XUPYPTUA TTO3BOHOYHWMKA 2022, T. 19. Ne 1. C. 15-21 ‘ HIRURGIA POZVONOCHNIKA (SPINE SURGERY) 2022;19(1):15-21
O.I. IPYAHWUKOBA 1 AP., 2022 O.G. PRUDNIKOVA ET AL., 2022 [S)er |

)5

[TPOTPECCUPYIOLLUAS HEMAAMHOBAS
MMUOTIATUSA YV TTALIMEHTKM, HEOAHOKPATHO
OTTEPMPOBAHHOWM HA TTO3BOHOYHMKE:
KAMHMYECKMM CAYYAM M OB30P AMTEPATYPbI

O.T. ITpyonuxoea, A.O. Komenvruxos, H.C. Mueanxun, I'.H. Quaumonosa
Hayuonanvrulit MeduyuHcKull uccnedosamensckull yeHmp mpasmamonozuu u opmoneduu
um. akad. I'A. iauszaposa, Kypean, Poccus

ITenb nccnepoBanmst. IlpeacTaBuTh KAMHMYECKOe HAOAIOAEHNME TALJMEHTKYM ¢ AepopMalimert MO3BOHOYHMKA HA (OHE MMUOITATUH, [IEPBUYHO
He AMIarHOCTVPOBAHHOJ M OL]eHMBAeMOV KaK BTOPUYHASI MMOIATHSI [IOCAE TPOBEAEHHBIX ONePATUBHLIX BMEIIaTeALCTB Ha [TIO3BOHOYHMKE.
Marepyan 1 MeTOABL. \M3aiH MCCAEAOBAHMS: KAMHMYECKOe HabAtoAeHe 1 0630p anTepartypel. [Tannentka 51 rona paHee HEOAHOKPATHO
OIepypoBaHa M0 MOBOAY CKOAMOTIYeCcKoN AedopManyy MO3BOHOYHMKA C IPOTrPeCcCUPYIOMVMI HeBpOAOrMIeckuMy Hapymenusimu. I1po-
BeAeHa KAMHMYECKast M KOMIAeKCHast aydeBast (Teaemerpust nozsoHounnka cupst, KT, MPT) ouenka natororun. B cBsi3u ¢ HeTUNMYHBIM
TedyeHyeM 3a00NeBaAHNS BBITOAHEHO MTATOIMCTONOIMYECKOE MCCAeAOBAHME (PPArMEHTOB MbILIEYHON TKaHM ¢ pukcaymeit B pactsope 10 %
HeJITpanbHOro opManyHa, ocae ryucTOAOTMIEeCKON IPOBOAKM — 3aAMBKa B apaduH, oKpacka reMaTOKCUAMHOM-303VHOM, TPUXPOMHLIM
metoaom 1o Maccony n meropom PTAH. I1penapatst ccae AOBaHbI TOCPEACTBOM aIiapaTHO-POrpaMMHOro kommnekca Pannoramic MIDI
II BF anst noaydennst g poBbix n3doopaskennit mo rexuonrormn Whole slide imaging B pexxumax Single layer mode n Extended focus m cre-
peomukpockorna AxioScope.Al ¢ unbpoBon kKamMmepot.

PesyabraTnl. B caprkonaasme 4acTy MBIIIEYHBIX BONOKOH MAEHTUGUIMPOBAHDLI PA3HONM NAOTHOCTU M KOH(MUrypanmun oKpameHHble TeMHO-
cuaum (o PTAH) 2 narrepHa HeManMHOBBIX cTep kHeN: AMG@PY3HO 110 BCeMy MUOLUTY M 06pasyst KAaCTePbl PA3AMYHBIX PA3MePOB — B I10-
ITepevHDIX Cpe3ax, B BUAE HUTUYATDLIX CTPYKTYP — B IIPOAOABHBIX. OTMeueHb! 0OIIMPHBIE [TOAST SKMPOBOV AMCTPOGMI, TEPEPOSKAEHE BONOKOH
B AMITOLMUTBI, KOHTPAKTYPHO M3MEHEHHbIE BONOKHA, KAPTUHBI Muodarnit, yuactku ¢pubposa MHTEPCTUMANBHOTO ITPOCTPAHCTBA, ACCOLIUN-
PpOBaHHBIE C OCTATOYHLIMM MMoUUTaMy. BHyTpMMbleyHble HepBHbBIE IPOBOAHMKN ITOABEPIKEHDI TONHOV MHBOAIOLIMM, e AVIHYHDIe HepBHbIE
BONOKHA Ae(pOPMMPOBAHBI, BHYTPEHHEE TPOCTPAHCTBO GuOpoTH3MpoBaHo. HepBHO-MblleuHble BepeTeHa ¢ HeOObIYaMHO YBEAVNYEHHOM CO-
eAVHNUTEeNbHO-TKAHHOM KarCcyaot, 3arontHenHon annoguramu. Cocyabl aprepmnanbHOro 3seHa ¢ ¢pubposom t. adventicia n t. media, ¢ cy-
SKEHHBIM AM00 0OANTEPUPOBAHHBIM ITIPOCBETOM, COCYABI BEHO3HOT'O PyCAa TOHKOCTEHHbBIE, M3BUTDIE, YTO 0OYCAOBAMBAET IPOHMUIJAEMOCTH
Y MO>KeT BBI3LIBATDL FreMopparmun. BruisiBareHHbIe M3MeHeHMs] MMOLMTOB ¢ HaAM4YMeM HeMaAMHOBDLIX CTePSKHEN XapaKkTePHBI AAST TePBUYHON
HeManAMHOBOJM MMOMIATHN.

3akaovenye. HeTunm4yHOCTb KAMHMYECKMX [TPOSIBAEHMIA, IIPEXKAE BCEI'O HEBPONOIMYECKOTrO CTATyCa IPU CKOAMO3€e, TPEOYeT MCKAIOUYeH NS
HEPBHO-MBIIIEYHOTO 3a00AeBaHMS ITYTEM ITPOBEAEHNSI TATOTMCTOAOIMYECKOTO UCCAEAOBAHMST OTIePAIJMOHHOTO MaTepuana.

KnioueBble cnoBa: CKOAMO3, HEVIPOMBIIIEYHDIV CKOAMO3, BDOSKAEHHAsT MMOTIATHSI, HEMAaAMHOBLIE CTEPIKHI, XKMPOBast AereHepanusl.
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PROGRESSING NEMALINE MYOPATHY IN A PATIENT REPEATEDLY OPERATED ON THE SPINE: CLINICAL CASE
AND LITERATURE REVIEW
0.G. Prudnikova, A.O. Kotelnikov, N.S. Migalkin, G.N. Filimonova

National Ilizarov Medical Research Center for Traumatology and Orthopedics, Kurgan, Russia

Objective. To present a clinical case of a patient with spinal deformity associated with myopathy, which was initially undiagnosed and as-
sessed as secondary myopathy after performed spinal surgeries.

Material and Methods. Study design: clinical observation and review of the literature. A 51-year-old female patient has been repeated-
ly operated on for scoliotic deformity of the spine with progressing neurological disorders. Clinical and complex radiological assessment
(spinal telemetry in sitting position, CT, MRI) of the pathology was performed. In connection with the atypical course of the disease,
a pathohistological study of muscle tissue fragments was performed with their fixation in a solution of 10 % neutral formalin. After histo-
logical processing, the fragments were embedded in paraffin and stained with hematoxylin-eosin by the Masson trichromic method and by

the PTAH method. The preparations were examined using the Pannoramic MIDI IT BF hardware and software complex to obtain digital
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images using the Whole slide imaging technology in the Single layer and Extended focus modes and an AxioScope.A1l stereomicroscope
with a digital camera.

Results. Two patterns of distribution of nemaline rods of various density and configuration stained dark blue (by PTAH) were identified
in sarcoplasm of parts of muscular tissues: diffusely throughout the myocyte and forming clusters of various sizes in transverse sections,
and as filamentous structures — in longitudinal ones. Extensive fields of fatty degeneration, transformation of fibers into lipocytes, con-
tracturely changed fibers, pictures of myophaga and areas of fibrosis of the interstitial space associated with residual myocytes were noted.
Intramuscular nervous conductors were subjected to complete involution, singular nervous fibers were deformed, internal space was fibrotic.
Neuromuscular spindles had unusually increased connective tissue capsule filled with lipocytes. Arterial vessels had fibrosis of t. adventicia
and t. media, narrowed or obliterated lumen, and venous vessels were thin-walled and tortuous, which causes their permeability and can
cause hemorrhage. The revealed changes in myocytes with the presence of nemaline rods are characteristic of primary nemaline myopathy.

Conclusion. The atypicality of clinical manifestations, primarily of the neurological status in scoliosis, requires excluding neuromuscular

disease by conducting a histopathological examination of the surgical material.

Key Words: scoliosis, neuromuscular scoliosis, congenital myopathy, nemaline rods, fatty degeneration.
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HemamHOBast MMOTIATHS — TPYIINA I'eHe-
TUYECKH PA3HOPO/HBIX HACTE/ICTBEHHBIX
MHUONATHH, OOIUM TIATOIUCTOIOTHYE-
CKUM TIPOSBNICHUEM KOTOPBIX SBIACTCA
00PA30BAHUE B MBIIICYHOU TKAHU HUTE-
BUJIHBIX CTPYKTYpP, 9TO HAIIO CBOE
OTpaXX€HME B HA3BAHUH NIATONOTHU
(OT rpevyecKoro nema — HUThH). Brep-
BBl 3200JICBAHUE OMMCAHO B 1963 T.
IBYMS HE3ABHICUMBIMU IPYIIIIAMU HCCIIE-
IOBATeNEN MOJ PYKOBOACTBOM Shy
u Cohen, B MOCJIEAYIONEM BBIABIEHO
MHOKECTBO I'€HETUYECKUX PA3HOBUJ-
HOCTEN JAHHOI'O COCTOAHUA. B 3aBu-
CUMOCTHU OT T'€Ha U MyTAllUU B HEM
HEMATHOBAs MHUOIATHS MOKET IMETh
KAK ayTOCOMHO-JJOMUHAHTHBIN, TAK
U ayTOCOMHO-PEIECCUBHBIN XapPaKTED
HACTIEJ0OBAHNUA. BCTPEYaeMOCTb MaTOMIO-
MU HA CEIOAHAIHUI JIeHb HE OIpeiesie-
H4, HO, 110 MHEHHIO MHOTYIX I'€HETHKOB,
OHA SBJIETCA OJHO U3 Haubonee pac-
IPOCTPAHEHHBIX BPOXK/IEHHBIX MUOIA-
i, jocrurad yactoret 1: 50 000 [1, 2].
JedopManuu MO3BOHOUHHUKA
Ha (pOHE MUONATUI B OOJNBIIUHCTBE
CITy44€B JUATHOCTUPYIOTCA B AETCKOM
BO3PACTE, IPOIPECCUPYIONIEE HEOIArO-
IPUSATHOE TeYEHUE 3200JIEBAHUS TIPU-
BOJUT K TOMY, 4TO IO B3POCJIOTO COCTOA-
HUS JOKHBAET HEOOBIIOE KOJTUIECTBO
nanueHToB. OcobeHHOCTAMU Aedop-
Ml y B3POCIIBIX SIBJAIOTCS CMENIAH-
HBII XapaKTep [ATOTEHETHYECKUX MeXa-
HU3MOB (HACJIOEHHE JIETCHEPATHBHBIX
U3MEHEHUN), TONUMOP(U3M KIMHUYE-
CKHX IPOSBICHMUI, NU3MEHEHHUE TUIOTHO-

CTH KOCTHOW TKAHH U CONYTCTBYIOIIHUE
32607€BaHuA [3].

JI3a1H NCCIE/JOBAHNA: KITMHAYECKOE
HAOJIOIEHNE ¥ 0630p JTUTEPATYPHL

[Taumentka Y., 51 roga, rocnuranu-
3MPOBAHA B KIMHUKY HalMoHaIBHOTO
MEULIUHCKOTO MCCIEN0BATENBCKOTO
[IEHTPa TPABMATOJOTUH U OPTOIIE-
aun uM. akag. I'A. Mimsaposa (Kyp-
TaH) C AUATHO30M: «CKOJMOTUYECKASL
fepopManyg NO3BOHOYHUKA; COCTOSA-
HHE TOC/IE ONEPATUBHOTO BMEIIATENb-
CTB2; BEPTEOPOTEHHAA IPYJIHAA MUETO-
TIATHA; HIKHAK TPYOBI CIIaCTUYECKHI
NAPAAPEes, BEPXHUU JIETKUU CMENTAH-
HBII [Tapanapes; HapymeHue (QyHKINN
T430BBIX OPT'AHOB; BEPTEOPOTEHHBIN
6071€B0OH CUHAPOM>. CONYTCTBYIOIIUE
JIUATHO3BL: «XPOHUYECKUI FACTPUT, 060-
CTPEHUE; racTpPO330(areabHell ped-
JIOKC; OPOHXMAJIbHAA 4CTMa CMENIAH-
HOT'0O renesa, Kourponupyemas; IH 0;
THIIEPTOHUYECKAS OONE3Hb 1-11 CTaNH,
puck 2; XCH 0; HepOreHHbI! MOYEBOI
Iy3BIPb; OCTEONOPO3 TKENON CTere-
HY CMEMIAHHOTO T€HE3a; MUENOMATHA,
CITACTUYECKUH TETPATIAPE3; HEUPOTE€HHAA
JUCQYHKIMA TA30BbIX OPTaHOB».

[Ipy rOCIUTANMU3AINN TTAIUEHTKA
TPEABABIANA XKAN00BI HA IPOTPECCUPY-
IOMYIO CTA60CTh KOHEYHOCTEN 1 MBIIIL
TYJIOBHIA, HEBO3MOKHOCTb CAMOCTOS-
TEJIBHOTO NEPEABIKEHNSA, CHIKCHUE
9yBCTBUTENBHOCTH KOKU TYJIOBHINA
1 KOHEYHOCTEW, HAPYIEHUE MOYEHCITYC-
KaHUA U CTyN4, OONE3HEHHBIE CIIA3MBI

16

MBI JIVI, TIEH, TYJIOBHINA, 3aTPYyAHE-
HHE IIPY [TIOTAHUNL

Briepsble iepOpMALIHIO TO3BOHOYHNKA
JAUATHOCTUPOBANU B Bo3pacre 13 jer
(1981 r.). Yepes 2 ropa npu najgeHuu
H4 yIOJ CTOMA Y TAIIUEHTKU BIEPBBIE
MaHH(ECTUPOBATA HEBPOJIOTHUYECKASL
CUMIITOMATHKA B BUJIE HIKHETO T1apariape-
34, KOTOPAs MOCTENEHHO YACTUYHO CaMO-
CTOSITENBHO perpeccuposana. C 30 ner
Y KEHIIVHBI IEPHOITYECKT OTMEYANIHCh
NPEXO/AIMIE MaPE3bl MBI, BEPXHUX
U HIDKHUX KOHEYHOCTEH, PErpeccupy-
1ommue Ha (POHE KOHCEPBATUBHOTO JIEYe-
HUA HEHPOTPONHBIMY MPENAPATAMU.
Habmopanacs y opTonesa 1no ooy
CKOJIIMOTHYECKON AiepopManu, reHe-
TUYECKUAN aHAIU3 U PYTHE METO/BI
MHCTPYMEHTAIBLHON JJUATHOCTUKUA MHO-
IIaTUI HE NPOBOAUINUCD. B BO3pacre
39 JeT B CBA3M C IIPOIPECCUPOBAHUEM
CKONMOTHYECKON AE(OPMAIIMN U TIOSB-
JIEHUEM CTOHMKOTO O0JEBOTO CHH/POMA
B CIIMHE TTAI[MEHTKE BBIOMHEHO PEKOH-
CTPYKTHUBHO-CTa0MIM3UPYIOIEE OIIe-
PATUBHOE BMEIIATENBCTBO HA TPYIHOM
¥ NOACHUYHOM OTJENAX IO3BOHOYHHKA
C IPUMEHEHUEM TPAHCIEAUKY/IAPHON
(pukcarmu. [Tocie onepanuy NOABWIMCH
HEBPOJIOTUYECKUE HAPYIIEHNA (HIKHUI
TPYOBIN CMEMAHHBIN NTAPANapes, Hapy-
meHUe (PYHKIIUU TA30BBIX OPTAHOB),
HEPEABUTAIACH C OMOPON HA XOAYHKU.
Ha (bone peabrmuTaiuOHHOTO JIEYEHUs
OTMEYAJIACh MONOXUTENbHAA TUHAMU-
Kd C YaCTUYHBIM PETPECCOM HEBPOJIO-
TMYECKOU CUMIITOMATHUKY. Yepes 12 neT,
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B BO3pacre 51 roaa, B CBA3U C HECTA-
OUIBHOCTBIO META/UIOKOHCTPYKIIMU
u nepenomamu ten Tho, Thg M03BOH-
KOB (IIPOKCUMAJbHBIN YPOBEHD (PUKCA-
MY [IO3BOHOYHHKA) METAIOKOHCTPYK-
I[IMI0 YACTUYHO JIEMOHTUPOBAIH. [10371-
Hee Ha (POHE CHUCTEMHOTO OCTEOIIOPO32a
JANATHOCTUPOBANN KOMIIPECCUOHHBIE
nepenombl Te1 Thy,, Thy; MO3BOHKOB,
B CBA3H C 4€M OBLIA BBIOJIHEHA BEPTED-
porutacruka Thg, Tho, Th o, Thy; m03BOH-
KOB. B 3TOT e NEPHOJ KEHIINUHA OTME-
9aeT MOCTENEHHOE MPOIPECCUPOBAHUE
CA00CTH B HOT'4X, MBIII[AX TYJIOBHUIIA,
BEPXHUX KOHEYHOCTAIX.
ONEKTPOHENPOMUOTPAPHUIO NTAITUEHT-
Ke BbIIOMHIIN B 2010 T., GbUIH BBIABIEHDI
KOCBECHHBIE [IPU3HAKH PA/IUKYIOIATHH,
npenmymecTBeHHO C,—Cg KOPEMIKOB,
L,—Ls KOPEIIKOB C BTOPHYHON MUOJIH-
crpocueit. B 2020 r. npoBenu renetude-
CKHI1 aHAJIU3, TIPA KOTOPOM XPOMOCOM-
HBIX aHOMAJIMH He BhIABIEHO. Habmoma-
JTACb HEBPOJIOTOM TI0 MECTY JKUTEBCTBA
C AUATHO30M «BTOPUYHAS MHONATHA
TOC/IE ONEPAINI Ha TO3BOHOYHUKE>.
Hespomnorudeckuit CTaTyc npu nocry-
IJICHUU: B CO3HAHWH, KOHTAKTHA, OpH-
EHTUPOBAHA B MECTE U BPEMEHU. 3pay-
ku D = §, ¢poropeakyus coxpaHe-
Hd, HUCTaIMa HeT. [IBIKEHUE TTIa3HBIX
A6JI0K B MONHOM OObeME. [Ma3HbIE
NN U HOCOTYOHBIE CKNAJIKU CUMMe-
TPUYHBL f3BIK IPU BBICOBBIBAHUN PAC-
TIOJNIOXKEH MO CPEAHEN TUHUH, JIEBUA-
IIUU HET. [IU3apTPUN HET, apa3uu HET.
MEHHHIANBHBIX 3HAKOB HE BBIABICHO.
JIBIKEHNA B BEPXHUX KOHEYHOCTAX
OTPAaHMYEHBI, CHJIA MBI 710 4 6AJIOB
CJ1€BA U 10 3 6aIOB CTipaBa. CyXOKHUIb-
Hble peprekcel D = S. ToHyc B pyKax
HE U3MEHEH. [MIoTpO(uA MBI BEPX-
HUX KOHEYHOCTEN HE ONPEAEIACTCA.
JIBIKEHWA B HIDKHUX KOHEYHOCTAX Pe3-
KO OrpaHuYeHbl. CyXOXUIbHBIE ped-
JIEKCBI BBICOKUE. TOHYC B HOTaX CHIKEH.
Cuta MBI IPaBOM HUKHEW KOHEU-
HoCTH — () OAJIOB, JIEBOK — 710 2 Oan-
10B. ['unorpodusa Muimr 6ezep, rone-
He! U cTolL. KIOHOU/B! B CTOIAX C JBYX
CTOPOH. MBIIIEYHO-CYCTABHOE YYBCTBO
PE3KO CHUXEHO. bpromusle pediek-
CHl BBI3BIBAIOTCA. MO3dMYHAA TUIIECTE-
314 KOXH KOHEYHOCTEN U TYJIOBUIIA.
CHMIITOMBI HATSDKEHUS OTPUILATENBHBIE.

Mouencnyckanue o TUIY 33/ICPKKA
MOYH, CTYJ — CO CNAOUTENbHBIM. CaMO-
CTOATENBHO HE MEPEABUTACTCA, CaUTCA
C UCTIOb30BAHUEM BCIIOMOTATEBHBIX
CPEJCTB, CUAUT 6€3 OTIOPHI HENPOAOJI-
JKUTENbHBIN [IEPUOJ, BPEMEHMU.

[Ipu penrrenorpagun u KT BbIsAB-
JIEHA CKOMMOTHUYECKAA Ae(opManus
II03BOHOYHMKA C HATMYUEM 34JHETO
KOCTHOTO 0s10Ka Ha ypoBHE Th,-Ls
TI03BOHKOB, COCTOSIHUE IIOC/IE BEPTEOPO-
IUTACTHKH, JIEMEHTBI METAIIOKOHCTPYK-

11K Lg TO3BOHKA, OCTEOTIOPO3, JICreHe-
paTUBHbIC M3MEHEHHUS I03BOHOYHMKA
(puc. 1).

[Ipu MPT ABHOI OpraHMYecKoil
[ATOJIOTUH CIMHHOI'O MO3rd IEHHO-
ro, I'PYAHOIO U MOACHUYHOTO OTZEJIOB
[IO3BOHOYHYMKA HE BBIABJICHO (PUC. 2).

B cBA3U ¢ HECOOTBETCTBHEM KIMHM-
YECKON KapTUHBI JUArHO3y BTOPHYHOK
MUOIIATUH TIOC/IE ONEPATUBHOIO BMe-
IATEIbCTBA HA TO3BOHOYHMKE C yue-
TOM aHAMHE3a U JAHHBIX HEBPOJIOTHYe-

Puc. 1

enTky M, 51 roga, py NoCTyIVIEHUN

CIOHAMIOTPAMMEI B IPSAMOU M 6OKOBOI MpoeKIwsx (a) u ganHblie KT (6) maru-

Puc. 2

51 roga, Ipyu MOCTYILIEHAN

MPT mefHO-TPYAHOTO () 1 IOACHIYHOTO (6) OT/EN0B O3BOHOYHKKA MAIUEHTKY U,

17

AEOOPMALIMIM TTO3BOHOYHUKA

SPINE DEFORMITIES



XUPYPITUSA TTO3BOHOYHMKA 2022, T. 19. Ne 1. C. 15-21

HIRURGIA POZVONOCHNIKA (SPINE SURGERY) 2022;19(1):15-21

O.I. IIPYAHUKOBA W AP. [1POT'PECCUPYIOLLASL HEMAAMHOBASI MUOTIATUSA Y TTALUMEHTKM, HEOAHOKPATHO OTMEPUPOBAHHOWM HA ITO3BOHOYHMKE
O.G. PRUDNIKOVA ET AL. PROGRESSING NEMALINE MYOPATHY IN A PATIENT REPEATEDLY OPERATED ON THE SPINE

Puc. 3

DparMeHThI NapaMHOBBIX CPE30B MAPACIUHANIBHBIX MBIIIL IIPH HEMATMHOBOI MUOIIA-
THH: 2 — COXPAHUBIINECS MBIIICYHBIC BOIOKHA OOPAMIITIOTCS /IANOIATAMK; O — 06/H-
TepALus IPOCBETA COCY/, CUIIBHBII (PUOPO3 CPEAHEN OOOIOUKY; B — HEPBHO-MBIIIEY-
HOE BEPETEHO C YBEIMYCHHON COCAUHUTENLHO-TKAHHON KAIICY/ION, COXPAHUBIINAECSA
MHUOLIUTBI, MACCOBAS KUPOBAS MHBOJIOLMS MBIIIEYHBIX BOTOKOH; I' — 3TAIbl 3aMEIIe-
HUsL MEOLIATOB KHPOBBIMU KIETKAMU, BADUATUBHOCTb ;UAMETPOB BOJIOKOH U BHYTPEH-
HUE A7P3; /i — BHYTPUMBIIIEYHBIA HEPBHbIN CTBOJIUK C YTPAYEHHOHN ITUCTOCTPYKTYPOH,
C MACCOBOM fiereHepalye HEPBHBIX BOJIOKOH, COXPAHEH JIUIIb IIEPUHEBPUIL; € — MHO-
LUT € AU(QQPY3HBIM PACTIPEAEIECHIEM HEMAMHOBBIX CTEPKHEN (BBEPXY) M TOHITIOME-
PAThl HEMAIMHOBBIX TEN B MUOLUTE (BHU3Y); K — TEMHO-CUHUE HEMAMHOBBIE HUTH.
OKpacka: a-B — 0 MaccoHy; I, i — TEMATOKCUIMH-3031H; €, 2k — PTAH. YBenndenue:

a, B — 250x; 6 — 788x; 1 — 500x; 1, € — 1150x; 2x — 3500x

CKOTO CTaTyCa BCTAJ BOIIPOC O JUATHO-
CTHIKE NIEPBUYHON MHUONATHU. Hannune
MHOPO/IHBIX TeN Lg MO3BOHKA M JKeJa-
HUE TMAUEHTKN YAAIUTD 3JEMEHTHI
METAIIOKOHCTPYKIIUY ABUIUCDH MOKA-
3AHUAMH K ONEPATUBHOMY JIEYEHUIO
C UHTPAONEPAIVIOHHBIM 3a00pPOM Iapa-
BEPTEOPAILHBIX MBI /I MOP(OIOTH-
YECKOT'0 UCCEA0BAHMA. [1py maTorucro-
JIOTM9ECKOM HUCCIEA0OBAHUHN (PParMEHTHI
MBIIIEYHON TKAHU (PUKCUPOBAIH B PAC-
TBOpE 10 % HENTPANILHOTO (HOpMaIH-
H4, TIOCJIE TUCTOJIOTHYECKOI TIPOBOJIKU
3ATMBAIN B NAPA(DHH, OKPAITUBAIN TeMa-
TOKCUITUHOM-303UHOM, TPUXPOMHBIM
METOfI0M 110 Maccony u MeTofoM PTAH.

[Ipenaparsl UCCEAOBATH ITOCPEACTBOM
AIIAPATHO-IIPOTPAMMHOIO KOMILIEK-
ca Pannoramic MIDI II BF i nonyuye-
HUA IUAPPOBBIX U300PAKEHUI 110 TEX-
nonorun Whole slide imaging B pexu-
Max Single layer mode n Extended focus
(3DHISTECH, Benrpus) 1 CTepeOMUKPO-
cxona AxioScope.Al ¢ U poBoH Kame-
poit (Carl Zeiss GmbH, l'epmanus).

Pe3yiabrarsl
MakpOCKONIMYECKH B OIEPALUOHHOM
MaTepHajIe HAOMOLAIACh (PPATMEHTHI,

[7I€ OTCYTCTBOBAJIA TUITMYHAA MbIICYHASA
TKAHb, IPEOONAAIH TUIOTHAS PUOPO3-
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Hasd U KUpOoBad. [Ipy MUKPOCKOITMPOBA-
HHH B TAPA(PMHOBBIX CPE3AX BU3YAIN3U-
POBAIKCH MO C OOMMPHBIM KUPOBBIM
3AMEIMEHUEM MUOIUTOB M 3HAUUTEND-
HBIMU COEIMHUTENBHO-TKAHHBIMHY (ppar-
MEHTAMH; COXPAHUBIINECS MBIIICYHBIE
BOJIOKHA OBUIM HEMHOTOYHCJIEHHEI
(puc. 3d). BOIBIMKHCTBO COCYAOB apTe-
PHANBLHOTO 3BEHA OTIMYANIUCH BBIPA-
KEHHBIM (PUOPO3OM CPEIHEN OOONTOUKN
U (DaAKTUYECKU TIONHON O6NuTEpaueit
npocseta (puc. 36). Cocyabl BEHO3HOIO
pYyCIa HEPEAKO U3BUTBIE U TOHKOCTEH-
HBIE, YTO MOIJIO OOYCIIOBINBATb TEMOP-
parun. HepBHO-MBIIIEYHBIE BEPETEHA
MMENH HEOOBIMHO YBETMUYECHHYIO COE/IU-
HUTEBHO-TKAHHYIO KaIICYITy, 3ATIOMHEH-
HYIO KJIETKAMU HATIOJOOUE JTUIIOIUTOB
(puc. 38). Habmoganucy (pparMeHTh TK-
HU C MAOIIUTAMH CAMBIX PA3HOOOPA3HBIX
Pa3MeEpOB U CTENEHHU NPEOOPA30BAHNA
B JKHPOBBIC KIETKH, BU3YATU3UPOBATUCh
BHYTPEHHUE ApPd, OTMEYANUCH KOH-
TPAKTYPHO U3MEHEHHBIE (PPATMEHTHI
BOJIOKOH (puC. 3r). BHyTpUMblIIEYHbIE
HEPBHBIE IPOBOJHUKHU C TIPU3HAKAMA
TIOJIHOH MHBOJIIOLMY: HEPBHBIE BOIOKHA
K4K TAKOBBIE OTCYTCTBOBAIU JTUOO CHJIb-
HO JI6(OPMUPOBATUCH, BHYTPEHHEE IPO-
CTPAHCTBO (PUOPOTUZUPOBAHO (PUC. 371).
BO MHOXECTBE MBIIEYHBIX BONTOKOH
HA0/TI0/1a/IUCh HEMANTUHOBBIE CTEPXK-
HHY, OKPAIICHHBIE B TEMHO-CUHU I[BET
1o PTAH. Mentndpunmpopan 2 narrep-
Hd JIAHHBIX [TaTOJIOTHYECKUX CTPYKTYD:
Andy3HOE pACIPEEICHUE HEMATN-
HOBBIX T€JI IO BCEH IUIOMAN MUOLIU-
TOB B BUJIC MEJIKUX BKPAIUIEHNH (puc. 3¢,
BBEPXY CJIEBA) ¥ MUOILWTHI, I/l HEMA-
JIMHOBBIE CTEPKHU OOPA30BBIBANIA KOH-
[JIOMEPATHI PA3IAYHON KOH(PUTYPALIN
U IVIOTHOCTH, UX CKOIUIEHUA (PuC. 3¢,
BOJIOKHO BHHU3Y). Ha mposioNbHBIX cpe-
34X TIpU OOMBIINX YBEITMYEHUAX MOKHO
OBUIO WCHTU(UIUPOBATH TEMHO-CUHHUE
KOPOTKHUE OTPE3KNA HEMATMHOBBIX HATEH
(puc. 3x).

00cy:xIeHue

HeMmamHOBbIE MUOIATHUY — COBOKYITHOCTD
TEHETUYECKUX MTATONOTUI CO CXOAHBIMU
KIMHAYCCKUMU IPOABICHUAMH, KOTOPBIC
XAPAKTEPU3YIOTCS BEIPAKCHHBIM HapyILIe-
HUEM CTPYKIYPBI MBIIEYHON TKAHH C POp-
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MMPOBAHHEM B HEll aHOMAJIBHBIX HUTEIIO-
JIOOHBIX WX MJIOYKOBH/IHBIX CTPYKTYP.
[Ipr 3TOM JJOCTOBEPHO ONPEAETUTD STHO-
JIOTUIO HEMAIMHOBOM MMOIIATUH (OTBET-
CTBEHHBIV 34 €€ PA3BUTHE T€H U XapaKTED
€TI0 JIE(EKTA) YIAETCA TOMBKO B IIOJIOBUHE
CJTy9a€B, 9TO YKA3BIBAET HA HE34BEPIICH-
HOCTb M3Y4EHHA JAHHOTO 3260/1€BAHUA
[4,5].

[IpuuuHAMU Pa3BUTHS HEMATUHO-
BOI MUOIATHY ABJSIOTCS TEHETUIECKUE
IeEKTHI, TPUBOAAIME K (POPMHUPOBA-
HUIO0 aHOMAJIBHBIX (DOPM CTPYKTYPHBIX
©E/IKOB MBIIIEYHON TKAHU, B OCHOBHOM
CAPKOMEPHBIX IPOTEUHOB. B pesy/braTe
3TOTO HAPYIIAIOTCS TIPOLIECCHI COKPAITE-
HUSL MBIIIIL, A B PAJIE CTy4aeB U UX Gop-
MHPOBAHHUE, YTO IIPUBOAUT K IOSIBIICHHIO
BPOX/IECHHBIX (DOPM JJAHHOTO COCTOSHHAL.
Ha ceropHsnHmi IeHb YAAIOCh UIEHT-
(bUIMpPOBaTh 7 IEHOB, MyTAIUN KOTOPBIX
OTBETCTBEHHBI 31 PA3BUTHUE HEMATHUHO-
BOW MHOIIATUH, OfJHAKO, KaK OBUIO yKa-
3aHO BBIIIE, OHU OOYCIOBIUBAIOT JIUIIb
IIOJIOBUHY BCEX CIY4A€B 3a00ICBAHYA.
Kpowme Toro, cymecTsyer (popma maTo-
JIOTUM C OTCPOUYECHHBIM HAYAJIOM, [I0Pa-
JKAIOIAA B OCHOBHOM B3POCIIBIX JIIOZEH.
Kak nokazanu 6o1ee nofipoGHbIe UCCiIe-
JOBAHHUA, OHA YaIE BCETO OOYCIOBIE-
Ha NIPUOOPETEHHBIMU ayTOUMMYHHBI-
MU HaPYIIECHUAMY, 4 HE TEHETHYECKUMU
(axropamu [4, ).

[ToMuMoO K1accu(pUKaLUm, CO3/1aH-
HOH Ha OCHOBE JJAaHHBIX COBPEMEHHON
TeHETHKY, HEMAIMHOBAS MUOIATHS TaK-
K€ PA3AEIIETC IO CBOMM (DEHOTUIIH-
YECKUM TIPOSIBICHUSM HA BPOK/IEHHYIO
(TUINYHYIO, IPOMEKYTOUHYIO U TSIKe-
JIYIO PA3HOBUJHOCTH) U IOBEHHUJIBHYIO
(bopMbL. B3arMOCBSI3b 3TUX IBYX CUCTEM
KIACCU(UKAIMHN JOCTATOYHO YCJIOBHA —
PA37NYHbIE MyTAIUN OJHOT'O U TOT'O
e TeHA MOTYT HPUBOJUTD K PA3BUTHIO
TSDKEJIBIX U TUIWYHBIX BPOXKICHHBIX
(bopM N I0BEHWIBHON Pa3HOBHUIHO-
cru 3a6onesans [1, 4-6).

Boigendor 7 BAPUAHTOB HEMAJIU-
HOBOW MHONATHH, PA3MUIAIOMUXCS
BAPUAHTAMU I'€HETUYECKUX MYTAIHIT
(NEM-1- NEM-7).

dopma, MAaHUDECTUPYIOAS B JET-
CKOM BO3DACTE (KK B HANIEM CIy4ae),
COCTABJIAET OKOJO 12 % Ciryyaes U Ipej-
CTaBJI€HA OTHOCHUTENILHO HEHAPYIIEH-

HBIM IBUTATEIBbHBIM PA3BUTUEM B PaH-
HEM JeTCTBE. B KOHIIE 1-rO min Havane
2-TO JICCATUIETHUA KU3HU Y MAIIUEHTOB
Pa3BUBACTCA X HAYMHAET ME/IEHHO IPO-
TPECCUPOBATD AUCTAIBHAL U MPOKCH-
MaJIbHAS MBIIIEYHAA CTA60CTh. MuMmye-
CKast MyCKY/IaTypa, CEPILE ¥ AbIXATCIb-
HbIC MBIIIIIbI HE 3ATPOHYTHI [4, 6].

[Ipu anammse 143 NaLUEHTOB C HEMA-
JUHOBOH Muomnaruen Ryan et al. [7]
IIOKA3BIBAIOT, YTO Y MECTH NMAIUEHTOB
00JI€3Hb PA3BUIACH B BO3PACTE OT 41
10 59 JIeT, IIpU 3TOM Y YETBIPEX YEN0-
BEK CUMIITOMBI UMENUCh HA TIPOTSLKECHUN
20 ner 10 MOCTAHOBKU AMarHo3a. Y 19
60JbHBIX 3200J1€BAHUE MAHUDECTUPO-
BAJIO B IOJAPOCTKOBOM BO3PACTE.

J1s1 TATOTUCTOJOTAYECKOTO UCCIe-
JOBAHUA IPHU HEMATMHOBOU MHOIA-
TUN X4PaKTEPHA NOBBIINIECHHAA Ba-
pUa6ENbHOCTh JUAMETPOB MHUOIU-
TOB ¢ OMMOJAIBHBIM PACTIPEAENEHUEM
Ha TMCTOTPAMME; BHYTPEHHUE Apa,
UX YBEINYEHHOE YUCIO, PUOPO3 3H/O-
U TIEPUMU3HA, HEKPO3 MBIIEYHBIX BOJIO-
KOH [§], YTO OTPAKEHO B NPOBEAECHHOM
UCCIE0BaHAY. HEMATMHOBBIE CTEPXKHU
MOTYT PACHPEAENATHCA KaK JUPPY3HO,
T4K U B BUJIE CKOIUIEHWI HENPABUILHON
(hOpMBI B IIUTOIIA3ME MUOPUOPUILT
U BCTPEYAIOTCA NPEUMYIIECTBEHHO
B MEJIKUX MUOUMTAX [8]. DIEKTPOHHO-
MUKPOCKOITMYECKH BBIABIAIOTCA CTPYK-
TYPBl CTEPKHEBUAHON UK ANULEBUJ-
HOU (DOPMBI; HEMAJIMHOBBIE TENA UMEIOT
AHAIOTUYHYIO Z-JUCKAM PEMETYATYIO
CTPYKTYpY. IIpeanonaraeTcs, 9To Ipudn-
HA Pa3BUTHA TATOJIOTMYECKUX CTPYKTYP —
3TO JIaTE€PATbHAA SKCIAHCHSA Z-JUCKOB:
JNIEKTPOHHO-TUIOTHBIN MATEpUA HEMA-
JIMHOBBIX CTEPKHEN MOXET POCTUPATD-
€A OT Z-JUCKA B CApPKOMEP, KOTOPHIN
JOCTUTAET COCEHETO Z-IUCKA, — MOTO-
KOBas 1epeada [8]. TOHKME HUTH aKTHHA
COEAUHAIOTCA C PEMETYATON CTPYKTY-
POV HEMUTMHOBBIX CTepAHEN [8]. ToHKad
HHUTb — OCHOBHAS COCTABJIAIONAA Cap-
KOMEpPA, Ha 3TOM YPOBHE COKPAIECHUA
TIPY HEMAIMHOBOY MUONATUHN BO3HHUKAET
MBbIIIEYHAS CIa00CTh. I'en NEM2 xopu-
pyer 6enok nebulin, MyTanuy ABIAIOTCA
OCHOBHO¥ NIPUYUHON MUOIIATHH, OOHA-
pyenst B 66,7 % ciydaes. ACTAI Koju-
pYET OENOK o-aCtin, MyTaIiK B KOTOPOM
O0yCIOBIMBAIOT 15-25 % 3260/1€BAHUIL
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Besky, KOMPYIOMMECs: ATUMU TeHAMH,
VYIACTBYIOT B (QOPMHUPOBAHMH MBIIIEYHO-
'O TOHyCA ¥ COKpaIeH1y Mblmiil, Mccie-
JI0BaHA POJIb Ie(hEKTOB SIPA TIPU HEMA-
JIMHOBOM MUONATHH. JJucOamaHc Koma-
T€HOB BBI3BIBACT (PUOPO3 COCYAUCTON
CTEHKHU U, KAK CIEJICTBUE, OKKIIO3HIO
IPOCBET4; YCTAHOBJEHA POJIb KOJUIATeHa
tunos I, I, IV, VI, XV, XVIII B obecrieye-
HUU TeMOoCTa3a. Pudpo3s u obmureparyis
COCY/IOB MOTYT OBITh OHON U3 IPUYNH
MHUIUALMH TTATOJIOTHYECKOTO IIPOLIECCa
B MbIIIIIAX [4, 8-10].

MuUOLMTH JIOAEH ¢ HEMAJIMHOBOU
MUOIATUEN UMEIOT XaPAKTEPHBIC HUTE-
BU/IHBIE OOPA30BAHN, HO JJAHHBIE CTPYK-
TYpBl MOT'YT BCTPEYATHCS U IPU APYIUX
3a6onesanudx [9, 10]. B cBa3u ¢ a1uM
11 TIOCTAHOBKY TIPABUJIBHOTO IMATHO34
HEOOXOUMO IPOBOJUTH MOP(OIOTU-
YECKOE UCCIEA0BAHNE OHOMTATOB TI0Pa-
’KEHHBIX MBIIIII, MOJIEKY/IIPHO-TEHETHYe-
CKHE TECTBl U YUUTBIBATH KIMHUYECKUE
CUMITOMBIL TakKe BaKHA IPEHATAIbHAS
JIUATHOCTHKA, AMHUOIIEHTE3, GUOTICHS
XOPHUOHA, CKDUHUHT HOCUTETIEN.

CenexTUBHOE MOPAXKEHUE PA3HBIX
MBIIIEYHBIX TPYHIT (POPMUPYET ONPEfE-
JIEHHBII TIATTEPH [IPU MATHUTHO-PE30-
HAHCHOM HCCJIEIOBAHUY, YTO ITOMOTI'-
€T IIPU BBIOOPE IEHETHYECKOTO aHAN3a
HOCJIE TOTO KAK IMarHO3 HEMAJIMHOBOM
MHOIIATUU NOCTABNEH IO PE3YIBTATAM
MBIMEYHOU GUOTICHU. [T HEKOTOPBIX
THUIIOB HEMAIMHOBON MUOIATUY (MyTa-
1y reHa ACTAI, myranuu NEB) omnpe-
JeNEHA CHEIU(PUUHOCTD TOPAKEHUSA
MBIIII; MBIIIBL 6€/Pa, TIEPEHSA 6Ob-
mebeprioBast, KIMOIOBUIHAS WU UKDPO-
HOKHBIE MBIIIIIBL, [V IPYTUX Celudu-
YECKUI MATTEPH MBIEYHOTO MOPaKE-
HUS HE ONUCaH. KpoMe TOro, CTeneHb
W3MEHEHUS MBI ONIPEETIETCS ThKeE-
CTBI0 KIMHUYECKUX NPOSBICHUN 3260-
nesanw [4, 6, 11].

MarepuaioM 11t MOP(OTOTHUECKOTO
UCCIIEIOBAHNSA PEKOMEH/IOBAHBI HAUOO-
Jiee TOPAKEHHBIE MBIIMIIB HIKHUX KO-
HEYHOCTEH — MBIIIIIB 6€jpa WK roe-
Hu [4, 11]. [IporpeccupoBanue 3a601€-
BAHUSA C TIOPLKEHUEM MBIIIIL] TYTOBHUII,
0 YeM CBUJICTENBCTBYET (POPMUPOBAHUE
IeopMaK MO3BOHOUHUKA, MOXKET
NpPEeAnonaraTb UHGOPMATUBHOCTD
UCCJIENOBAHUIN MTAPABEPTEOPAIbHBIX

AEOOPMALIMN TTO3BOHOYHUKA

SPINE DEFORMITIES



XUPYPITUSA TTO3BOHOYHMKA 2022, T. 19. Ne 1. C. 15-21

HIRURGIA POZVONOCHNIKA (SPINE SURGERY) 2022:19(1):15-21

O.I. [IPYAHUKOBA U1 AP. ITPOTPECCUPYIOLLIASL HEMAAMHOBAS MUOTIATUA Y TTALIMEHTKW, HEOAHOKPATHO OTIMEPMPOBAHHOWM HA TTO3BOHOYHMUKE
O.G. PRUDNIKOVA ET AL. PROGRESSING NEMALINE MYOPATHY IN A PATIENT REPEATEDLY OPERATED ON THE SPINE

MBI (MHTPAOIEPALMOHHBIN MATEPU-
1), YTO OTPAKEHO B NPE/ICTABIECHHOM
HAOMIOICHHH.

[Ty6aukanuit 06 0COOGEHHOCTAX
U TEYEHUH JIe(POPMAIIHIT TO3BOHOUHHKA
NP HEMATMHOBOY MUOIIATUH HE HAV/IECHO.

[Io panHHbIM muTEpATypHI [3, 12], 0cO-
OEHHOCTBIO MCXOJ0B HEHPOMBINIEY-
HOTO CKOJIMO034 Y B3POCIBIX SABIACTCA
NPOTAKEHHAA TIOJIOTAS JIyra TPYAHOTO
U TIOSICHUIHOTO OT/IENOB TO3BOHOYHKKA
C BBIPAKECHHBIM IIEPEKOCOM TA34, HAMH-
YUeM THIEPKA(O3a WK THNEPTIOPA032
MO3BOHOYHUKA C COOTBETCTBYIOMNAMHI
HAPYIEHUAMA GATTAHCA TYJIOBULIA. DTU
MAIMEHTBl UMEIOT TPYObIE HEBPOIOTHU-
YECKUE NPOSABIEHNUA OCHOBHOIO 3260-
JIEBAHNSA, OTPAHNYEHBI B [IEPE/IBIDKCHAN
U BEPTUKAIU3ALUN B TIOJIOKCHAN CHJIA.
YacTp 320071€BAHUI CONPOBOKAAETCA
BBIPLKECHHBIMY U3MEHEHUAMY CO CTOPO-
HBI JIBIXATENBHOMH, CEP/ICYHO-COCYUCTOH,
MOYEBBIIETUTENBHON CUCTEM. BONbHBIE
UCIBITHIBAIOT 3ATPYAHEHNE IIPH TIpHE-
M€ INUIIHY, €€ YCBOECHUH, OTMEYAIOTCA
IPOrPECCUPYIONIAS TUIIOTPOMHS MBI
TY/IOBUIIA X KOHEYHOCTEH, KOHTPAKTYPBI
CYCT4BOB, OCTEOIECHHUAL.

PerpoCeKTUBHEIN aHAIN3 TIPEZCTAB-
JFEMOTO KIMHUYECKOTO CJIy4ast IIOKA3bl-
BACT, YTO NEPBUYHO 3200/ICBAHNAE MAHU-
(heCcTHpOBAO B OAPOCTKOBOM BO3PACTE
Ha (oHe AedopManyy NO3BOHOUHUKA.
PemurTupyromee TeyeHue 3a601€BAHUA
C 3MU30/IaMH1 HEBPOJIOTYECKUX HAPYIIIE-
HOY YK€ B TOT NEPHOJ KU3HN KEHITUHBL
MOIJIO IPEATIONOKUTD HEUPOMBIIIEYHBIN

JIureparypa/References

Xapakrep 320071€BaHus. BrIONIHEHHOE
OIIEPATUBHOE JIEYEHHE 110 KOPPEKIIUH
Ie(hopMalliy TO3BOHOYHHUKA YCYTYOMIO
HEBPOJIIOTUYECKUH CTATYC B BUJE CTOM-
KOTO CHYDKEHUS CHJIBL MBIIII] U YyBCTBU-
TENBHOCTH HIKHUX KOHEYHOCTEN. Hes-
POTNOTUYECKUE IPOABICHNS ObUTN IPUHSA-
THI 34 TIOC/ICONIEPAITMOHHBIE N3MECHEHUA.
JlanpHelmee IpOrpecCUpoOBAHKUE Mape3a
MBI HIDKHUX KOHEYHOCTEN U TYJIOBHAIIA
TAKKE PACIEHEHO KAK CTIE/ICTBUE MHCTPY-
MEHTAIBHON (PUKCAIIMN TTO3BOHOYHHUKA,
TIPEKIE BCETO, B CBA3H C PA3BUTHEM HECTA-
OWIBHOCTU KOHCTPYKIMK HA (DOHE CHHU-
JKEHUA TUVIOTHOCTH TIO3BOHKOB U (DOPMHU-
POBAHNSA KOMIIPECCUOHHBIX MIEPETIOMOB
TIO3BOHKOB. BBHITIONHEHHBIE ONIEPATHB-
HBIE BMEIIATENLCTBA 110 YAAICHUIO Me-
TAVIOKOHCTPYKLIY ¥ BEPTEOPOILIACTHKA
HE U3MEHWIN HEBPOJIOTUIECKHI ACUIAT
1 (DYHKUMOHATIBHBIN CTATyC IALMEHTKH.
Jlaxe BBIOJHEHHBIE B TOT NEPHOJ CTIEN-
upuyecKue MeTozpl MarHocTiky (PHMI
Y TeHETUYECKUI QHAIN3) HE BbIABIIIN [IPY-
YHHY 3a00/IEBAHML

HeyxnonHnoe mnporpeccupoBanue
320071€BAHNA C IPUCOECAUHEHUEM CJId-
60CTH MBIII] BEPXHUX KOHEYHOCTE,
OONE3HEHHBIMU CIIA3MAMU U 3ATPYAHE-
HHMEM TVIOTAHUA MO3BOJIWIO NPEATIONO-
JKUTD UHYIO 3THOJIOTHIO, IPOBECTH MOP-
(hOMOrNYECKOE UCCIEAOBAHUE MBIIIL]
1 YCTAHOBUTb JIUATHO3.

[IpoBeICHHBIN NTOCIE BBHIIUCKY T1a-
IIMEHTKH U3 CTAIIMOHAPA MOBTOPHBIN
TEHETUYECKUY AHATU3 YACTBIX MyTaLi
B rene PLOD u obnactsax rena FKBP14

(OTBETCTBEHHOTI'O 34 CUHAPOM Depca —
JIaHI0) TATOTEHHBIX U BEPOATHO MATO-
TEHHBIX BAPUAHTOB HE OOHAPYKIIL

3aKi1oueHue

O1ieHKa HEBPONOTUYECKOTO CTATyCd
1 CO0P AHAMHE32 ABISIOTCA OOA34TEBHOMN
COCTABJHIOIEH IIPU OOCIEIOBAHUY T1a-
IMEHTOB C e OPMAIMAMI O3BOHOYHHIKA.,
BoisaB/ieHHE HEBPONIOTUYECKUX HAPYLIEHHUI
ABJIACTCA IOKA3AHUEM /Y1 KOHCY/IBTAINN
Y HEBPOJIOTd U TEHETHKA.

[Iposepenre MPT Mbimy TynoBrma
(Tipexze BCEro, HIDKHUX KOHEUYHOCTEN)
HE BCEI/A OTPAKAET CTENEHb MOP(OIIO-
TMYECKUX U3MEHEHUI MBI,

OTpULIATENbHBIN PE3YILTAT [EHETH-
YECKOTO TECTA HE UCKII0YAET TeHETHYE-
CKOT'O XAPaKTEPa 3200/I€BAHYS, TIOCKOb-
KY BBIABJICHUE BCEX MYTAL[UH TEHOB
B HACTOSAIIEE BPEMsI HEBO3MOXKHO.

[TaTOTUCTONMOrMYECKOE UCCIEI0BAHIE
GUOIITATA MBI SIBIETCS JOCTOBEPHBIM
JIUATHOCTUYECKUM TECTOM IPU HEHPO-
MBIIIEYHBIX 3300/IEBAHUSX.

3260p ONEPALUOHHOTO MaTEpHUa-
JI4 TIPY OTIEPATHUBHBIX BMENIATEIBCTBAX
Y MAIUEHTOB C HEUPOTEHHBIMH J€(Op-
MALUAMU TI03BOHOYHUKA TO3BOJIET
YTOUHHUTD WIH, KAK B IIPUBEACHHOM KIIH-
HHUYECKOM CJIY94€, YCTAHOBUTb ITHOJIO-
THIO OCHOBHOT'O 3200/ICBAHML.
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