXBOPIOBAaHb JIOIVIHY, IT[0 IIPOABJIAETBCA MHO-
SKMHHVMM IIyXJIMHAMM OyZIb-fAKOrO OpraHa 4m CHUC-
TeMy, aJjie Hajdacriie ypaskae mkipy. [57, 100].
IIxipHi mposaBm xBopoOM, OKpiM Heitpodibpom,
PifKO MIeKCU(POPMHNX, XaPaKTEPU3YIOThCA HafgB-
HICTIO UJMCJIEHHMX IUIAM KOJIbOPY KaBM 3 MOJIO-
KOM, IIaXBOBMX Ta (4M) HAXBUHHMX IUIAM TUITY
BECHAHOK (JIACTOBMHHA). IHIII MOMKJIMBI IIpOABUM —
OIITMYHI IJIioMM, KICTKOBI aHOMaJii, po3yMoBe
BifcTaBaHHA.

Bimowmi sitepaTtypHi mkepesa 3adikcyBasm crio-
pamuyHi TOBIIOMJIEHHA IIPO XBOPUX 3 MHOYKVHHU-
MM IIKipHMMM TTyxsmHamy Ite 'y XVIID crosmTTi
[7, 125]. Ane Timerm von Recklinghausen y 1882
p- [124] Bmiepirie omicaB MIKipHI ITyXJIMHM, 10 PO3-
BUBAIOTLCA 3 ODOJIOHOK HEPBIB, HUMM »Ke OyB 3am-
poroHOBaHMiI TepMmiH “Heiipodibpoma”. I Bixe B
XX crogitti OyJI0 BMUABJIEHO CIIAJKOBMII Xapak-
Tep IIbOTO 3aXBOpPIOBaHHA [117] Ta ayTocoMHO-II0-
MIiHAHTHMII TMH Jioro ycmanaxkysaHHA [27, 93] IIpo-
TATOM OCTAaHHBLOTO OeCATUPIUYA OysM ITOCATHYTI
PEBOJIIOLIIMIHI YCIIIXM B MOJEKYJAPHIV TeHeTHI,
1[I0 JO3BOJIMJIO CIIOYATKY BCTAHOBMUTM JIOKAJi3a-
mito martosorii [10, 107], a y 1990 p. mpoBectn
kyoHyBaHHaA HP-l-rena i BupgimmTm ioro mpo-
IyKT — OUIoK Heiipodidpomin [19, 29, 54, 121,
127].

Kaacugpixayia. Hespaskaroun Ha 3a3HadeHi Jo-
cAarHeHHdA, npiarHod HdP-1 i1 goci Oasyerbca Ha
KJIHIYHMX O3HaKaX. BpaxoByroum IIOJIiCHCTEMHUI
XapakTep ypaskeHHA mpm HelpodibpomaTosi, 1110,
BIATIOBIZTHO, 3yMOBJIIOE IMOJIICMHAPOMHI IIPOABU IIHO-
ro c¢pakomaTo3y (Bim rp. phacos — 1iaAMa), IOIIYK
IPMHIAIIB, KJjacudikaiii xBopobOu cynepedsnn-
Bt Tak, y 1963 p. [4] BumieHo Tpu chopmm Heii-
podibpomaToldy: HIKipHO-HEPBOBY, IIEHTPAJBHY i
BicllepaJibHy, AKI 3yCTpidaroTbCA SAK 130JIbOBAHO,
Tak i B KOMOiHAIli, II0 CBiMYMTH PO CKJAJHICTH
mndepeniarii. ¥ 1982 p. [99] 3amporoHOBaHO KJta-
cucpikalliro, fAKa BKJIIOYAE CiM THUINB Heitpogibpo-
MaTo3y, aJjie I BOHA He 3HallIla IIMPOKOro 3ac-
TOCYBaHHs uepe3 HeIOCTaTHBO YiTKI KpurTepii mop-
imy. B 1988 p. [66] BUCYHYTO MHiaKJIACUIKAILIO TPBEOX

TuUIiB HelipodidbpomaTody, oxpim HDP-1: 1enr-
pasbpHMI HelipogibpoMaTos (KOs TOJOBHOIO 0CO0-
JIMBICTIO € HAABHICTH MBOOIYHMX CJIYXOBUX HEBPU-
HoMm) [37, 58], cermenTapHmMit HelpodidbpomaTos
(koo mpossBu HP-1 obOmeskeHi ONHIEI0 YaCTUHOIO
Tija, omHMM abo MOEeKiJbKOMa CYMIKHMMM IepMa-
Tomamy) [18, 80] Ta cimeliHi IIAMM KOJILOPY KaBU
3 MOJIOKOM, III0 € E€IVHONI0 IIKIPHOI0 O3HAKOK XBO-
pobu [99] 3a immoo Teopieo [106], cermenTap-
HMIT HelipodpibpoMaTos IIBUIIIE XapaKTEPU3YETbCA
Ak Mo3zaiuna cpopma HP-1, HidK ABIAE CcOOOIO OK-
peMy reHeTMYHO OOYMOBJIEHY XBOpoOy. ¥ 1986 p.
[18] Bmumineno wotmpm THunM HelpodibpomMaTosy,
KOXKHMI 13 AKMX Mae€ KJiHIYHI 1 reHeTuuHi
BimminHOCTL. PazoMm 3 TmM, DOCITITHMKM MaisKe Of-
HOCTAfHO BKa3yIOTb Ha JBa TUIIM Helpodidpoma-
TO3y, TOMAUIAIOYM JOro Ha IepudepnyHmii i 1eHT-
panbHMii, abo, BiAmoBimHO, HelipodibpomaTos-1 i
HelpodibpomMaTo3-2, 3TiJHO 3 CYYaCHOIO TEPMiHO-
Joriero [113, 129]. Taka omHOCcTaiiHiCTH MOB’sI3aHa
He TIiJIbKM 13 HaABHICTIO YITKMX KJIHIYHMX O3HAK
KOYKHOTO i3 IMX TUIIB HelpodibpomaTosy, aje it
3 HAABHICTI0O OKpeMMX TeHHUX O3HaK. TiJbKU
J.Schwarz, A.J.Belzberg [106] cTBepIKyIOTh, II0
H®P-1 ta HP-2 ax oxpemi ¢opmu Heiipodibpo-
MaTO3y OOI'PYHTYBaTM HEMOSKJIVIBO.
Enidemionoein. Kiacuunmii nepmdpepmaHmi
HeltpogidbpomaTosd craHoBUTE Bim 85% [11] mo 95%
[129] ycix Bumagkie HeiipogibpomaToldy. 3arajbHa
KIBKICTE XBOpMX 3 HelpodibpomaTo3omM-1 B ycCb-
oMy cBiTi HaO/mmKaeTbea o 1 mumH [25] Cepenna
TPUBAJICTD SKUTTA TaKUX XBOpUX JopiBHIOE 61,6
poky, mo Ha 4—b5 pokiB (Ha 10—15 pokie [96])
MeHIIle TIOPIBHAHO i3 3arajibHOI0 IIOIIYJIAINEI0 JIFO-
nmeit [135]. € moeimomsenHa [28] mpo Te, IO TPU-
BAJICTh SKUTTA NP HepodiObpomMaTosi CTaHOBUTH
38 pOkKiB, y TOV 4Yac fK B 3arajibHill IOITYJIALNI
eyl NOKa3HUK JopiBHIOE 65 pOKIB. A Ha OCHOBI
aHayizy cmeptumx Bunankis B CIIIA 3a mepion
1983—1997 pokiB [97] mokasaHo, 110 CepenHA TPU-
BaJICTh JKUTTA JIIOAEN, AKI MOMepJy BHACJIIOK
Hd-1, 6yna 54,4 poky IIpu TPMBAJIOCTI JOrO B
3araJipHiV nonyssanii 70,1 pory. Ax copasemymso
3ayBasKylOTb aBTopu [61], Oinbmiicte JikapiB y
CBOIll IIPaKTUI] 3yCTPIidYarOThCA 3 OJHMM YM JIBOMA
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malieHTamMu 3 Helipodidbpomarozom. IlommpeHicTsb
H®-1, 3a pisHmMm aBTOpamy, 3aJIeXKHO Bij peri-
OHy 1 MeTOmMK TIIOUIYKY, KOJIMBAETBCA B TaKUX
Meskax: oauH xBopmuii Ha 2500—3300 Jrozmert B
CIITA [27], Ha 3000 someit B Himeuwumni i Kawmami
[43, 123] i ma 7800 — y rommumbomy CPCP [108].
ITpn upomy [43] BimcytHi Oyab-Aki eTHiuHI 0COO-
smBocTi. Jocmiaumkn [56, 105] HABOAATHL MPAKTIHHO
OZHAKOBI TOKa3HMKM mommpeHocti HP-1: oxmu
xBopmit Ha 4600 i ma 4900 Jromeli, BiNMOBIAHO.
CnocrepeskeHHAa Bejioch 3a 83 manientamy 3 HP-
1 i3 68 cimell miBIEHHO-CXiTHOTO YeJbCy, Ae Ha
Toit yac mposkmBasm 668100 wosopik. Oxpim 3ra-
marux 83 mamientiB, OyJsio obcresxkenHo 115 ixHix
OpAMMX POIMYIB, 3 AKMX y 52 BuaAsmwm HP-1.
Taxkum yMHOM, 3araJibHa KiTbKicTb xBOopux 3 HP-
1 B 30HI cmocrepesxeHHsa craHoBmia 135. Otoke,
omvH xBopumii npumnangas Ha 4900 Jmopmeir (20 ma 10°
HaceJyleHHs1). BikoBi mikm 1iei KijgbKocTi malfi€eHTiB
Oy Taki: 10—19 pokiB masmm 30 marientis; 20—
29 pokiB — 26; 30—39 pokiB — 20, — oxormB-
M TaKMM YMHOM, BeChb BIKOBMII miarmas3oH Bim 11
mic 50 83 pokiB.

ITamomopgponozia. I'icrorenes Helipodibpom
CKJIQIHMI, III0 BiOOPasKa€TbCA B IIOJIAPHOCTI Ha-
YKOBMX TIOIVIAMIB: OJHI MJOCJHIOHMKM IIepeKOHAaHi,
110 B HBOMY JIOMiHy€ HEBPOT€HHMII KOMIIOHEHT [2],
IHIII CTBEPAKYIOTH, IO TOJIOBHE B3HAYEHHA Mae
criorygHoTKaHMHEMIA [68, 112] ITonApHicTs y 1mO-
IAAX Ha CTPYKTYPY MIKIPHUX ITyXJIMH 3yMOBJIE-
Ha, AK BBa’KAIOTb JIEXTO 3 aBTOpiB [2], mocim-
SKEeHHAM HIUX IIyXJIMH Ha PISHMX CTaJiAX IXHBOro
posButKy. Tak, Ha paHHIX craziax [1] Oyso BuAB-
JIEHO BEJIMKY KIJIBbKICTh KJITUMHHUX e€JIEMEHTIB i3
JIOMIiHYBaHHAM KJITVH, ITOMIOHMX JI0 IITBAHOBCHKUX,
a Ha IMBHIX CTamiAX — TIepeBaskHO Qidporuiac-
TUYHI 1 BOJIOKHMCTiI eJieMeHTM. Xod4a OiJIbIIiCTb
aBTOPIB CIIOCTepirasy HAABHICTbH €JIEMEHTIB K
HEPBOBOI TKaHMHM, TaK 1 €HAO0- Ta IepUHEBpid
[98].

I'enemuxa. T'er HP-1 poaminryersea Ouia 11eH-
TpoMepy, B JoBromy mJedi 17-i xpomocomu
(17q11.2) [10, 107]. Bimoma mOBHA IIOCJiZJOBHICTH
H®-1-rena [50, 122], axuit € OOCUTH BEJUKUM
(350 xinob6as, 60 oxkpeMmx €K30HIB) i KOmye IIO-
HalIMEHIIle YOTHMPU OKpeMmx TpaHcKkpuntyu [109,
113]. BuBuenHa HelipodibpomMiHy — MOXiTHOrO reHa
HP-1, axuit aBasge coboio Beaukuii OIiJIOK, IO
ckyagaeTbea 3 2818 amimokmcsor [90], — mosBo-
JMJIO TIPOHMKHYTM B (PYHKI[IO ITbOTO OlIKa fAK
inribiTopa myxsmH [13, 109]. HeftpodibpomiH, iimo-
BipHO, Ma€ 71 iHmn (pyHKINi, aje BOHM Ille He yTOY-
Heni [49] Bimpmiicte aBTOpiB [8,96], BKasyoounm Ha
BeJMKY pisHOMaHiTHiCTE MyTaniii HddP-1-rena y
MaIieHTiB 3 HelipogibpomaTo3om-1, migxpecsro-
I0Th, III0 He B3yCTpidayM MyTalliii, fAKi YacTo IIo-
BTOPIOIOTBCA, @ TaKOK KOPEJALil MK KOHKpeT-
HMMJ MyTalliAMM 1 KJIHIYHMMM IPOSABaMIL

Keacniyvruii M.B.

Hiaenocmuuni kpumepii. Kainiuni npossu. Y
1987 p. Harionasneumm iHcturyToMm 3mopos’sa (NIH)
CIITA na xoH(pepeHIii srogu 1Mo Helpodibpoma-
TO3y OyJsi po3pobJieHi miarHOCTUYHI KpuTepii Hell-
podibpomaTozy-1 [113].

3rigHo 3 MMM Kpurepiamm, miarHoz HP-1
Moske OyTy BCTAaHOBJIEHWII IIPM HAABHOCTI ABOX UM
OisibIlle O3HAK i3 HaBEOEHMX HIKYE:

— ILICThb i OiIbIle IIAM KOJBOPY KABU 3 MOJIO-
KOM PO3MIpOM TIOHAJ 5 MM y OUIBIIIOMY miaMeTpi y
JiTelt morrybepraTHOro BiKy i moHanm 15 mm y Haiib-
IBlIOMy JZliaMeTpi y JiiTell B IOCTIyOepTaTHMII IIe-
pioz;

— nBi um Oinbire Helpodibpom Oyab-AKOTO
THIry abo oxHa um Oijbllle TIEKCUM(POPMHMX He-
podibpowm;

— uncyjeHHi ApiOHI ILWIAMM TUIIy JIACTOBMHHSA
(BECHSHOK) B MAXBOBUX Ta MAaXBUHHUX TIJISHKAX;

— OITMYHA IJIoMa;

— 5iBa um Oinblile By3/mkiB Jlila Ha paiiysKHil
000JIOHIIi, OiaTHOCTOBAaHMX 3a JOIIOMOTOH0 IIILJIVMH-
HOI JramIy;

— IUCIIa3iA Kpuia KJMHOIOMIOHOI KicTKM un
CTOHIIIEHHA KOPTMKAJILHOIO IIApy JIOBracTMX KiCTOK
i3 mceBmoapTpo3oM uM 6e3 HbBOTO,

— HaABHICTD y PpOAMYIB IO HOpAMiN JiHii
(baTwKiB, miTelt, OpartiB, cecrtep) Helpodidpoma-
TO3y-1, BrifHO 3 BUIIEHABEAEHUMU KPUTEPIAMN.

OCKiJBKYM JKOIHA OKpeMa O3HaKa He € I1aTo-
THOMOHIYHOKO 1A H®-1, mpuuarivui, aBi 0cobsmi-
BOCTi 3 IIbOTO CIMCKY IIOBMHHI OyTHU IIPUCYTHI,
mob MaTy mifcTaBy BCTaHOBMTM miarHo3 [103].
Biporigaicte Ta uwyrtsmsicts NIH-kputepiiB Heli-
podibpomaTosdy-1 y mpopocimx Bucoxka [52]. Pe-
3ysabrat obcreskeHHa 1893 mamientie 3 HP-1
BikOM 710 21 pOKy 3 MidKHApOmHOi 0as3M JaHMX Ha-
mioHasbHOI (pyHmalii HeitpodibpomaTozy (CIIIA)
nokazam, 1o 1009% Biporiguicte NIH-kpurepiis
criocrepiraerbesa B 20 pokiB, 97% — B 8 pokiB i
Tk 46% — y Bii 1 pory. 3 omiAmy Ha Iie
daxiBIli TPMIMIIIIM 70 BMUCHOBKY IIPO HEOOXiIHICTH
momucpikarii giarmHoctmunnx NIH-xpurepiiB mia
JiTell PaHHBOIO BIKY.

Binbmricte aBTOpiB, IOBIAOMJAIOYM IIPO TO-
JIOBHI KJIiHIYHI IposBuU HelpodibpomaTosy-1, BKa-
3yIOTb IIpM IIBOMY 1 Ha IIOCJIIOBHICTH iXHBOI IIO-
ABM y TIAIIEHTIB: ILIAMM KOJBOPY KaBM 3 MOJIO-
KOM, ITaXBVHHI BECHAHKM, By3JmKyM Jlimia Ta HeV-
podibpomm [31]. Omaum i3 ACKpaBUX IIPENCTaB-
HUKIB (paKOMaTo3y, II0 XapaKTepu3yeTbCA BPOZ-
JKEeHMMM BaJaMM PO3BUTKY EKTOLepMaJbHUX
CTPYKTYpP, € Tull HelipocibpomaTosdy-1, mpu AKO-
My BUABJAKOTBCA Helpodidpomu i aBi dopmu
MirMeHTaIil INKIpKM: IUIAMM KOJILOPY KaBM 3 MO-
JIOKOM Ta BECHSHKM (JIacTOBMHHS). [LIAMM KOJIBO-
Py KaBM 3 MOJIOKOM pPi3HOI iHTeHCMBHOCTI 3abapB-
JIEHHA 3 PIBHMMM KOHTypamMmu poamipom Binm 0,5 no
50 cm (;eBoBa wactTmHa ix — go 10 cm) momiua-
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I0TbCA OaTbKaMM y [iTeil Ha IIepPIIOMY POI YKUT-
T B 80% BumamkiB i o0 4 pokiB — B yCix XBOpUX
nmiteir [56]. Pasom 3 TuM, TpamiaAeTbCA OO IIECTU
IUIAM KOJILOPY KaBM 3 MOJIOKOM y Jiopnei 0e3 HdPb-
1 [27]. Tmmia dpopma mirmeHTallii IIKipy, HOB’sA3aHA
3 Hd-1, — 11e BecHAHKM, AKI HalfJacTillle JIOKaJI-
isytorbea mo Tpu i Ginblile B maxBoBit (67%), max-
BuHHIA (44%) 1 B cyOMaMapHiil OijIAHKAX y JIOpOC-
Jmx KiHOK (21%) [26, 56]. HdiameTpaJsibHO IIPOTH-
JIeSKHI JaHl 3yCTpiyaroTbCA B JITEpaTypi CTOCOB-
HO BIKYy, B SAKOMY BUABJAIOTbCA BECHAHKM: OJHI
CTBEPI;KYIOTh, II0 B IIaXBOBIl MJIAHII BECHAHKU
paHie Ak y Bimi 7 pokiB He BMHMKAIOTH [56],
immi cnocrepiram ix (Y TaxBMHHIA JUIAHIL 1 B
maxBoBiif) y 81% nireit Bikom 50 6 poxiB [26].
Briepriie BMABIIEHO KOJIBOPOBI BY3JIMKM Ha paii-
IYsKIL Y XBOpMX 3 Helpogidbpomarozom 1937 p.
[72], anme 3HaYHA NOIIMPEHICTb VX BY3JMKIB OyJia
BcTaHoBjeHa mizHimre [70]. Byammkm Jlima (ramap-
TOMa PpaiaysKHOI O0OOJIOHKM) IPOABJAIOTHLCA K
BUITYKJI ITOBEPXHEBI CKYITYEHHA MIrMEHTHUX KJITUH
(Bim Jlemp TIOMITHMX 3a PO3MIPOM JI0 5 MM y mia-
MeTpi) Ha paiay»KHiiI ODOJIOHIT OKa, fAKi MOKHA
nobaynTy TPU JOCJIIYKEHHI IIJIMHHOIO JIAMIIOH.
ITi Bysmmkm Oysm BusABieHi B 93% malfieHTiB BikoM
JI0 5 POKIB i cepenmHA iX KUIBKICTL MPMOM3HO IO-
piBHIOBaJIa 25 Ha KOYKHOro, MIpy Bapiamiax Bim 1
mo 100 [56], Tomi ax [70] y Bim Bim 5 o 6 pOKiB
By3JmKM JIiIma 3HaxXomAThb TiMbKM B 15—20% miTeii
3 HdP-1. A [103] OinbIricTs AOCTITHMKIB CTBEpA-
SKYIOTB, III0 By3Juru Jlima 3 ABJAAIOTHCA B
mimuriTkoBoMy Bitli. Jleaki aBTopm [12] BBasKaroTh,
110 OPTAJLMOJIOTIUHY eKCIIepTU3y CJiyi 060B’A3-
KOBO IIPOBOMIUTM BKe Ipy mimo3pi Ha HP-1.
ITxipHi Hevipodibpomm M’ axoi (“sxesaTHHOBOI”
KOHCHCTEHIIi 3 pokeBUM 4y (PioJIETOBMM BiATiHKOM
3'ABNAIOTECA B Oynb-AKOMY Billi, ajie HajdgacTile
B IryOepratamii mepioz [103] Ilimmkipwi sk Helipo-
¢ibpomMu 3ycTpivaroTbCA 3HAYHO Pifmlle, MaioTb
TBEPAY KOHCHCTEHII}0, PO3TAIlIOBYIOTHCA B3JIOBXK
nepucpepnyHnx HepBiB [56]. KinbKicTs myxamHHMX
yTBOpeHb OyBa€ pisHA: Bifl IOOIMHOKMX JI0 KiJIBKOX
JIECATKIB 1 HaBITh JI0 KIJIBKOX THUCAY ITyXJIMH [5].
IITo6 =Heiipogibpoma BucTymasa AK IiaTHOCTUY-
it kpurepiii HP-1, HeoOXimHa HAABHICTE MIBOX
IIyXJIMH, OCKIJIbKY HAaABHICTH OfHi€l HelipodpiOpo-
MM, 3BMUAIHO, MOYKJIMBA 1 B Jiozeli 6e3 Heipo-
¢ibpomaTosdy [103]. Anamiz kiiHiYHMX mpossiB HP-
1 y 523 mnauientiB i3 304 cimell BuABMB: HIKipHI
Heitpodidbpomu — B 59,4% oOCTe)KeHUX, MiAIIKipHi
Helipoibpommn — B 45,5% 1 niexcudopmHi Heil-
pocibpommt — B 15,3% Bumankis [78]. Cnocrepe-
SKEeHH#, INpPOBeNleHi TaKOXX Ha YUCJIEHHOOMY
KJiHIYHOMY Martepiani (376 marmientiB 3 HP-1 y
BikoBoMy miamaszoni 0,1—48 pokiB) Hazam mero
iHIy cTaTMCTUKY dYacTOoTU Helpodidbpom:
mmnKipanx — 222, mkipanx — 91, BHyTpImIHIX
— 25, mwrekcndopmEMx — 31 1 BuCAUMX Hepo-
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¢ibpom — 11 [40]. IloBimommAeTbCA PO PiCT HO-
Bux Heipodibpom (60%) i 30inbllleHHA icHyROUMX
(52%) nim wac BaritHOocTi y oKiHOok 3 HP-1 [35]
Ommcano [41] pmysxe pigkicHMiT BUIIAJOK HEPO-
¢ibpomm MosiouHOi 3as03M 'y maiieHTku 3 HP-1.
Y 12 xBOopMX 3 UMCJIEHHMMM IIIBaHOMamu [86] He
OyJi0 BMABJIEHO HIIIMX O3HAK HelpodibpomaTosy
Y 38B’A3Ky 3 IMM CJIJT OcTepiraTmcsa MOMKJIMBOI
rinepaiarnoctuen H®P-1. Ilnekcudpopmui Helpo-
¢idbpoMm MaiiKe 3aBXKIM € BPOIMKEHUMM ITyXJIV-
HaMM, IOB'A3AHMMM 3 IMQPY3HOIO TiepTpodicro i3
30eperkeHOI0 opraHisaliero myuyka Hepsa [132]
OnHaK TIPM PETPOCIIEKTUBHOMY OIVIAAl 68 malfieHTiB
3 HP-1 Tinbkn B 449% Bumaakie 1 myxsmmm Oy
JlaTHOCTOBaHI y miTeil BiKOM 110 5 POKIB, Ipu4o-
My, B 2 BUIIQJIKAX BOHM CTaJM 3J0AKicHMMM [126].

Ockinpkn rer HP-1 € imribitopom myxismH, TO
marient 3 Hd-1 MaroTe BUCOKMIT PU3UK PO3BUT-
Ky AK J00POAKICHMX, Tak 1 BJI0AKICHMX ITyXJIMH
[81, 84, 102, 118]. Ilyxsmuu nepmudepnIHmNX HEPBIB
BUABJIAIOTECA MaibKe B ycix xBopmx 3 HP-1 [104].
OkpiM ByKe PO3MIAHYTMX BHUINlE Helpodibpom, Ha
BEJIMKOMY KJIIHIYHOMY MartepiaJsi [78] 3HaxomAThb
nyxauan [THC B 9,4% Bumankie, mpudomy, IIO-
JIOBMHA 3 HUX — onTuyHi rmovm (4,8%) i Heltpo-
¢idbpomy crmHHOMO3KOBI (B 2,1% Bumaaxis). ¥
TOVl sKe dYac [67], MOBiMOMJAIOTE IIPO PO3BUTOK
TWIBKM acTpoumToM y xBopux 3 HP-1 B 15—20%
BumaakiB. Cepen 1400 mamientie 3 HP-1 Oyio
BUFABJIEHO CIIMHHOMO3KOBI IIyXJIMHY B 23, III0 CKJIAJIO
1,6% [116], npmuyuoMy, BOHM JIOKaJi3yBaJIMCh
piBHOMIpHO B Yycix Bigmimax xpebra i, ToOJOBHMM
YMHOM, iHTpanmypaJsibHO [64] pyroro 3a mommpe-
HICTIO micaa HelpodibpoMy IIyXJMHOIO € TIJioMa
30pOBOT0 HEPBA, III0 PO3BMBAETBCA fAK JIOTO CTOB-
LIeHHA BHACJIJOK HaJMIpHOI KiJIBKOCTI ITaTOJIOTid-
Hoi ruriasibHOI TKaHMHM [34], YacTOoTa BUHMKHEHHS
axkoi crymanae Bim 1,5% [56] mo 7% [76] i HaBiTb
15% [34, 69] y mireit i3 HP-1. SayBakyoors [75],
mo cepen nyxymH ITHC y mamjentie 3 HP-1 me-
PEBaYKAIOTL ONTMYHI rJioMu i riiomu ctoBOypa
TOJIOBHOTO MO3KY. ABTOpPM MiJKPECIIOITh, III0 OIl-
TUYHI IVIIOMM JIarHOCTYIOTbCA y HiTelt BikoMm 10 7
POKIB (HajtuacTimie 3 poki) [31], i3 cepenniMm BikoM
TIOYaTKy 3axBopioBaHHA 4,1 poxy [21], i mpoaBia-
IOTBCA 3HVIKEHHAM TOCTPOTH 30py Y 47% mallieHTiB
[9] i myxymHM TOPOTIKAIOTH M'AKIE Y TUX iTeld,
mo MaoTb HEP-1, omTKe, BOHM € CHOPUATIIMBOIO
03HaKOW 1A Hux [14,32,110]. ¥ OGinmbiiocTti XBopmx
3 omTumyHMMM Tniomamy npyu HdP-1 Bu3HaAYaeTHCA
TOBUIbHMIZ iX picT, 1 1le MOYKe IIBHIIIE BiATIOBizA-
TU IIEPUMHEBPAJIBHOMY IJIIOMaToO3y, HIK IIJIOIM-
TapHiil acrpormromi [21] Pasom 3 Tum, mnoeigom-
Jsanock [17] mpo BUIIAZIOK i3 CHMMIITOMATUYHONIO OI-
TUYHOIO IJVIIOMOIO, I1I0 He BimmoBimasa NIH-miarmo-
CTVMHMM KPUTEpPIAM, X04Ya y XBOPOro OyJsa MyTa-
mia HdP-1-rena. Ileil BUIIAZOK CBIIUMTHE PO MOMK-
JIMBICTE MaJiocuMIrToMHoro HP-1.
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JloCHimHNKY CTBEPXKYIOTh IIPO MOSKJIMBICTH
PO3BUTKY Heiipodibpom y rpyzaHiit xiitmi [83],
KuiteyHuKy [15] i HaBiTE 9KOBUHIlM ITpOTOIl, IMO-
BipHO, 3 YpasKeHHAM MiACIM30BUMM Helipodibpo-
MaMM TPaBHOro KaHaty (B 25% Bumankis) [115],
a TaKoMK IIPO MOKJIMBICTL BMHVKHEHHSA Yy XBOPUX
3 H®P-1 deoxpomormrom [94], pabmomiocaprom i
IOBEHIUIBHOI XpOHIYHOI MiesoimHoi Jevikemii [52,77].
BusassieHo acorjialfiro Misk IIIKIPHOIO MeJIAHOMOIO 1
Hd-1 [45], m0 € 1Bumalie 3aKOHOMIPHICTIO, HIMK
30irom [136].

Yci HelpodibpoMy TOBMHHI PO3IJIANATUACE 3
TOUKM 30Ppy PUBMKY IX 3JI0OAKICHOTO IIepeposKeH-
A [106], moskymBiCTE AKOro B 34 pasu IIE€peBU-
LIIy€ MOXKJIMBICTb PO3BUTKY BJIOAKICHUX IYXJVH Y
Jioneit 6e3 wHelipogibpomarozy [97] 3a gitepa-
TYPHMMM JaHVMM, HANYaCTIIIIO IPUYMHOI0 CMepPTi
y xBopux 3 HP-1 e magirxizania HP-1 — rosos-
HMI (PaKTOp PUBMKY PO3BUTKY 3JIOAKICHUX IIyX-
JuH 3 000Js10HOK mnepugepnuanx HepsiB (MPNST)
[65]. Pusmk po3BUTKY 3JO0AKICHMX IIyXJMH 3 000-
JIOHOK TepndepuyHNX HEpBIiB — Helpodgibpocap-
KOM, B3JI0OAKICHMX IIIBAaHOM, Heltpodibpom Tumry
“ranTerneir” y xBopmx 3 HP-1 crkmamae Bim 5 10
20% [6, 52]. Y nBOX HAMTPUBAJIIIINX OCIIIPKEHHAX
(Hamis, CIIIA) [16, 27] BCcTaHOBJEHO, III0 YaCTOTa
3JIOAKICHMX TIyXJiMH y XBopux 3 HdP-1 crmamae
8%, FAKIO cepell X XBOPUX IIEPEBAMKAIOTH SKIHKM
[111], a Takosx y pasi iCHyYBaHHA PUBUKY TIKKOTO
epebiry HelpodidpomMaTo3y, BKJIIOUAIOYUM 3JIOAK-
iCHe mIepepoyKeHHs:, IIPY yCIIaIKyBaHHI 3aXBOPIO-
BaHHA II0 MaTepMHCBKIN Jinii [79] IIBmaxmit pict
Helpodibpomu, 0inb, HEBpoOJOTiuHMI AedimT MOo-
KyTb OyTm os3Hakamy HasaBHocti MPNST [106].
Bkagyiore [63], mo y mnamientiB 3 Hd®P-1 6inb,
TIOB’A3aHMII 3 MYXJVMHHMM YTBOPEHHAM, € (PaKTO-
pPOM HaibiNBIIIOr0 PUBMKY B3JIOAKICHOTO IIepepoj-
SKeHHA. Y BUABJIEHHI 3JIOAKICHOTO IIPOLIECy, OKpIM
Oiorcii, B maiieHTiB 3 TJIEKCM(POPMHUMM HEPOo-
¢idbpomamm 3HaUHY posb Bimirpae [18] dropmeox-
CUTJIIOKO30IIO3UTPOHHA eMicifina Tomorpadia [39].
BceranoBieHo TeBHMIT 3B’A30K MidK TpaHcdopMma-
miero HelpogidbpomM y 3J0AKiCHI yTBOpeHHA 3
CKKN2A /pl6-renom: wMaJirHizaliis IoB’sA3aHa 3
BTPATOI0 aKTMBHOCTI pl6-OiyKa, IO € HACHITKOM
romo3urotHoi mytaiiii B CKKN2A /pl6-reni. B Toit
ske dac, aHagsiz wmyrtaniii CKKN2A/pl6-rena y
TIAIliE€HTIB i3 3JI0AKICHMMM IIyXJMHAMM 3 ODOJIOHOK
nepnepUUYHNX HEPBIB HE IIOKA3aB KOMHUX 3MiH
[82]. Amasiz pesyJsbTaTiB KOMII'IOTEPHOTO IUTOTE-
HETMYHOTO OOCTesKeHHA H1 XBOpOro i3 3J0AKicHM-
MM IIyXJVHAMM TIepugepuIHNX HEPBIiB, y TOMY
e i3 MPNST, acoriiioBammvy 3 HP-1, i cro-
pagMyHMMY, BUABMB MyTallli B PIiSHMX XPOMOCO-
MaX, II0 CBITYMTBH MIPO Pi3HMII OHKOreHe3 IMX ITyX-
JIVH.

Hpyzopadni npossu xeopodu. OpmHmMm i3 3aK0-
HOMipHMX mposBiB HdP-1 € HaABHICTL rinepiHTeH-
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CUBHUX BOTHMII] y XBOPMUX, III0 Bi3yaJsi3yrOTbCA Ha
MPT rosioBHOro Mosky B T,-BUBaK€HOMY peKMMI
(mpm BigcyTHOCTI TMX BOormyiy B T -BMBasKeHOMY
peskmmi i ma KT). IIi rimepinTeHCMBHI BOTHMIIA,
KJIiHIYHe 3HAUEHHA AKUX HeBimome [38], wepes 1110
BOHM OyJsyM Ha3BaHI HENI3HAHHUMU SACKPABUMU
o6’exktamu (UBKS), BUABJAIOTHCA B KUJIBKOCTI Bifm
60% [119] no 93% [47] y mireit 3 HdP-1, mpudo-
My, Havgacrimie y Bii 4—10 pokis [47]. Bcranos-
JeHo 3B’saA30K Misk UBKS i BigcraBamusaMm miTeil 3
H®d-1 y possurry [59, 85], mpmuomy, UBKs mo-
B’A3yeTbcA 3 MiemiHizariero. OcTaHHE ITiaTBEpA-
SKYETBCA KIJIbKICHOI0 MarHiTHO-PE30HAaHCHOIO CIIEK-
TPOCKOITIYHOI0O TOMOrpadi€o i3 BCTAHOBJIEHHAM
MiIBUITIEHOTO PiBHA XOJIHY, II0 BimoOpaskae IMiiBu-
ieHnit oOMiH MieJliHy, SAKMII CYIPOBOIKYETHCA
HEMPOIJIbHUM ypaskeHHAM [128]. ¥ Toil sxe dac
He BuABJeHO Kopesamii [101] misk UBks i 3Hu-
sKeHHAM iHTeseKTy. TunoBi UBkKs 3HMKaIOTH i3
BIKOM 1, AK IpaBUJIO, JIOKAJI3YIOTHCA CUMETPUU-
HO B Omimmx kymaax (30,4%), mozoury (23,5%), ce-
pemasoMy MO3Ky (16,2%) y XBOpUX 3 BUCOKOIO Ha-
croror0 yxymH (17%), 110 MPOTIKaIOTL Oe3CMMII-
TomHO [103] A B 119% piteit 3 HP-1 BUABIAIOTECA
npodgtipepatuBHi 3Minu B UBKS, mpudomy, pu3UK
mpoJticpepaltii B HMX BUCOKMIA Yy JiTeil 3 BEJIMKU-
MM KUIbKicTIO 1 poamipom 1mx UBEks [47] Orxe,
UBKS MOXXyTb OyTM KOPMCHMMM fAK JOJIQTKOBMIA
JIaTHOCTMYHMIT KpUTEPIiil AJA BcTaHoBJeHHA HP-
1 y nmirent [30].

Y xBopux 3 HP-1 3ycrpivaroTbca BigHOCHA
Makponedasia (24%), OUCIIACTUYHUIT CKOJIIO3.
Kpim Toro, nmitm 3 HP-1 B cepemHpoMy HILKYL
(13%) i Baskul (mepeBaskKHO XJIOTYMKM) IOPIBHAHO
3i cBoiMm omHosiTKaMm [84,114] ITlompaBnma, mex-
TO 3 OOCJimHMKIB [23] BiAMIHHOCTE!T y 3pOCTi MK
xBopmuvy Ha HP-1 i 370poBMMM OiTBMM HE CIIOC-
Tepiraji; BBasKalOThb, 0 I PISHMUIIA CTa€ IIO-
MITHOIO B IOHAIIbKOMY BiIll i Ile He MOB’A3aHO i3
CTyIIeHeM TSKKocTi xBopoOu. IlomipHmit Hagmip
Macu XapaKTepHmit mia mopocymx 3 HP-1, ro-
JIOBHMM YMHOM JJ1A doJioBikiB. Maxkponedimnia, a
TAaKOXK HEBIANOBiMHICTE Makpoltedpasii i 3pocty
OiBIII BJIACTMBA XJIOMYMKAM i, JMIMOBIpHO, 3aJie-
SKUTH Bl CTYIIEHA TSAMKKOCTI 3aXBOPIOBaHHA. IcHye
ayMmra [137], mo makporiedpaiisa MoyKe BUCTYIIATU
fAK IIPOTHOCTMYHMI (PaKTOp, BKA3yHOUM Ha TIK-
wit nepebir HP-1 y Takux xopux. OHaK Hi HU3b-
KMii 3pict, HI Makporedasia UM OUCIIIIACTIYHMIL
CKOJII03 HEe J[OCTaTHBO CHelM(piuHi O3HaKM, 11100
OyTm miarHoCTMYHMMM Kpurepiavu ana HD-1 [52].

PosymoBe BizcraBaHHA — omHA 3 0COOJIMBOC-
Teit gmiteii 3 HP-1 i sycrpivaersca B 40—60%
manieHTiB [54,85]. Baskki myA posmi3HaBaHHA IIa-
ToJIOTii THITy oJnrodppeHii mayske pimko 3ycTpida-
IOTBCA y XBOpMX Ha Helipodibpomaros [56] AnHauis
523 Bumaakie HP-1 cepen xBopmx 3 304 cimeit
BUABMB emniyercito y 23, mo ckiaano 4,3% [78] B
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IHITIOMY JOCJIIYKEHH]I emJIenTUYHI IPUCTYIM CIIO-
crepirasmees [60] v 18% mnamjentiB 3 HP-1 i B
OlbIIOCTI BUIIAAKIB HpM IHOMY S3MIiHM BUABJA-
Jmchb Tpy ToMorpadyii roJIOBHOTO MO3KY.

B pesymmraTi obcresxenna 181 xsoporo 3 HP-
1 [22] BCcTaHOBJIEHO, IO TOJIOBHMIT OiIL He € 0060-
B’A8KOBOIO O3HakKoo Hd-1, i yacrora ioro Taka
cama, fAK y 3araJibHiil momysiamii (B mesxkax 30%),
XOua € TIOBiOMJIEHHA [33] mpo BUMIIMI PUBUK TO-
JoBHOTO O0sI0 B XBOopux 3 HP-1. 3 opronmemyraHmx
a”omaJit y mamientiB 3 HdP-1 Bragyiors [25] Ha
xpebToBi medopmarii (23,6%), medopmariii rpyxa-
HOI KJiTKM (4,3%), HEOMHAKOBY OBYKUHY KiHITIBOK
(7,1%), BpOmKeHY IMCIJIA3il0 BEJMKOTOMIJIKOBUX
Kictor (5,7%). Hecopmarrito xpebra 3apeecTpoBa-
HO y 128 i3 457 mamjentie 3 HP-1 [36], mpudomy,
B 81% BumankiB I MATOJIOTiA JIarHOCTYyBaJlach Y
nmiterr o 7 pokiB. Ha 3HaYHO MeHIIly 4acTOTy Op-
TOIEIMYHMX 3MiH BKa3ylOTb aBTopu [78], AKi Ha
BEJIMKOMY KJIHIYHOMY MaTepiaJli BUABUIMU CKOJIi-
®y 11,7% i nceemoaprpo3 B 1,8% mnarieHTiB 3
Ho-1.

3BepraeTbea yBara [53] HAa MOMKJMBICTBL cep-
1IEBO-CYZIMHHMX YpasKeHb IPU HelpodidbpomaTosi-
1 (i3 wacrorow 2,3%) [71]; Hajtyacriie 1€ 00TY-
pallisa UM aHeBpM3MM HMPKOBUX apTepiit [24], me-
pudpepnyni [133] Ta MozkoBi aHeBpumamm [41,134],
a TakoXK aprepiaspHa rineprensia [42]. Iloeimom-
JIAIOTh IIPO MOSKJIMBICTL MEHIHTOlleJle y IIaIfi€HTIB
3 HdP-1 [20,46,66] i mpuCKOpEHHA CTATEBOI 3PiIOCTi
y miteit 3 HP-1 [120]

JlikyeanHsa. 3a IJAHVMM aHIVIIVICBKMX aBTOPIB
[130], cepemusa BapTicTb JIKYBaHHA OJHOTO XBO-
poro 3 H®P-1 na pik cranoButk 810 dyHTIB
CTepJIHTIB. B KOHTEKCTI BapTOCTI PO3IIANAETbCA
nuTaHHsa pouiabHocTi MPT-06creskenns Oescum-
ntoMHUX nariedtis 3 HP-1. IIpuxmiabHUKU
[100,119] Takmx mmporux MPT-o0cTeskeHb MOTU-
BYIOTb iX HEOOXiHICTIO BUABJIEHHA ITATOJIOTIYHOTO
BOTHMIIIA B JIOKJIHIYHMII [epioyi J0ro PO3BUTKY.
IIporuBHMKNM [74,131] 1MX OOCTE)KEHb IMiIKPECIIIO-
I0Tb BEJIMKY BapTICTb IX 1 HEMOYKJIMBICTBL JIKY-
BaHHA 0Oe3CMMIITOMHMX IIAIi€HTIB, OCOOJIMBO y BU-
MaJikaxX YHUIKOMyKeHHA Tury UBKS 4mM CTOBIIEHHSA
30poBOoro Hepma. Tak, 30KpeMa, BHACJIJIOK IIpOBe-
meanx 400 cucremMHUX gociaimkeHb [131] Geas
KJIiHIigHOI opienTarii Oyso BuaABIeHo 21 maTOJIO-
rifo, AKa TIIBKM B JBOX BUIIQJKaX IIiJITaBajiach
JIKYBaHHIO; TOAI AK 22 yCKJIQJHEHHdA, IO IIOTpe-
OyBayu JHKyBaHHA, OyJiM IarHOCTOBAHI KJIIHIYHO.
Buxopsaunm i3 1poro, aBTOpM POOGJIATL BUCHOBOK
Ipo GibITy e(PeKTMBHICTD KJIHIYHOTO OOCJTiIKeH-
HdA, HI)K CHCTEMHOIO CKPMHIHTY, B IIAlli€HTIB 3
Hd-1, Brasywum Ha [OCTATHICTD HIOPIiYHMX
KJIHIYHMX OIVIAJZIB TaKUX XBOPUX.

IlnacTuyHi Ta nOepMaToJIOTIYHI oOIlepaTUBHI
BTPYYaHHA 3 NOPMBOJY BUIAJEHHA Helpodidpom
3aCTOCOBYIOTECA B 44—719% mnarientie 3 HP-1,
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OifBIITICTE 3 HUX BUKOHYIOTHCA 3 KOCMETUYHUX
npyavH [56,130]. IlokazaHHAMM 10 XipYypPriuHOrO BU-
JaJjeHHA Helpodibpom € Oiib, HeBpoJoriuyHe i yH-
KIl[iOHaJIbHE TIIOTipIIIeHHA, KOMIIpecia cycimHix
CTPYKTYP, KOCMETUYHMIT Ie(peKT, IIBUAKMIA PicT
IyXJVHM 3 MiIo3poro Ha i1 o3josxicHenHA [95,106].
Pinrtenna niomo XipypridHoro JiKyBaHHA ILJIEKCU-
dopMHUX HelpoibpoM mpUiiMaETbCA 3BaMKEHO Ta
IHAMBINYaJ bHO JJIA KOYKHOTO ITAlli€eHTa MYJIbTUIUC-
IUILTIHAPHMM KOJIEKTMBOM, BKJIIOYAIOUM Xipypra,
pazmiosiora, onkoJiora, memiatpa [H2]. Heaxi aBTo-
pu [62] BrasyoTh Ha TAJIATMBHUII XapaKTep Ta-
KIX OIEPaTVBHUX BTPYUaHb.

Bingnmasneni pesysabTaTH BUAAJEHHS BeJUKOL
KIIBKOCTI HelpodpibpoM XipypriyHmM IIJIAXOM YU
Jla3epoM BYIJIEKMCJIOTO ra3y He IpocresxkeHo. Ha-
CJIIKY BUOAJIEHHA JIa3€pOM IUIAM KOJIbOPY KaBU 3
MOJIOKOM TaKO)K He OIliHeHO [b2] Y 3B’A3Ky 3 Tum,
10 TJIiOMM 30pPOBUX HepBiB y xBopux 3 HP-1 mpo-
TATOM 0araTbOX POKIB MOXKYTb OyTM CTaOLIBHMMM
abo mysxe MOBUIBHO mporpecyBaTy [32,73] i HaBITH
CIIOHTAHHO perpecyBatu [88], icHye mymKa Impo
HEJOIIJIbHICTE XipyprivyHOro JiiKyBaHHA 06araTbox
marienTiB 3 HP-1, y AKMX PO3BUBAIOTHCA TJIHOMM
30poBoro Hepmsa [106]. ¥ 3B’aA3Ky i3 obMeskeHiCTIO
POJIL OmepaTMBHOIO BTPYYaHHA B JIKYBaHHI IJIIOM
30pOBUX HepBiB y xBopumx 3 HP-1 s3arasbHOBMU3-
HAHMM JIKYBaHHAM TaKMX XBOPUX € XiMioTeparis
i pimmie — npomeneBa Teparmia [87] IIwroro morss-
Iy IoTpuMmyloTbea aBtopu [110], aAxi 3actocoBy-
BaJM XiMmioTepallo y JiTeil 3 IJlioMaM 30pPOBUX
TpakTiB (62% 3 Hmx Mmamm HP-1), BBaskarounu,
o ximiorepamia eQEeKTHUBHIIIA, Hi¥K IIPOMEHEeBa
Tepania OgHaK 3JI0AKICHI MyXJuMHM 3 O0DOJIOHOK
nepudpepnyuHNX HEPBIiB, HABIAKM, HE MiIAAI0THCA
CTaHAAPTHIN Ximio- i mpomeHeBiit Tepamii. Harik-
pami pesyabratu JgikyBanHa MPNST npu paHHB-
oMy miarHO3i i1 Xipypriunomy BTpydanHi [65] Yac-
THHA aBTOPIiB [92] peKOMEHAYIOTH IIPOBOAUTH OIle-
paTuBHE BTPYYaHHA IIpM IJIiOMax CTOBOypa ro-
JIOBHOTO MO3KYy y XBopmx 3 H®P-1 Tomi, kosm cro-
cTepiraeTbCA MIBUAKMII PICT IIyXJIMH, IO BisyaJti-
3yeTbCA Ha CepiAx ToMorpaM, 4YM TOHi, KOJU €
CyTTEBe KJIHIYHE IIOTIPIIIEHHA CTaHY.

Xpopum Ha HP-1 i3 BUKpHUBJIEHHAM XpeOTa
PEKOMEHTYIOTh Haldacriiie KOMOIHOBaHyY (mepe-
OHIO 1 3amHo) crabimizariio xpebra, mpuyomy, ii
HeOoOXiTHO POOMTM HABITH TOMI, KOJM 1€ BUKPUB-
JIEHHA He cTaJio maTojoriuamm [89].

Pobnarbea meprni cripobu MenMKaMeHTO3HOTO
JikyBaHHA xBopux 3 H®P-1. Tak, 12 marieHrtiB mpo-
TATOM POKY NIpMiiMaJy TaJifioMinn (MakcuMaJbHA
mo3a — 4 Mr/Kr), mo B 4 MAIEHTIB CIPUAIO He-
3HAYHOMY S3MEHIIIEHHIO PO3MipiB Helipodibpom, a
y 8 mnalfieHTiB 3yMOBMJIO CyO €KTUBHE BiIUyTTa
nogtinmrensa [48]. IIpumnyckaersca [100], mo moB-
roTpuBajie (He MeEHIIIE POKY) 3aCTOCYBaHHA 3alyi-
TEHy MOXKe cTpuMaTyu pict Helipodidpom. Kap-



18

foraTVH TIpKM ByKMBaHHI y 1031 560 Mr/mMm? KO-
HX 4 TVDK OpoTATOM A0 15 IMKJB — Oel3nedHmit
i edpexTuBHMIT 3acid JHIKyBaHHA IJIIOM OITUYHUX
nvaxis 'y girenn 3 HdD-1 [76]. ABTropm BKa3yiOTb
Ha HeOOXiIHICTH JOKYMEHTYBATH PIiCT IIyXJMH abo
Bi3yaJIbHO cIIOCTepiraTy 3a IIOTIpIIEHHAM Iepe-
Oiry xBOpoOM y mallieHTa Iepen IpPU3HAUYEHHAM
Teparmii kapborutatyHOM. IIpu3HAYAIOTE COMATOT-
portin marierram 3 HP-1 nya 3MeHINeHHA iXHBOTO
pocty [55]. 3amporoHOBAaHO KOMILIEKC MeIVKaMEH-
TO3HMX 3aco0iB, 30KpeMa TuUX, AKi BILIMBAIOTL HA
JETPaHYJAINI0 TYYHUX KJITHMH (KeToTudeH, QeH-
KapoJ, 3aJMTeH) i Ha IpoJidpepallilo KJIITMHHUX
eneMeHTiB ( TurasoH, BiTamin A) [3]

Pamukanene gikyBanHa xBopmx 3 HP-1 He-
mosksvBe. Ile JIKyBaHHA IepeyciM CUMIITOMAaTIH-
He, norpebye MYJbTUANCUUILIIHAPHUX ITAXOMIIiB
[61], Hacammepen HENPOXiPYpPriyHOrO, BPaXOBYIO-
Yy, IO IIPOBIIHOI0 O3HAKOI IILOTO MYJIBTMCHC-
TEMHOI'O 1 ITOJIIOPTaHHOIO YpPasKeHHA € IIyXJIMHU 3i
IITBAHOBCBKMX ODOJIOHOK THepudEepnIHnx, Uepern-
HMX Ta CIHAJIbHUX HEPBIB.
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HeitpopubpomaTos-1

Keacruyxuti H.B.

B craTee mpuBeneHbI COBpPEMEHHbIE JaHHBIE IO IIPO-
Oneme HejipopmubpoMaTo3a Kak OJHOro 13 HamboJsiee pac-
MIPOCTPaHEHHBIX HaCJEeACTBEHHBIX 3abosieBaHmil. OOo03HaUYEH
JVICTOPUYECKMII IIyTh IIO3HaHMA BSToro 3aboseBanuA. Ilpen-
CTaBJIEHbl MHOKECTBEHHBbIE KJyacCU(UKAIMM, a TakKKe U3-
JIOPKEHBl SIUAEMMOJIONMA ¥ TeHeTuKa Hejipodmbpomarosa-1.
JleTasIbHO OCBEIIAIOTCA KJIMHMYECKMe mpoaBieHna HP-1,
ero JmuarHoctudeckue Kpurepyy. OOcyskparoTca HeoOXoIm-
Mble OOBEMBI M METOABI MCCJIENOBAHWU, NPOBOAVMBIX IIPK
3TOM 3aboJsieBaHMM, yUMTbIBaA MHOroodOpasme ¥ IIOJVCHUC-
TEMHOCTb IIOPasKeHMii Ipy HeM. PaccMaTpmBaioTCsA BO3MOMK-
Hble NOAXOAbI K JedeHyio HP-1, BriIOUada Xupyprudeckue.

Neurofibromatosis 1

Kuvasnitskiy M.V.

The article presents modern data on a problem of
neurofibromatosis as one of the most widespread
hereditary disease. The history of studying of this disease
is given. Several classifications, epidemiology, and
genetics are given in the paper. The author analyzes the
variety of clinical signs of NF1 and its diagnostic criteria
in details. Taking into consideration the variety of lesions
at NF1 the required methods and number of
examinations are discussed. Paper provides possible
approaches to the treatment of NF1 including surgical





