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HepBHo-Mblweynbie BONTE3HU
Opueunanvhble uccaedosanus

OcobeHHOCMU COCMOAHUA MArKUX MKaHel Ha BepwuHe aedopmauuu
y 6onbHbIX Kuhockonuo3om Ha hoHe Helipothubpomamo3sa 1-ro muna
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Lleas pabomot. OuenKa KOXCHOU HYECMEUMENbHOCIU U AHAAU3 MOPPOA0UHECKUX USMEHEHUT napagepmetpanbHbiX MblUUY U KOJCU CRUHbL
6 NPoeKUUU 6epUlliHbl KUPOCKOAUOMUYECKOl Oeghopmayuu y nayuenmos ¢ netipogubpomamoszom 1-eo muna (H®-1).

Mamepuaavt u memooot. O6cnedosannvt 10 6oronbix HD- 1, komopsim nposodunoce xupypeuueckoe newerue no nooody Kupockoauosa.
Temnepamypro-604e8yio 4y8cmeumenbHOCms 00 Onepayiu Uccae008ai ¢ UCHOAb308AHUEM INEKMPUYECK020 ICME3UOMEMPa 6 0epMamo-
Mmax, coomeemcmsyoujux eeputune deghopmayuu. buonmamot Kodxcu u mvluybl 3a0Upasy UHMPAONEPAUUOHHO 8 NPOEKUUU 8EPUIUHBL OyeU
Oeghopmayuu NO36OHOUHUKA C NOCACOVIOWUM UCHOA0SUHECKUM AHAAU3OM C HOMOUWbI) C8EMOBOL U CKAHUPYIOWET S1eKMPOHHOU MUKPO-
cKonuu.

Pezyavmamot. Y 6oavnbix Kughockoauozom na gone HD-1 Oviau 6visieaeHsbl HapyuwieHUs memMnepamypHo-004e60il 4y6cmeumenabHocmu,
namonoeuecKue CmpyKmypHble UsMeHeHUs KOJCU U Mbluil, HapYWleHUs UX NOAHOUEHHOI UHHEP8AYUY U KPOBOCHAONCEHUS.

Obcysncoenue. OGHapysceHHble USMEHEHUS MO2YM 00YCA08AUBAMb CHUNCEHUE PENaPAMUBHO20 HOCMONEPALUOHHO20 NOMEHUUANa MKAaHel,
4mo HeoOX00UMO YHUMbIBAMb 8 NPOPUAAKMUKE U NPOeHO3e IPHEeKMUBHOCIU Ae4eHUs U PeadUAUMAuUU.

Karoueewie caosa: neiipogpuopomamos I-eo muna, kugockoauos, eepuiuna degpopmayuu, memnepamypHo-001e6as uy8cmeumenbHoCmo,
Kodica, napagepmedpanvivie Molulljbl
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Characteristics of soft tissues at the apex of the deformity in patients
with kyphoscoliosis with underlying type 1 neurofibromatosis
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Objective. Evaluation of skin sensitivity and analysis of morphological changes in paravertebral muscles and back skin in kyphoscoliotic
deformity projection in patients with type 1 neurofibromatosis (NF-1).

Materials and methods. Ten NF- 1 patients who underwent surgery to treat kyphoscoliosis were examined. Using an electrical esthesiometer
thermal pain sensitivity before the surgery was studied in dermatomes corresponding to the apex of the deformity. Skin and muscle biopsy
samples were collected intraoperatively in the projection of the apex of the deformity curve and were subsequently analyzed by light and
scanning electron microscopy.

Results. Patients with kyphoscoliosis with underlying NF- 1 were characterized by abnormal thermal pain sensitivity, pathological structural
changes in skin and muscles accompanied by disrupted innervation and blood supply.

Discussion. The observed changes may be responsible for lowered postoperative reparative potential of tissues and they must be considered
in prevention and prognosis of treatment and rehabilitation efficacy.

Key words: type 1 neurofibromatosis, kyphoscoliosis, apex of the deformity, thermal and pain sensitivity, skin, paravertebral muscles

BsepeHue

Heitpodpubpomaros (HP) — HacmencTBeHHOE 3a00J1¢-
BaHWe, IMOpaxarllee KOXY, HEpBHYIO TKaHb, KOCTHBIC
1 MATKOTKaHHBIE CTPYKTYpHI [1, 2]. B 25—50 % ciay4aes
H® 1-ro tumma (H®-1, 6one3np PeknmHrxayseHa, mepu-
depuueckuit HP) mposBisieTcs KuPOCKOIUOTHYSCKOM
nedopmanmeil mo3BoHouHuka [1, 3, 4]. OcobeHHOCTH
MAHHBIX HehopManuii — paHHsIsSI MaHUMeCTaIlus 1 OBICT-
poe mporpeccupoBanue [5, 6]. be3 koppekuun nedop-

Malldil pa3BUBAIOTCS HEOOpaTUMBIC CepaeTHO-JICTOUHBIC
¥ HEBPOJIOTUYECKIE HAPYIIICHYSI, IPEIOTBPATUTH KOTOPBIC
MOXET TOJBKO CBOEBPEMEHHOE XHPYpPTrUIecKOe BMellla-
TeJIbeTBO [7, 8]. [Ipn 060CHOBAaHMM METOIUK 3aIHEN TO-
PaKOIUTACTUKM, IIPOTHO3€ KOHCOIMIAIINY PaHbI U TIaHU-
POBaHUM PeadMIUTALIMOHHEBIX MEPOIIPUATHIT HEOOXOIMO
YUUTBIBaTh OCOOCHHOCTH MOP()ODYHKIIMOHATBHOTO CO-
CTOSTHASI MSITKMX TKaHEW B 00JIaCTH IIPEAIIONaraeMoro
OIepaTUBHOTO BMeIIaTeIbCcTBa [9].
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B nutepatype ynensieTcss Majo BHUMAaHUS CTPYKTYP-
HO-(YHKIIMOHAJIBHBIM OCOOCHHOCTSIM MSTKUX TKaHEU
B 00J1aCTH XUPYPTUUECKOTO BMEIIATEILCTBA (HA BEPIIIMHE
nmedopmalinm) y 60bHBIX Krdockomo3oM Ha (porHe HD-1
[10—12].

Iexb padoTbl. AHAII3 MOP(OIOTMUECKIX M3MEHEHMI
mapaBepTeOpaTbHBIX MBI M KOXHM CIIUHBI B IIPOCKIINU
BEePIIMHEI 1e(hOpMAIINU U OIIEHKA KOKHOM YYBCTBUTEIb-
HoctH ipy HP-1 y marimeHToB ¢ KU(OCKOINO30M.

Mamepuanbl u Memofbl

Brinu obcenoBans! 10 maimeHToB (5 My>KCKOTO ToJ1a)
¢ kudockonmo3om Ha poHe HD-1 B Bo3pacte 9—24 et
(cpemnuii Bodpact 16,0 + 1,9 rona). BepreGpanbHblit cHH-
JIpoM OBLIT TIPEACTABJICH AYTOM B IICHHO-TPYTHOM OTIEC
IMO3BOHOYHMKA B 2 CIIy4YasiX, IyTroil B TPYIOIMOSICHUIHOM
otmene — B 8. BenmumHa medopMalnmy MO3BOHOYHMKA
obuta B mipenenax ot 50 mo 140° (B cpemnem 98,0 + 12,2°)
no Cobb [13]. UccnenoBanne omo0OpeHO KOMUTETOM
no atuke PHII «BTO» um. akan. I'A. Unu3zapoBa u mipo-
BOIMJIOCH B COOTBETCTBMH C STHUUYECCKMMU CTaHIAPTAMM,
M3JI0XKeHHBIMU B XeJIbCMHKCKOM AeKiapannu. Pomurenu
WJIM 3aKOHHEBIE MPEACTABUTEIN HECOBEPIICHHOJIETHUX
MMAIleHTOB TTOANMCAIN HHGOPMUPOBAHHOE JOOPOBOJIb-
HOE CcoIIacye Ha IIPOBEeIeHNE TUAarHOCTHUECKUX UCCIEeIO0-
BaHUM.

Bcem manmeHTaM OCYIIECTBIISIIA THCTOJIOTUICCKUIA
aHaymM3 OMOIITaTa KOXHU, B3SITOTO B IIPOSKIINHM BEPITUHBI
nedopMali TIPU BBITIOJTHEHUH TOCTYITA K 3aIHIUM OT/Ie-
JIaM TTIO3BOHOYHOTO CTOJIOA B XOJ€ XUPYPIUYECKOTO JIeyeo-
HOTO BMEIIIATEIbCTBA C UCITOIb30BAHNEM CBETOBOM U CKa-
HUPYIOIIEH JIEKTPOHHON MUKPOCKOITHM.

®dparmMeHTHI KOXKXHOTO ITOKpoBa ¢pukcuposasm B 10 %
pacTBOpe HeNTpaTbHOTO (POpMaJIMHA C TTOCICIYIONIeH ae-
ruApaTanveil ¥ 3aJIMBKOI YacTH Marepuayia B rapaduH,
a TaKoKe TIPOITMTKOM ApyToit yacT KampeHoM (3,3-amume-
THI-2-MeTWICHONIINKIIO-[1,2,2]-TenTaH) W BHICYIINBA-
HHEM Ha BO3IyXe B OCCITBUIBHBIX YCIOBUSIX. [HIcTOIOTMYEC-
KHe Cpe3bl OKPAIINBAJIN FTeMaTOKCYUIMHOM M 303MHOM, TI0
MaccoHy, UMIIperHupoBaj HUTpaToM cepedpa mo Pac-
cKa30Boii. MopdoIormiecKre NCCIeI0BaHMsT KO BBITION -
HSUIA C MCTIOJIb30BaHNEM 3JIEKTPOHHOTO CKAaHUPYIOIIETO
MuKpockorna JSM-840 (Jeol, SmoHmst), anmapaTHO-TIPO-
rpaMmMHOTO Komiuiekca «JImaMopd» (Poccus) Ha Gaze
cBeToBOTO (hoTOMUKpocKomna ¢pupmel Opton (Iepmanust),
IIporpaMMBbI-aHaIn3aTopa MUMPOBEIX N300paskeHmIt «Bu-
neoTect-Macrep-Mopdomorusi» (Poccnst).

TeMIrepaTypHO-00JIEBYIO YYBCTBUTEILHOCTD UCCIIEIO-
BaJIN SJIEKTPUICSCKUM 3CTE3MOMETPOM (TEPMUCTOP (DUPMBI
EPCOS Inc. (Iepmanmst)) ¢ oTHOBpEMEHHO perucTpalii-
eif temrepatypbl Koxu (Termostar (Nihon Kohden, fmo-
Hus)). M3MepeHus MpOBOOMIN CHUMMETPUIHO CIIpaBa
U CcJIeBa B 00JIaCTH AepPMaTOMOB, COOTBETCTBYIOIINX BEP-
murHe nedhopMaly IT03BOHOYHHKA.

g Mop¢hoIOriIecKoro aHajin3a IapaBepTeOpaib-
HBIX MBIIII BO BpeMsI OITepaliii OpajIy OMONTaT B IIPOCK-

LIMY BepIIWHHI nedopmannu. buonratr ¢pukcuposamu
B 10 % HeiiTpanbHOM hOpMaIMHE C MOCEAYIOLIEH TUCTO-
JIOTUYECKO# MPOBOAKOI 1 3a/IMBKO# B napaguH. M3roros-
JIeHHBIe Ha MHKpoTtomMe Bromma-2218 (LKB, IlIBerrust)
Cpe3bl OKPAIIMBAIA TeMAaTOKCIJIMHOM 1 03WMHOM, 110 BaH-
[30Hy 1 TpUXpOMHBIM MeTomoM 1o MaccoHy. I1pemapatsr
HCCIIEI0BAIN C TIOMOIIIBIO CBETOBOTO MUKpockora Opton
(Tepmanmst), BCTpoeHHO# (hOTOKAMEphI M amIapaTHO-
IporpaMMHOro Kkomiutekca «JInaMopd» (Poccust) B ipo-
rpamme Color.

CTaTticTIIeCcKyIo 00pabOTKY JAHHBIX IIPOBOIIIH C IT0-
MOIIIBIO MaKeTa AJI aHaim3a JaHHbIX Microsoft Excel 2010
u porpaMMebl Attestat 2001 [14].

Hnsa ompeneleHWsT HOPMAJIbHOCTH PaCIIpeaeICHMS
BBIOOpKU wucIionb3oBain kpurepuin Illanmupo—Yunka.
[Tpu HOpMaTEHOM pacIpene/ieHNN KOJIMYEeCTBEHHBIX T10-
KazaTeJIel IS MTapHBIX CPAaBHEHUI TPUMEHSIUIH t-KpHUTe-
puit CtpiomeHTa. B ocTadbHBIX ClTydasx MCIOJb30BaIA
HemapamMeTpU4ecKue MEeTOABI (1151 aHAIU3a HECBA3aHHBIX
BBIOOPOK — KpuUTepuit MaHHa—YUTHU, IJIST OLIGHKU pa3-
JIMYNA MEXITy CBSI3aHHBIMH BBIOOPKAMM — KPUTEPHUA
BunikokcoHa). Pe3ynbraThl CUMTAIN CTATUCTUICCKY 3HA-
gyuMBIMU TIpH p > 0,05.

Pesynbmambl

B Ouornratax Koy CIOUHBI B MPOSKIMY BEPITMHBI
nedopMaliy y BCeX MAallMeHTOB OBLIN BBISIBJICHBI CTPYK-
TYpHBIC N3MEHEHUSI: YMEHBIIICHHE TOJIIITNHBI SITUASPMUCA
1 IePMBI, CTIIAXKEHHOCTh pPesibe(bHOTO pUCYHKaA (puc. la),
MMUTMEHTAIS KJIETOK 0a3aJIbHOTO CJIOSI JITHACpPMICA,
YIUIOTHEHHE BOJIOKHMCTOTO OCTOBAa COCOYKOBOTO M CETYa-
TOTO CJI0€B IepMEBI (puc. 16), GuOpPO3 IPOCBETOB OTACTb-
HBIX cocynoB (puc. 16). OTMedeHa TUIepeMUs OOIBIICH
YaCcTH MUKPOCOCYIOB. B mepmBacKyISIpHBIX TTPOCTPAHCT-
Bax OOHapyXeHBI BOCHAIMTENIbHbIC MHOMIBTPATH (pHC.
le). BBIsSIBIEHBI THMCTOCTPYKTYPHBIC M3MEHEHUSI CTCHOK
apTepuil KpyImHOTO U CpeAHero KaiuopoB (CM. puc. 16),
W3MEHEHNE COOTHOIICHUSI MBIIICYHO-COCTMHUTEIBHO-
TKaHHBIX KOMITIOHEHTOB, HapyIlIeHNEe ITPOCTPAHCTBEHHOM
OPHMEHTAIINH KJIETOK M BOJIOKOH, YACTUYHOE pa3pyIlIeHUE
BHYTPEHHEM 3JIaCTUYECKOM MeMOpaHBI. B oTmerpHBIX
HepBaX KOXW OTMEUYEHBI OTEK NEPUHEBPAIBHOTO IIPO-
CTpPaHCTBa, HapyIIeHHEe OPUEHTALIMU HEPBHBIX BOJIOKOH
B CTBOJIAX, pas3delieHNe WX MacCHBHBIMU (PUOPO3HBIMU
reperopoakamu (puc. 10). B oToenpHBIX ydacTKax ITOIIe-
PEYHBIX CPE30B HEPBOB OOHApPYXeH JuIomMaro3. B Heko-
TOPBIX BETBSIX HEPBOB KOXU TOMUHUPOBATIN (PHUOPOOIACTHI
W, B MCHBIIEH CTEeNeHM, KJIETKM ITBAaHHOBCKOTO THIIA
Cpeny YyJacTKOB BBIpaXXeHHOTO (hmOpo3a, B OTHCIBHBIX
OTpe3Kax KOXXHBIX HEpBOB — JA¢30pHUCHTUPOBAHHEIC IITBAH-
HOMNOMOOHBIE KJIETKH. B HEKOTOPBIX KPYMHBIX HepBax
KOXMW — IpyObIe CTPYKTYpHBIC U3MEHEHHUS C IeCTPYKIINCH
OOJIBIIICIT YaCTH HEPBHBIX BOJIOKOH. B mepMe — mecTpyk-
TypUpOBaHHBIE CBOOOMHBIC HEPBHBIC OKOHUAHMS (pHC. le).

TerutoBast 9yBCTBUTEIBHOCTD B 00JIACTH IepMaTOMOB
Th6, Th7, Th8, Th9 u Thl0 Bo Bcex ciydasx ObLia
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Puc. 1. buonmam koxcu cnutsl Ha eepuiune depopmayuu nayuenma c Heipoguopomamosom I-eo muna: a — eUCMOCMPYKMYpPa KOXCHO20 NOKpo8a (0Kpac-
Ka 2eMamoKCcUuAuHoM u 303uHom, x 1,5); 6 — yuacmok ¢pubposza cocouk0802o c105 0epmbl (CKAHUPYIOUAS INEKMPOHHASI MUKPOCKONUsL, X 250); 6 — usmeHe-

Hue cocyOUucmbliX CIMeHOK U YuOpo3uUposarie npoceema cocyoos apmepuanbHoeo muna (0Kpacka 2emamoxCcuiuHom u 303unom, x 400); e — eocnaiumenvHolii
UHGUABMPam no X00y MUKPOCOCY008 (OKpaCKa 2eMamoKCUAUHOM U 303uHoM, % 400); 0 — 3ameujeHue HepeHbIX 80A0KOH (PUOPO3HOU MKAHBIO 6 Hepée KOJCU,

NPUBHAKU AUNOMAmMo3a (OKpacka 2emMamoKCuauHoMm u 303unom, x 200); e — decmpykuyusi c60000HbIX HEPBHBIX OKOHYAHUL 8 cemH4amom caoe 0epmbl (UM-

npeenayus cepebpom no Pacckasosoii, x 400)

Fig. 1. Biopsy sample of the skin of the back at the apex of the deformity in patient with type I neurofibromatosis: a — skin histological structure (hematoxylin

and eosin staining, x 1.5); 6 — fibrosis area in papillary dermis (scanning electron microscopy, x 250); ¢ — changes in vessel walls and fibrosis of vessels of
arterial type (hematoxylin and eosin staining, x 400); ¢ — inflammatory infiltrate along microvessels (hematoxylin and eosin staining, x 400); 0 — replacement
of nerve fibers with fibrotic tissue in a skin nerve, lipomatosis symptoms (hematoxylin and eosin staining, x 200); e — destruction of free nerve endings in

reticular dermis (silver impregnation per Rasskazova method, x 400)

Tadmana 1. Hapywenus memnepamypro-601e60ii wyscmeumenvHocmu npu neipoguopomamose 1-eo muna 6 depmamomax (Koauuecmeo Kaxcdozo dep-
mamoma — 16) na eepuiune degpopmayuu

Table 1. Abnormalities in thermal and pain sensitivity in dermatomes (number of dermatomes — 16) at the apex of the deformity in type 1 neurofibromatosis

NOpOr B HOpPMeE MOPOT HOBBIIEH OTCYTCTBYET MOpor B HOpMeE MOPOT NOBbINIEH
normal threshold increased threshold absent normal threshold increased threshold

Th5 17 50 33 25 75

Thé 0 75 25 8 92

Th7 0 67 33 0 100

Th8 0 83 17 0 100

Th9 0 100 0 0 100

Th10 0 58 42 0 100

n3MeHeHa (tabin. 1): B 72,2 + 7,4 % ciydaeB IOpOTrH Teruia
ObiTM noBbIeHb! Ha 3—8 °C (p < 0,01) (Tabn. 2), 8 27,8 £
4,5 % ciy4aeB TeTUIOBasi YyBCTBUTEIBHOCTD HE OTTpeaeIsi-
nack. B nepmarome Th5 B 17 % ciydyaeB moporu Teria
ObL1u B HOpMe, B 50 % — noBbllleHbl, B 33 % — TeruioBast
YYBCTBUTEIBHOCTh OTCYTCTBOBAJIA.

Bonesast wyBcTBUTETHHOCTH B IepmaTomax Th7, ThS,
Th9 u Th10 (cMm. Tab6a. 1) B 100 % ciyyaeB nmena moporu
BbIIIe HOpMHEI (Ha 2—8 °C; p < 0,05) (cMm. Tabm. 2). B nep-
matomax Th5 u Th6B 8 u 25 % ciayyaeB COOTBETCT-

BEHHO PErMCTPUPOBAINCH HOPMAaJbHBIE TIOPOTH OOJH,
B OCTJIBHBIX CJTyYasiX OHM ObLITH TTOBBITIEHHI (Ha 2—5 °C;
p <0,05).

HccnenoBanue mapaBepTeOpaibHBIX MBILIL OOJBHBIX
kudockoamo3oM Ha poHe HP-1 mokasajo, 4To Bo Bcex
CJTydasix OCHOBHBIM U3MEHEHMEM ObUT BBIPDAXKEHHBIN (hui-
Opo3 B OOJIBIIMHCTBE MBIIIEYHBIX TTYYKOB 3HIO- U TEePH-
mu3us (puc. 2a, 6), TMONST aaUTIOLUTOB, 3aMECTUBIINX
MBIIIIEYHbIE BOJIOKHA (3KMPOBOE 3aMellieHre TKaHu). B 6no-
nrarax oOHapyXeHa pa3HOKaJIMOEPHOCTh OUAMETPOB



HepBHo-Mblweykbie 6O JIE3HU
OpueuHnanvHble Uccaedo8anus Neuromuscular DISEASES

Puc. 2. buonmam napasepmebpanvHoil Mblutybl Nayuerma c Heiipoguopomamosom 1-2o muna. Ilapagunosvie cpesot (obvexmus x 16,0; okyaap x 12,5):
a — MblileUHble B0N0KHA ¢ eOUHUMHBIMU A0PAMU, pa3pacmarue coeOuHumensHoil mxanu (okpacka no Baun-Tusony); 6 — ycupogoe 3ameujeHue mMoliueHHo
MKAHU, YMEHbUEHUe NPOCc8ema cocydos apmepuoaspHoeo 36ena (okpacka no Ban-Tuzony); 6 — decenepupyroujue moluieutble 6010KHA, AMPOPDUsi MblUEHHbIX
6010KOH, UHMepcmuyuanbhsli uopos (okpacka no Maccony); e — cyscennas apmepus ¢ ubpo30mM A08EHMUUUANLHOO CAO0S, PACUIUPEHHAS 6EHYAA C UCMOH-
ueHHol cocyoucmoil cmeHkol (okpacka no Bau-Tusony); 0 — ubpo3 HympumbliuueHHbIX HePEHbIX CMBOAUKO8, AKCOHONAMUSL HePEHbIX 80A0KOH (0KpacKa
2eMAMOKCUAUHOM U F03UHOM); € — HEPBHO-MbIUEHHOe 8ePemeH0 8 pa3pociieiicst coeOuHuUmensHoil mkanu (okpacka no Ban-Iuzony)

Fig. 2. Biopsy sample of paravertebral muscle in patient with type 1 neurofibromatosis. Paraffin sections (field lens x 16.0; eye lens x 12.5): a — muscle fibers
with single nuclei, connective tissue expansion (Van Giezon’s stain); 6 — fatty infiltration of muscle tissue, stenosis of arterial blood vessels (Van Giezon’s stain);
6 — degenerating muscle fibers, atrophy of muscle fibers, interstitial fibrosis (Masson’s trichrome stain); ¢ — stenosis of an artery with adventitious layer fibrosis,
dilated venule with thinned vessel wall (Van Giezon’s stain); 0 — fibrosis of intramuscular nerve trunks, axonopathy of nerve fibers (hematoxylin and eosin
staining); e — muscle spindle in expanded connective tissue (Van Giezon’s stain)

Tabmuna 2. Hzmenenue memnepamypno-6oaesoi uyecmeumenvhocmu (M x m) 6 depmamomax (kKoaunecmeo kaxcooeo depmamoma n = 16), coomeem-
CMEYIoUuUX 6epuiuHe Oeopmayuu NO3GOHOMHUKA, Y NAYUEHMOB ¢ HelpoduOpomamosom 1-20 muna u maxceaoii popmoil Kughockoauosa

Table 2. Changes in thermal and pain sensitivity (M = m) in dermatomes (number of dermatomes n = 16) corresponding to the apex of the spine deformity
in patients with type 1 neurofibromatosis and severe kyphoscoliosis

Ths 34,6+ 0,3 3‘{;14320)’7 40,8 +0,6* e 45240,5*
Thé 34,540, _ 40,5+ 0,6* 43,0 46,0+ 0,6*
Th7 34,5£0,3 _ 41,840,7* - 46,4 10,5
Ths 34240,3 _ 40,7+ 0,4% - 45,6 + 0,4%
Tho 34,6403 _ 42,1 +0,4% - 46,8 40,5
Thi0 34,8 40,3 - 42,7£0,8* - 46,8 0,5

* [locmoeeprHocmb omauuus nokazameneii om ypoeus Hopmut, p < 0,01.

Ilpumeuanue. B ckobkax yKa3arHo Koau4ecmeao 0epmamomos, 8 KOmopvix OMcymcmeyem uyecmeumenbHoCcms.

*Significance of changes compared to the normal level, p < 0.01.

Note. Number of dermatomes without sensitivity is presented in parenthesis.
|

MBIIIEYHBIX BOJIOKOH OKPYTJIOi (hOPMBI, COMEPXKAIIUX HBIM CJI0E€M, IIPEACTABIEHHBIM PHIXJION COEAMHUTETHHOM
HEMHOTOYMCJIEHHBIE MEJIKUE SIIPa; BBISIBICHBI aTpo(pupo-  TKaHBIO, copepxKaileil pudOpo0dIacTbl, TMCTUOLIUTHI U APY-
BaHHBIE BOJIOKHA W MBIIIEYHBIE BOJIOKHA, TIOJBEPTHYThIE THE KJIETOYHbIE Y BOJIOKHUCThIE CTPYKTYPhI. BeHymsipHoe
JIETeHepaTUBHBIM U3MEHEHUSIM (pUC. 28). 3BEHO OBLIO TIPE/ICTABICHO PACIIUPEHHBIMU TOHKOCTEH-

Cocyapl apTepuoOISIPHOTO 3BEHA MMENTU CYy>XKE€HHBIE HBIMU COCYAaMU, YTO OOYCIOBIMBAIO TOBCEMECTHBIE Te-
MPOCBETHI, C CYIIECTBEHHO YTOIIIIEHHBIM aIBEHTULINAb- Mopparuu (puc. 22).
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Bo BHYTpUMBIIIIEYHBIX HEPBHBIX CTBOJIMKAX BBISBIICHBI
MMPpU3HAKN aKCOHOIIATUM HEPBHBIX BOJIOKOH, KOTOPHIC
OBLTN pa3eIeHbl YTOIIICHHBIMA COSIUHUTEIbHOTKAHHBI -
MU TIeperopoakamu (puc. 2d). B matomopdonormuecku
W3MEHEHHOM MBITIICYHOI TKAaHW 00HAPYXEeHBI COXpaHHBIC
HEepBHO-MEIIIICYHEIE BepeTeHa (puc. 2e).

Taxum obpasom, y 6ompHEIX HD-1 B mapaBepTebpaib-
HBIX MBIIIIIAX Ha BepIIWHE AedopMaliui MO3BOHOYHMKA
BBISIBJICHBI CJIEAYIONINE TTATOMOP(hOIOTUUECKIE HapyIIe-
HuST: 1) BEIpaskeHHBIN (propo3; 2) aTpodust 1 IereHepaIusT
MBIIIIEYHBIX BOJIOKOH 0€3 IIPM3HAKOB pereHepalnu; 3) Xu-
poBas nereHepanus; 4) ¢pubpo3 amBeHTUIIMATIBHON 000-
JIOYKH COCYIOB apTepHOJIIPHOTO 3BE€HA; 5) pacIIMpeHHBIC
TOHKOCTEHHBIE COCYIbl BEHYJISIPHOTO 3BeHa, OOYCIOBIIM-
Balollie OOLIUPHbIE reMopparuu; 6) pudpo3 BHYTPHUMBbI-
IIEYHBIX HEPBHBIX CTBOJIMKOB C IIPpH3HAKaMK aKCOHOIIA-
THHY HEPBHBIX BOJIOKOH.

06cyxpneHue

B nHayuHbIX mybamkanusx, nocssmeHHbx HD-1, mpu-
BOISITCS TAHHBIC O YaCTOTE, SIUIACMUOIOTHH, STHOIIATO-
reHe3e, KIMHUYICCKUX TPOSBICHMSIX, THATHOCTUICCKIX
KPUTEPHUSIX, BApHMaHTaxX TCYCHMUS U METOIAX JICUCHUS TIPU
kudockomose [1—4, 15—18]. O1ieHKe COCTOSTHUS CTPYK-
Typ ¥ TKaHEeH B 00J1aCTH MPEIITOIaraeMoro OrepaTuBHOTO
JIeyeHUsT KN(OCKOIMO03a YaeIsIeTCs HeIOCTaTOYHOE BHU-
MaHNe, 9YTO IIPUBOIUT K HEXeJIaTeIbHBIM OCIIOKHEHUSIM
[2,7,12,19].

IIpencraBieHHBIE Pe3yIbTaThl THCTOJOTMUECKHUX HC-
CJIeIOBaHWIA BBISIBIIIA TATOMOP(OIOTMYECKIE M3MEHEHMS
B ITapaBepTeOPaIbHBIX MBIIIIAX W KOXHBIX ITOKPOBax
B IIPOEKIINH BePIIUHBI Ae(pOpMAaIIiN, KOTOPbIe HEOOXOMM-
MO YIUTBHIBATh MPU OMEPATUBHON KOPPEKINU KU(POCKO-
JIN03a Y 9TOM KaTeropuu OOTbHBIX.

OO6HapyXeHHBIC NICTOHICHNE SMUICPMICA U TEPMBI,
BBIpaxkeHHAsI JECTPYKIIUS HEPBHBIX OKOHUYAHUM M COCY-
JIUCTOTO pycJia MOATBEPKAAIOT JaHHBIE TUTEPATYPhI O He-
00XOIMMOCTH BKJIIOYATh 3TU M3MEHEHUS B KaTeTOPHIO
(aKkTOpOB pHCKA ITOCICONEPAIIMOHHBIX KPOBOTCUCHUIA
IIPY HATMYUY TUTIEPEMUU MUKPOCOCYIOB, PA3BUTHS TIPO-
JIEKHEH W TOHIKEHHOTO pelapaTMBHOrO IOTEHIIMAa
KOXHBIX TTOKpoBOB [20, 21].

BrisiBIIeHHBIC TeCTPYKTHUBHBIC M3MEHEHUSI KOXH B 00-
JIACTU CKOJIMOTHMYECKOM nedopmanuu y 60abHbeIX HD-1
COIIACYIOTCS C TaHHBIMU JTIUTEpaTyphl [22—24]. YV manu-
€HTOB C IWCITIa3ueil COeMMHNTEILHON TKaH!, KaK IIpa-
BUJIO, GOPMUPYIOTCS KEIIOUIHEBIC pYOIIBI ITOCIEe TPAaBM
1 OTICPaTUBHBIX BMEIIATEILCTB [22]. Psam nccienoBaTenein
KOHCTaTUPOBAJIM UCTOHYECHUE KOXHU, €€ BSIJIOCTb, HAJTHA-
yye TeMopparndeckux nposgBieHuin [23—25], a Takxke
M300MIMe TUTMEHTHBIX KJIETOK B IEpME W SIUICPMUCE
IIPY HEKOTOPHIX BapHaHTaX IUCILIA3MU COSTMHUTETbHOM
TKaHu [22].

HccrnenoBanue TeMrepaTypHO-00JIeBOI UyBCTBUTEITb-
HOCTH TTO3BOJISICT OLIEHUTh COXPAaHHOCTD (DYHKITNI CEHCOP-
HOM CHCTeMBI KOXXHOM YyBCTBUTEIPHOCTH, €€ KOMITEHCA-

TOPHO-aTaNTHUBHEIC BOSMOXHOCTH. Y BCEX O0CIIETOBAHHBIX
nauneHToB ¢ H®-1 no onepaumy TemMreparypHo-00jeBast
YYBCTBUTEIIFHOCTD ObIJIa HapylieHa. HerarBHBIC M3MEHE-
HUS IPOSBIIUINCH B BUIE TUIIECTE3UN U TEPMOAHECTE3UMU.
JaHHbIC HApYIIEHNS B IPOSKIINY BEPIITUHBI Te(opMaIiim
MOTYT OBITH OOYCIOBJIICHBI TaTOMOP(HOIOTUYSCKUMU 13-
MEHEHUSIMHU B CTPYKTYypax KOXu (3MHMIEepMHCE, ACpME,
COCYZIax, HEpBax KOXU U CBOOOIHBIX HEPBHBIX OKOHYaHU-
SIX), a TaKKe HapylIeHneM (yHKINHN 3aTHUX KOPEIIKOB
CIIMHHOIO Mo3ra [26], aHOMaJIusIMU TypaJbHOIO MEILKa,
BHYTPUKAaHAJIBHBIMM HelipoduOpoMamu, medopMammeis
TI03BOHOYHMKA, KOTOPAst CITOCOOCTBYET HATSKEHMIO CITHH-
HOTO MO3Ta M €r0 KOPEIIIKOB, M COOTBETCTBEHHO, Iehop-
Mall¥ CIIMTHHOMO3TOBBIX TAHTJIMEB M YCYTYOJICHUIO HAPY-
meHHoi pyHkuuu [5, 27].

B HOpME CTpYKTYpa MBIIIIBI IIPEICTAaBICHA MBIIICY-
HBIMU BOJIOKHAMU TIOJIMTOHAJBHON (POPMBI ¢ HOPMAaJIhb-
HbIM PACIOJIOXEHUEM sIIep, MPOCAOMKaMU 3HI0- 1 TTepr-
MU3Hs, COCYIaMU apTePUOJISIPHOTO 3BEHA C IIUPKYJISIPHO
OPHUEHTHUPOBAHHBIMU TJIANKOMBIIIEUHBIMU KJICTKAMU
¥ HOpMaJIbHBIMU TIpocBeTaMu [28]. B Hatlem ncciegoBa-
HuM y 6onpHBIX HD-1 B mapaBepTeOpaIbHBIX MBIIIIIAX
OBLIH BBISIBJICHBI (DMOPO3, aTpors M AeTeHeparist MbI-
IIEYHBIX BOJIOKOH, YTO CBUACTEIBCTBYET O TIEPEPOKICHUN
MBILIEYHON TKAHU IO TUITY 3aMEILeHMS C MOCIeayIolei
(bYHKIIMOHAIBPHOI HECOCTOSITEIEHOCTHIO.

TakuM o6pa3oM, HapyIlIeHNe TTOTHOIICHHOI MHHEepBa-
LIMM ¥ KPOBOCHAOXKEHMSI MSITKMX TKaHei B ooyacTu aegop-
MaIIy TO3BOHOYHUKA C IECTPYKIMEI HEPBHBIX U COCYIM-
CTBIX CTPYKTYP IPUBOIUT K M3MECHCHMSIM, BIUSIOIINM
Ha peaJn3alliio perapaTUBHBIX MPOIIECCOB IIPH OITpaBIaH-
HBIX TTOBPEXKICHUSX TKAHEH ITPH OITepaTHBHOM BMEIIIATE b~
CTB€, BIUIOTh 10 Pa3BUTHSI HEKPOTUYECKUX UBMEHEHUA.

3arniouenue

VYV 6ombHBIX KHdockoarno3oMm Ipu HD-1 cocrossHue
MSITKMX TKaHell Ha BepIInHe AcdopMaliuyi MMeeT psiI
TUITOIIACTUYECKNX U IeTeHEPATUBHBIX CTPYKTYPHBIX W3-
MEHEHMH, CBSI3aHHBIX C HapyIIeHNEeM ITOJTHOLICHHOM MH-
HepBalliK 1 KPOBOCHAOXKEHMST KOXKM 1 MBI, M3MeHeH1e
TEMIIEPaTypPHO-00JIeBOI YyBCTBUTEIBHOCTH C pa3BUTHEM
TUITECTE3UN 1 TEPMOAHECTE3NH BBISIBIICHO Y BCEX 00CIIe-
MIOBaHHBIX TTAIIMEHTOB B TIPOCKIINHM BEPIIMHBI TehopMa-
LINY TT03BOHOYHMKA. [TomydeHHBIC pe3yabTaThl TO3BOJISTIOT
000CHOBAaHHO BBHIOMpPATh ONTUMAJIBHYIO METOIMKY 3aTHEH
TOPaKOIUIACTUKY, TUNTAHUPOBATH PeaOMINTAIIMOHHEIE ME-
PONIPHSITHSI, IIPOTHO3MPOBATh KOHCOIMIALIVIO TTOCIeorepa-
LIMOHHOM paHBbI, a TAKKE OIPEICISATh JUAIa30H KOPPEKIINHI
JedopMariy To3BOHOYHKKA Y JAHHOM KaTeropuy OOTbHBIX.

Kongpauxm unmepecos
Asmopbl cmamuu 3a564210m 00 0MCYMCcmMeuu KOHQAUK -
ma uHmepecos.

Dunancuposanue uccae006aHus
Paboma sevinonnena be3z cnoHcopckoil no0depicKu.
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