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HacnenoctBeHHble CUHOPOMDI

PeTpocnekTuBHas MOHOLIEHTPOBAas
koropta (n=121)

[Mepvnon Habopa naumeHToB: 2012 —
2021

2-60 / & -61

OTtpaneHHbIn pesyneraTt: 1-8 ner

OcHOBHbIe BUAbI FreHETUYECKUX
3aboneBaHni c BepTedOpanbHbLIM
CUHOPOMOM:

-Avcnna3suun — 54 nauueHTa

-bone3Hn HakonneHunsa — 15 nauneHToB

-XpOMOCOMHbIe aHOMarnum — 52 nayueHTa

[CobcTBeHHbIe 1aHHble aBTopa]



OpddaHHbIe 3aboneBaHuA

B LleHTpe Nnu3aposa pa3spaboTaHbl NPOTOKOSbI BEAEHUS N ONepPaTUBHOIO
neyYeHns naTonornm NO3BOHOYHKKA Yy NauNeHTOB C OpdpaHHON naTonornen.

Penkue 3aboneBaHna oTHOCATCA K 3aborneBaHUsiM C MyNbTUCUCTEMHOM
naTosiorum.

3anor ycnexa BeeHuns, AnarHoCTMKM 1 nedeHns nauneHToB C peaKown
NnaTonornen — 310 TONbKO crnaeHHaqa padorta MynsTUANCUUNIIMHAPHON
komaHabi!!!

PaCCMOTpI/IM AaHHbIE€ MNMPOTOKOJ1bl Ha rNnpumMmepe AnarHoCTukKn n fieveHns
NnauneHToB C pa3J/IMv4HbIMUN TUNAMU MYKOMNOJINCaxapunagoasa.



OnpepeneHune

Mykononncaxapuaosbl (MMC) - rpynna
HacneacTBeHHbIX bone3Hen obmeHa
BELLECTB, CBA3aHHbIX C HAPYLUEHWEM

MmeTabonnsma rnmkosammHoramkaHos (FAT),

nPMBOAALLAA K NOPAXKEHUIO OPraHoOB U

TKaHen. ObycnoBneHbl AaHHblE
3aboneBaHUA MyTauMs MU FEHOB,

KOHTPONIMPYHOLWLMX NpoLecc
BHYTPWU/IN30COMHOFO rMAp0an3a
MaK pON\Oﬂ e Kyﬂ . i

BEPTEGPAAbHBIM CUHAPOM T1PU PABAMYHBIX
TUTTAX MYKOTTIOANCAXAPMNAO3A:
OCOBEHHOCTWU KAMHMKW N AEHEH NS

C.0. Pa6ux’, I1.B. Ouuposa’, A.B. Ty6un’, C.B. Konecos?, A.A. Kona6oscxuii?, A.H. Tpempaxosa', T.B. Pabux!,
C.H. Medsedesa®, A.M. Casun’, A.B. Bypyes', M.C. Catipymdunoe’
"Poccuticxutt nay yewmp «Boce 2 mp uof
um. axad. I'A. Uausaposas, Kypeaw, Poccun
wuth ucened Kutt yewmp mf
um. H.H. Npuoposa, Mocxea, Poccus




1030HOMIEA VONOCHNIEA (SHINE SURGE
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BEPTEGPAABHbBIN CUHAPOM T1PN PASAUYHBIX
TUTTIAX MYKOTTOAMCAXAPMAO3A
OCOBEHHOCTWU KAMHUKWN N AEHEH WS
C.0. Pa6ux', I1.B. Oxuposa’, A.B. T'y6us', C.B. Konecos?, A.A. Koaboscoxui®, A.H. Tpemsaxosa', T.B. Patux!,

C.H. Medsedesa', A.M. Casun', A.B. Bypuyes', M.C. Catipymdunce’

Boc wnas ram. o

Knaccudukauumsa

IPoccuficxuts waywwnt y

2Hayuonanswats meduyunc

Tabnuua 2

Oproneanieckme IposIBAEHMS TATOAOTMN B 3aBMCMMOCTH OT THITA MyKoroaucaxapuposa (MIIC) [8, 10—17]

Tun / curapoM

MIIC 1/ I'vpaepa

MIICT1 / Typaepa — Ilere, [Tlere
MIIC II / XanTepa

MIIC IIT / Candmamnno
MIIC 1V / Mopxuo

MTIC VI / Maporo — MNamu

MIIC VII/ Caasa

MIIC IX / aedpuumr

rmanypoHmMAa3bl

Kannamnueckmne npossaenmns

MHoXecTBEHHBIM AM3OCTO3, AMCIIPONOPIMOHAABHBII HAHM3M, MHOXKECTBEHHBIE KOHTPAKTYPBI B CYCTABaX, CHHAPOM
KaprnanbHOro KaHana, 3y00BMAHAS KOCTh, ATAAHTOAKCHAaNbHAS HECTaBMABHOCTb, AMCIIAA3MS] BEPTAYIKHOM BIIAAMHBI,
coxa valga bilateralis, genu valgum, cTeHO3MPYIOLUMI AMTAMEHTHT

Bonee msirkne riposisnenns cuappoma I'ypaepa

MHoxecTBEeHHBIN AMIOCTOZ, AMCIIPONOPIHMOHAABHEBIN HAHM3M, MHOJKECTBEHHBIE KOHTPAKTYPEI B CYCTABaX, CHHAPOM
KaprnanbHOro KaHana, 3yD0BMAHAS! KOCTh, ATAAHTOAKCHANbHAS] HECTADMABHOCTDb, AMCIINA3MS] BEPTAYXKHOM BIIAAMHBI,
coxa valga bilateralis, genu valgum, cTeHO3MPYIOUHMI AUTAMEHTHT

TonbKo nerkme coMaTHIeCKie MPOABAEHNS], CYOHAHM3M, YMepPeHHbIE KOHTPAKTY P ( B OCHOBHOM B NOKTEBbIX CYCTABAX )
Tsprenast AMCIIAA3MS CKEAETA, MHOMKECTBEHHBIN AM30CTO3, AMCIPONOPIMOHAABHBIM HAHW3M, TMIIEPMOGUABHOCTD
CYCTABOB, 3y DOBMAHAS KOCTh, ATAAHTOAKCHANBHAS HeCcTabMAbHOCTL, coxa valga bilateralis, pyicninasmst BepTay»XHOM
BIHAAMHBI ¢ HAPYIIEHHEM COOTHOMEHWH B Ta300eA PEHHBIX CYCTaBax, genu valgum, pAepopmalymuu cTor, AedpopMaljun
PPYAHON KAETKH

MHoKecTBEHHBIN AM30CTO3, AMCIIPONOPIJMOHANBHLIM HAHM3M, KOHTPAKTYPhI B CYCTaBax, CMHAPOM KaprnanbHOro
KaHana, 3y0OBMAHAS KOCTE, ATAAHTOAKCHANRHAS HECTAOMABHOCTL, AMCIINA3MS BEPTAYKHOM BIAAMHEL, coxa valga
bilateralis, genu valgum, creHo3MpyIOUMIT AMraMeHTHT, AepOPMALSI TPYAHON KNETKH

MHoXecTBEHHBI AM30CTO3, AMCIIPONOPIMOHANLHEIN HAHM3M, KOHTPAKTYPLl B CYcTaBax, 3yDOBHMAHAS KOCTB,
ATAdHTOAKCHANbBHAS HECTAOMABHOCTD, AMCIINA3NSI BEPTAYIKHON BIIAAMHBI, Ae(pOpPMAIis TPYAHOM KAETKN
Cy6GHannuaM, runepTpodust OKOAOCYCTABHBIX MACC, Y3A0BATHIE CHHOBHANABHBIE MACCHI € BBITIOTOM B CYCTABaxX, 3p0O3NN

BEPTAYIKHOM BIIAAMHEI




AnarHocTuka

[CobGCcTBEHHbIE faHHble aBTOPA]



MynbsTucuctemMHoe 3aboneBaHue

OcHOBHOMU:

/kaononwcaxapwuos 1 Tuna (cMHapoMm I ypriepa). \

*[1porpeccupyroLLimnin TAXKEnNbIn KNpo3 rpy4o-nosACHUYHOIO oTaena
NO3BOHOYHMKA. YMEPEHHbIV HMXKXHUW Napanapes.

ConyTcTBYyHOLWNN:

*CoCTOsIHME nocne annoreHHoW TPaHCnIaHTaLUnumM reMono3TUYECKMX CTBONOBbIX
KITETOK.

*Peakumsi TpaHcnaHTar NpoTuUB X03siMHa B BUAE MYyKO3naa noJioCtun pTa.

KpoBgaHaga xummepa.

*Peumaunsunpytowmim o6CTpyKTUBHbLIA DPOHXMUT.

Q(pOHMLleCKw‘/’l ageHonaut (ageHongbl 2-3 CT).
*BHYTpeHHAa rmgpouedanus.

«[IBYCTOPOHHSASA CEHCO-HEBPArbHas TYroyxocTb 1-2 CTENEHM.
*[loMyTHeHMe poroeuLbl obonx rnas. g

MHUYECKOe HaG/IIOAEHY
https://doi.org/10.15690/pf.v18i1.2221
N.B. Ouuposa, C.0. Psbix, T.B. Pa6bix

*3agep)KKka NCMXNYeCcKoro pa3BuTuda. | ,

o Toptan Potcucnss Gercpou
0C06EeHHOCTU XUPYPIrUYECKOoro ie4eHus

naTo/IoruM NO3BOHOYHMKA Y NaLuueHTa
¢ cuiapomom l'ypnep
N

rop,
"

[CobcTBEHHbIE [aHHbIe aBTOopa]




MynbsTUAMCUMNNNHAPHbIM NOAXOA

v HeBporor

v [Tlegnatp / TepanesT
v [lynbmoHonor

v Kapguonor

v [acTpoaHTeponor

v HyTpuumonor (guertonor) .

v OpTtonen-septebponor

KomaHaHas pabota !!!

v AHecTe3unonor-peaHmmaronor



XXAJIOBbI

-ObICTpas yctanocTb

-005In B KOHEYHOCTAX

-Harfinyme «CKOBaHHOCTM B CyCTaBax»
-yXygleHne noxoaKku

-HapyweHne 4YyBCTUTESIbHOCTHU

-HapyLieHue (pyHKLMM Ta30BbIX OPraHoB

-OTCYTCTBME XOAbLObI



YyuutbiBag MyNbTUCUCTEMHOCTb OPdaHHbLIX

3aboneBaHul naynueHTam nNnpoBOAUITUCH
crnegyroLline MeToabl UccrneaBaHus:

BceMm naumeHTam npoBoauinCb  MHCTPYMEHTallbHble UccnegoBaHuA, KOTOpbie
NPUHATbI KOHCEHCYCHbIM MHEHUEM JKCNepToB KakK 6a3oBble :

- BepTuKanbHan DeHTFeHOFDaQMH NO3BOHOYHUKA B NPAMON 1 OOKOBOW NPOEKLUAX;

- KT kpaHuoBepTeOpanbLHOro nepexona, LWEWHOro, rpyaHoOro, NOSCHUYHOro oTaesnoB
NO3BOHOYHUKA,

- cbyHkumoHanbHasa KT wenHoro otaena no3BOHOYHUKA C MaKCUManbHbLIM CrnbaHuem um
MaKCUMallbHbIM _pa3rnbaHuemM C uenbl BbIABIEHUA HECTabubLHOCTU U 3y6OBMOHOMU
KOCTMU;

- MPT kpaHuoBepTebpanbLHOro nepexoaa, LWeMHOro, rpyaHoro, NOSCHUYHOro oTaesrios
NO3BOHOYHUKA C Lenbio onpedeneHnsa o4yaros MmernonaTtTum U CTeHosa.

B kauyectBe onuuu BbinonHanacb KT Tpaxeu U nerkmx _ansa U3yvyeHuss BapuaHToOB

dHaTOMUU Tpaer-GpOHXMaHbeIX nyTen C Uenbi UCKNKYEHUs aHoManuu pa3BuTuAa

TBO no Tuny (Tpaxeomansauu), oyaroB aTenekra3oB U N’MMNO3KTa30B.




HeBponoruyeckumn crtatyc oueHmBanu no wkane Frankel.

BblpaXXeHHOCTbL MUenonaTum NpoBOAUIIN:

- _no _moauduumpoBaHHoun Lkane fAnoHckon Optoneamyeckon Accoumaumm mJIOA

JOAScore

- wkane Hypuka (Nurick scale)

OueHKYy MOTOPHOro craryca npoBoaunacb No TeCTY6-TUMMHYTHOW Xxoabbbl (6MWT):

MHTEerpanbHas 6anbHaa oueHKa q_)VHKLIMOHaHbHOFO cTaTtyca

OueHKY HapyLleHUs XU3HeOeATeNbHOCTU U poneBbIiX orpaHquHMﬁ nposoaunun no

wkane FIM (Functional Independence Measure — Mepa ®PyHKLUMOHANbLHOMN

He3aBucumocTu)

A1THn WKanbl NPU3HaHbI Hanbonee BaliMaAHbIMU LKa/laMUu ans OLeHKHU

HeBPOJTIOrM4eCKoro un @VHKLIVIOHaHbHOFO cTatyca nauneHToB C pa3indHdbiMU TUNnamu

MyKonosnuncaxapmnogo3oB.




BepTteOpanbHble CUHAPOMDbI

1. [Hedopmaums:
*  Kugo3s
*  KM(poCKONmMo3s

2. CteHos

3. HecTtabunbHOCTb

4. [pobnembl «CMEXHbIX CETMEHTOB»

. NEONATPUYECKAA

DAPMAKOIOI'NA /2021/ TOM 18/ Ne 1

C. O. Psb6bIx, N . » N

I . I L i

Xupyprus n03BOHOYHUKA,



https://www.spinesurgery.ru/index.php/jour/search?authors=%D0%A1.%20AND%20%D0%9E.%20AND%20%D0%A0%D1%8F%D0%B1%D1%8B%D1%85
https://www.pedpharma.ru/index.php/jour/search?authors=%D0%9F.%20AND%20%D0%92.%20AND%20%D0%9E%D1%87%D0%B8%D1%80%D0%BE%D0%B2%D0%B0
https://www.pedpharma.ru/index.php/jour/search?authors=%D0%A1.%20AND%20%D0%9E.%20AND%20%D0%A0%D1%8F%D0%B1%D1%8B%D1%85
https://www.pedpharma.ru/index.php/jour/search?authors=%D0%A2.%20AND%20%D0%92.%20AND%20%D0%A0%D1%8F%D0%B1%D1%8B%D1%85
https://www.pedpharma.ru/jour/article/view/1944
https://www.pedpharma.ru/jour/article/view/1944
https://www.spinesurgery.ru/index.php/jour/search?authors=%D0%9F.%20AND%20%D0%92.%20AND%20%D0%9E%D1%87%D0%B8%D1%80%D0%BE%D0%B2%D0%B0
https://www.spinesurgery.ru/index.php/jour/search?authors=%D0%90.%20AND%20%D0%92.%20AND%20%D0%93%D1%83%D0%B1%D0%B8%D0%BD
https://www.spinesurgery.ru/index.php/jour/search?authors=%D0%A1.%20AND%20%D0%92.%20AND%20%D0%9A%D0%BE%D0%BB%D0%B5%D1%81%D0%BE%D0%B2
https://www.spinesurgery.ru/index.php/jour/search?authors=%D0%94.%20AND%20%D0%90.%20AND%20%D0%9A%D0%BE%D0%BB%D0%B1%D0%BE%D0%B2%D1%81%D0%BA%D0%B8%D0%B9
https://www.spinesurgery.ru/index.php/jour/search?authors=%D0%90.%20AND%20%D0%9D.%20AND%20%D0%A2%D1%80%D0%B5%D1%82%D1%8C%D1%8F%D0%BA%D0%BE%D0%B2%D0%B0
https://www.spinesurgery.ru/index.php/jour/search?authors=%D0%90.%20AND%20%D0%9D.%20AND%20%D0%A2%D1%80%D0%B5%D1%82%D1%8C%D1%8F%D0%BA%D0%BE%D0%B2%D0%B0
https://www.spinesurgery.ru/index.php/jour/search?authors=%D0%A2.%20AND%20%D0%92.%20AND%20%D0%A0%D1%8F%D0%B1%D1%8B%D1%85
https://www.spinesurgery.ru/index.php/jour/search?authors=%D0%A1.%20AND%20%D0%9D.%20AND%20%D0%9C%D0%B5%D0%B4%D0%B2%D0%B5%D0%B4%D0%B5%D0%B2%D0%B0
https://www.spinesurgery.ru/index.php/jour/search?authors=%D0%94.%20AND%20%D0%9C.%20AND%20%D0%A1%D0%B0%D0%B2%D0%B8%D0%BD
https://www.spinesurgery.ru/index.php/jour/search?authors=%D0%90.%20AND%20%D0%92.%20AND%20%D0%91%D1%83%D1%80%D1%86%D0%B5%D0%B2
https://www.spinesurgery.ru/index.php/jour/search?authors=%D0%9C.%20AND%20%D0%A1.%20AND%20%D0%A1%D0%B0%D0%B9%D1%84%D1%83%D1%82%D0%B4%D0%B8%D0%BD%D0%BE%D0%B2
https://www.spinesurgery.ru/index.php/jour/search?authors=%D0%9C.%20AND%20%D0%A1.%20AND%20%D0%A1%D0%B0%D0%B9%D1%84%D1%83%D1%82%D0%B4%D0%B8%D0%BD%D0%BE%D0%B2
https://www.spinesurgery.ru/jour/article/view/1584
https://www.spinesurgery.ru/jour/article/view/1584
https://www.spinesurgery.ru/jour/issue/view/87/showToc
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BepTebOparnibHble CUHOPOMbI

BEPTEGPAALHBIM CUHAPOM T1PU PASAMYHBIX
TUTIAX MYKOTTOANCAXAPNAO3A:

OCOBEHHOCTU KAMHUKWU N AEHEH WA

onecos?, A.A. Koaboscxuii?, A.H. Tpemuaxosa', T.B. Patux,
1, A.B. Bypyes', M.C. Catigpymdunoa’

C.0. Pagux!, ILB.

"Poccu

wn. H.H. Mpuoposa, Mocxe

0630p H3MEHEHUH CO CTOPOHBI TO3BOHOYHKMKA ITpU MIIC, KOTOpEIe MOTYT BBEI3BIBATH BTOPHYHEIE

HCBPOJIOrH4YCCKHEC IIPOABIICHHA.

Tun MIIC Kpanunosep- OKIMIIHTO- ['pynonoscauy- | Ckonuo3
TEOpanbHBIH | IEpBUKATLHAS HBIH K103
CTEHO3 HeCTaOHILHOCTD

MIIC I T'ypnep ++2 + ++ +
MIIC I I'ypaep-Ilieiie, +

Lleite 4+ - +
MIICII | XanTtep ++ - +
MIIC IV | Mopkuo + +++ ++ +
MIIC VI | Mapoto-Jlamu +++ + ++

- OTCYTCTBYET, + pPEAKO; ++ HE peOKO, +++ 4acTo

2 be3 TpaHCIUIAHTAIIMH KOCTHOro Mo3ra (+ mia nanuenTos mocie TI'CK)

= . A. Konbosckuii, A. H. TpeTtbsikoBa, T. B. Psibbix, C. H. Measenesa, 1. M. CasuH, A. B. Bypues, M.
C. CamcbvaHOB BeDTe6Daanb|w CVHAPOM MPU PasnuYHbIX TUNax MyKononmncaxapnaosa: 0CO6EHHOCTU KINNHUKK U NeYeHnss XUpyprus No3BoHOYHKKA, Tom 16,

Ne 2 (2019)



https://www.spinesurgery.ru/index.php/jour/search?authors=%D0%A1.%20AND%20%D0%9E.%20AND%20%D0%A0%D1%8F%D0%B1%D1%8B%D1%85
https://www.spinesurgery.ru/index.php/jour/search?authors=%D0%A1.%20AND%20%D0%9E.%20AND%20%D0%A0%D1%8F%D0%B1%D1%8B%D1%85
https://www.spinesurgery.ru/index.php/jour/search?authors=%D0%9F.%20AND%20%D0%92.%20AND%20%D0%9E%D1%87%D0%B8%D1%80%D0%BE%D0%B2%D0%B0
https://www.spinesurgery.ru/index.php/jour/search?authors=%D0%90.%20AND%20%D0%92.%20AND%20%D0%93%D1%83%D0%B1%D0%B8%D0%BD
https://www.spinesurgery.ru/index.php/jour/search?authors=%D0%A1.%20AND%20%D0%92.%20AND%20%D0%9A%D0%BE%D0%BB%D0%B5%D1%81%D0%BE%D0%B2
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BEPTEEPAABHBIN CUHAPOM T1PU PASAMYHbIX
TUTTAX MYKOTTOANCAXAPUNAO3A:
OCOBEHHOCTU KAMHUKW U AEHEH NS

C.0. Pa6ux!, I1.B. Ouuposa’, A.B. Ty6un!, C.B. Konecos?, A.A. Kon6osoxui?, A.H. Tpemsaxosa', T.B. Pabux!,
C.H. Medsedesa®, A.M. Casun', A.B. Bypyes', M.C. Catipymdunoe’
"Poccutickuti naywwnte yewmp « Bocemanosume
um. axad. I'A. Un
Hayuonanswmt MeOUGUHCK UL UCCACTOBAMEANCKIT YeHmp mbasMamonozuu u opmoneduu
wm. H.H. Mpuoposa, Mockea, Poccus

WHAR M PABMAMOROZUR U Opmonedusn

saposas, Kypean, Poccun

KnuHuueckoe Ha6noaeHue

https://doi.org/10.15690/pf.v18i1.2221 M) Check forupdates @
N.B. OunpoBa, C.0. Pa6bix, T.B. PAGbIX

HaLMOHaNbH I MEAMLAHCKIA UCCNEAOBATENLCKMA LIEHTD TPABMATONOM MU W OPTONEAMM
umenK TA. W Kypran, Poccuiickas degepauius

0co6eHHOCTU XUPYPru4ecKoro fieyeHus
naToJIorMy NO3BOHOYHUKA Y NaLUeHTa
¢ cuHapomom lypnep

ABTOp, OTBETCTBEHHLIA 38 NepenHCHY.
KargAgar HayK, TpaBMaToN0r-0pTonen B TOO NP @ Kivetn NTONOTVM NOSBOHOYHHKA ¥ DEHVK SaB0ne-

B3k HMMLL TO MNeHi aKaewuka TA. Minsaposa

Anpec: 640014, Poccus, Kypran, yA. M. Ysakoso#, 4. 6, Tel

: +7(3522) 45-10-08, e-mail: poleen@yandex.ru

ONMCaH KIMHHYECKWA CTy4ai XMPYPIHY4ECKOrO NEYeHNS i natonormm ¥ peberka
¢ cirapom [ypaep. 10QpOBHO ORHCEHE MOKA3EHHS, OCHOBHIE BEKTOPE! PHCKA H OCOBEHHOCTH ONEPATHEHOTO NIEYEHNs
naronorm mpn 3Tk nogxoAsl N0 AaHHEIM THTepaTypsl. O6ocHoBaHNe.
TIPHEEZEHHIM KIHHHHECKAN DM BPOM MLl XOTHM MDHE/IEYS BHUMAHHE KOTTIEr K STOR MPOGTIEME, NOYEPKHYTE OCOBEH-
HocTH oprones iy c T 1M (MITC [H). Qs #3 BEKHLX MYHKTOR
RBAETCA CEOEBPEMEHHOE WX BHEAEHHE M XHDYDTHYECKOE NeveHue. OMMCAHHe KAMMMYECKoro cayyan. B fawroi
CTaTbe MPHBENEHO ONMCAHHE OCOBEHHOCTEN XMDYDIHHECKORO NIEYEHNS NaTONOrM MOIBOHOWHKE ¥ naumenta ¢ MITC
H—¢ i fi, CTEHOZOM H +10 Ha YpOBHE

Horo nepexoza, 2 A ) co

oprawo. 3aKniouene. [ns naunexTos ¢ MITC XSpaKTEPHE MHOMOYPOBHESasS OPTON 8IYECK R NaTONOMS, KOTOPAS Tpe-
6YET HenpEPLIBHOTO HaGMIONENHA B TEYEHHE BOEN HH3HH OQHOM MHOTONPOGHITEHOI KOMEHLOH CRELHAHCTO.

K) i cnysa, Goneatn, , T H, H npog:
HAMHaA MD: . MHOT naronorus , cTexo3,

Huil nepexo, 3
Mns unruposanm a: Ouuposa M1.B., PAGex C.0., PAGHX T.B. OCOGEHHOCTH XMPYPTHHECKOTO TIEHEH Y NETONOTHM MIDIBOHONHIt-
Kay naunesta Typnep. MMemmarp. s, 2021;18(1):23-30. doi: 10.15690/pfv18i1.2221

PEDIATRIC PHA RMAC OLOGY. 2021;18(1)
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BEPTEEPAABHBIM CUHAPOM T1PU PASAMYHbBIX
TUTIAX MYKOTTOANMCAXAPUNAO3A:
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Korpa onepupoBaTtb?
BEPTEGPAABHBIM CUHAPOM T1PU PA3AMYHBIX
C ue ro H aq aT b ? OC k[il!I'IlllI\l\ik\it\Tl\l(Cl}\“\:I\}llllkllil\l\\lvll 1\‘?‘\[‘[‘[\11‘“'
Y naumeHToB € opaHHbIMKU 3aboneBaHUsaAMU, Yy4NTbIBadA

0COBEHHOCTN NPOSIBNEHUST UX OPTONeanyYecKom

naTonorum, MynsTUCUCTEMHOCTb — BbIAENAIOT criegylowmne
npobnemsbl:

1.MaTonornsa no3BOHOYHUKA:

-CTeH03 U HeCTabUNbHOCTb Ha YPOBHE
KpaHnoBepTebpanbLHoro nepexoga

-ledbopmaumsa Nno3BOHOYHUKA (KNJPO3 UMK CKOSTNO3)

2. MaTonorns HMXHUX KOHEYHOCTEM:

- BanbrycHaa gedopmaums HUXKHUX KOHEYHOCTEN

uuuuuu

e A Anmsapona. fypran Foce cpaun
0OCcO0GEeHHOCTU XUPYPrUUYECcKOro ie4eHus
naToJIorMu No3BOHOYHUKA y NauueHTa

_ﬂ MCnna3Mg T BC c cuHgpomom lNypnep .

Aarop, orsercrasman sa nepercry:
uposa i
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BEPTEBPAABHBIM CUHAPOM TP PABAMYHBIX

TUTTAX MYKOTTOANCAXAPUAO3A
ero Haqa I b OCOBEHHOCTWUN KAMHUKN U AEHMEH WS
|| C.0. Pabu, I1.B. Owuposa’, A.B. Ty6un, C.B. Konecoe?, A.A. Kon6osoxui, A H. Tpemsaxosa', T.B. Pabux',
Poccudi eOusn
Mayuona i

YynTblBas HanM4yne cTeHo3a 1 HecTabunbHOCTM Ha
YPOBHe KpaHMoBepTeOpanbHOro nepexona cnenyet
paccmaTtpuBaTh, Kak Hanbonee XusHeyrpoxatolee
COCTOSIHME, KOTOPOE MOXET MPUBECTU K YCYryoneHuto
HEBPONOrM4YecKoro ctaTyca, BnioTb A0 NeTanbHoro
ncxona.

B BuAy 3Toro Hamu paspaboTtaHbl NPOTOKONbI
onepaTMBHOWN KOPPEeKLMU NaTonorum no3BOHOYHUKA:

1 9TaAnom — ycTpaHeHne cTeHo3a 1 HecTabunbHOCTUN Ha
YPOBHE KpaHMoBepTebparnbHOro nepexoaa

2 3Tanom — onepaTtmMBHasi Koppekuus gedopmaumm
NMO3BOHOYHMKA

eris avane FA. Wnisaposs, Kypraw, Poconsowan oe gt
0OCcO0GEeHHOCTU XUPYPrUUYECcKOro ie4eHus
naToJIorMu No3BOHOYHUKA y NauueHTa

3 aTanom — ornepaTtuBHasa Koppekumsa gedopmanmm ¢ cunapomom rypnep
HUXXHUX KOHEYHOCTEN




Xupypruueckoe reyeHue: MeToabl

wiorn +/- +

ron + +/-

non S -
[Tandon V., JBJS Br., 1996, (12 cryyaes), ' » '
Pauchard N. et al., JIMD, 2014 (3 cniyyasi),
Dede O. JBJS, 2013 (20 cniyyaeB), BEPTEGPAABHbBIMT CUHAPOM T1PU PA3AMYHbIX

TUTTAX MYKOTTOANCAXAPUAO3A:

Yasin M.N. et al., Spine, 2014 (33 nauueHTa)
OCOBEHHOCTM KAMHWUKM U AEYEH WS

Garrido E. et al., Eur Spine J. 2014 (4 cnyyas),

Baratela W.A. et al. J Pediatr Orthop. 2014 (4 cnyyasi) O v AN, Cona 8 Bt L om0
Abelin Genevois K. JIMD, 2014 (72 cny4as) P
Carelli Teixeira da Silva L.E. MUCOPOLYSACCHARIDOSIS. Coluna/Columna. 2016. (10 cny4aeB)

Hansen D., Reddy G.D., Schwabe A. Spine, 2016 (1 cnyyan)

Carelli Teixeira da Silva L.2018 (10 cnyyaeB)

Williams N. 2018 (27 cnyyaeB)

Rodrigo G. Remondino 2019 (52 cnyyas)

Grover P. 2020 (5 cnyyaes)]

ww. H.H. Tpuoposa,



TakTuka onepaTrnBHOrIroO rie4eHuxA

Bo3mMOXXHOCTb
aTanHoro neyeHus

Bo3MOXHOCTb 3aBepLueHud
Ha KaXkaou «CTYNeHbKe»

O6cyxaneHne «CTyneH4YaToro»
NPOTOKOMa onepauum

[TpeTbsikoBa A.H., Psbbix C.O., Ouumposa IN.B., Ps6bix T.B., WywapwuHa B.J1.
Poc. BECTHMK OETCKOM XMpyprun, aHectesmonornn n peaHmmatonoruun. 2015. T.5. Ne.3]



Koppekuusa n cpukcauums

CtabunbHasa pukcauma  Cucrtembl «growing rods» [MbpmnaHbie

3aBepLIEHHbIN pOCT He3aBeplieHHbIN pocT

L i NB! YeTkoro amrtepaTtypHoro o6ocHoBaHUA HET
‘(,x
BEPTEEPAABHBIM CUHAPOM TTPM PABAMYHbIX [Levy BJ, Schulz JF, Fornari ED, et al. Complications associated
e L‘III'»'Ifl\['\“-\)‘(\“l*_\'l‘l’L'/‘\:';I‘I‘l‘lﬁ;\ll']‘ TCI\(LI‘[;;\I:I " with surgical repair of syndromic scoliosis. Scoliosis 2015;10:14.
O Pt 13 Oty Kenod LA Kenfoons, . Tromsd, 5. Pt C. O. Pabebix, I1. B. Ounposa, A. B. ['y6uH, C. B. Konecos, [1. A. Kon6osckui, A. H. TpeTbakosa, T. B.
RS i o Pabbix, C. H. Megsegesa, [1. M. Casun, A. B. Bypues, M. C. CandytanHos BeptebpanbHbivi CMHAPOM
“:':”, st i openedin Npy pasnnyHbIX TMNax Mykononncaxapuaosa: 0COGEHHOCTU KIMHUKK U IEYEHUA XMPYPIrus NO3BOHOYHMKA,

Tom 16, Ne 2 (2019]




bone3sHn HaKoNAeHunA

Q, 7 net. MIMC IV A Tun (Mopkuno). LlepBuKanbHbIN CTEHO3 U

HecTabunbHOCTb. CMacTMYeCKUn TeTpanapes. ... s






[CobcTBEHHBIE AaHHbIE aBTOPA]




d, 3,8 . MINC IV A Tun (cuHapom Mopkuo). HectabunbHocTb B 30He C1-C2,
rmnonnasmusa 3yboBuaHoro otpocTtka. CTeHO3 NO3BOHOYHOro KaHarna Ha
ypoBHe C1-C2. Tetpanapes. HapyweHune ¢pyHKLUUN Ta30BbIX OPraHoB.
Kudotnyeckasa necdopmauma Ha ypoBHe rpyaonossiCHUYHOIo nepexoaa.

[CobcTBEHHBIE AaHHbIE aBTOPA]



1020 41
ey b0 8:010.74 em

d, 3,8 r. MIIC IV A Tun (cuHapom Mopkuo). HectabunsHocTb B 30He C1-C2,
runonnasusa 3yboBnaHoro otpoctka. CtTeHO3 NO3BOHOYHOIro KaHaria Ha ypoBHe
C1-C2. Kucdotnueckas pecdopmauusa Ha ypoBHe B 30He C2-C3. Tetpanapes.
HapyweHune cpyHKUnn TasoBbix opraHoB. Kudotrudyeckasa aecpopmaums Ha

YPOBHE rpyAONOACHMYHOIo nepexoaa.

[CobcTBEHHBIE AaHHbIE aBTOPA]




J, 3,8 r. MIC IV A Tun (cuHapom Mopkuo). HectabunbHOCTL B 30He
C1-C2, runonnasua 3yboBuaHoro orpoctka. CteHo3 N0O3BOHOYHOro
KaHana Ha ypoBHe C1-C2. Kucdhotnyeckasa gecpopmauunsa Ha ypoBHe B
30He C2-C3. Terpanape3s. HapyweHune ¢pyHKLUUN Ta30BbIX OPraHoB.

Kudotnueckasa aecopmaums Ha ypoBHe rpyaonosiCHUYHOro

nepexoaa. [CobcTBEHHBIE AaHHbIE aBTOpPA]



d, 3,8 r. MMNC IV A Tun (cuiapom Mopkuo). HectabunbHocTb B 30He C1-C2,
runonnasusa 3yboBmaHoro otpoctka. CTeHO3 NO3BOHOYHOro KaHana Ha ypoBHe
C1-C2. Kudotnyeckasa gecdopmaumsa Ha ypoBHe B 30He C2-C3. TeTpanapes.

HapyweHune cpyHKkUunn TasoBbix opraHoB. Kudotudyeckasa aecopmaumsa Ha

YPOBHE rpyaAonoOsiCHUYHOIo nepexoaa.

[CobcTBEHHBIE AaHHbIE aBTOpPA]



4, 3,8 . MINC IV A Tun (cungpom Mopkuo). HectabunbHocTb B 30He C1-C2,
runonnasusa 3yboBmaHoro otpoctka. CTeHO3 NO3BOHOYHOro KaHana Ha ypoBHe
C1-C2. Kucpotnueckas pecdopmauusa Ha ypoBHe B 30He C2-C3. Tetpanapes.
HapyweHue pyHKUMM Ta30BbIX opraHoB. Kudotnyeckasa gecgpopmaumsa Ha

YPOBHE rpyAonosACHUYHOIo nepexoaa.

[CobcTBEHHBIE AaHHbIE aBTOPA]



4 9 net. MMC IV A Tun (Mopkuo). CTeHO3 N03BOHOYHOro kaHana Ha ypoBHe C1-C2
Ha poHe myKononucaxapugo3sa IVA tuna (cuigpom Mopkno). HectabunbHOCTb Ha
ypoBHe C1-C2. Mmenonatusi WwwuenHoro otaeria Nno3BOHOYHMKa Ha ypoBHe C1-C2.

[CobcTBeHHbIE OaHHble aBTopa



4 9 net. MMC IV A Tun (Mopkuo). CTeHO3 N03BOHOYHOro kaHana Ha ypoBHe C1-C2 Ha
c¢oHe mykononucaxapuaosa IVA tuna (cungpom Mopkuno). HectabnnbHOCTbL Ha ypOBHe
C1-C2. Muenonatus WeMHOro otaena no3BoHO4YHMKa Ha ypoBHe C1-C2.

[CobcTBeHHbIEe AaHHble aBTOpa|]



4 9 net. MIC IV A Tun (Mopkuo). CTeHO3 N03BOHOYHOro KaHana Ha ypoBHe C1-C2 Ha
c¢oHe mykononucaxapuaosa IVA tuna (cuHgpom Mopkno). HectabunbHOCTbL Ha YpOBHe
C1-C2. MmenonaTtusa wenHOro otaena no3BoOHOYHMKa Ha ypoBHe C1-C2.

[CobcTBeHHbIEe AaHHble aBTOpa|]



3 9 net. MMC IV A Tun (Mopkuo). CTeHO3 N03BOHOYHOro kaHana Ha ypoBHe C1-C2 Ha
c¢oHe mykononucaxapuaosa IVA tuna (cuHgpom Mopkuo). HectabnnbHoCcTb Ha ypoBHe
C1-C2. Muenonartus LWWeMHOro otaena Nno3BOHOYHUKa Ha ypoBHe C1-C2.

[CobcTBeHHbIEe AaHHble aBTOpa|]



3 9 net. MMC IV A Tun (Mopkuo). CTeHO3 N0O3BOHOYHOro kKaHana Ha ypoBHe C1-C2 Ha
¢doHe mykononucaxapuao3sa IVA tuna (cuHppom Mopkuno). HectabunbHOCTbL Ha ypoBHe
C1-C2. Muenonartus WenHOro otaena no3BoHo4YHUKa Ha ypoBHe C1-C2.

[CobcTBeHHbIEe AaHHble aBTOpa|]



4 9 net. MINIC IV A Tun (Mopkuo). LlepBukanbHbIN CTEHO3 U HECTAaOUNBLHOCTb.
Cnactnyeckum Tetpanapes.

[CoDOcTBEHHbIE OaHHble aBTopal



4 9 net. MMC IV A Tun (Mopkuo). LiepBukanbHbIN CTEHO3 U HECTAOUNBLHOCTD.
Cnactun4yeckumn TeTpanapes.

[CoDCcTBEHHbIE [aHHble aBTOpa]



4 net. MOIC IV A Tun (Mopkuo). LlepBukanbHbI CTEHO3 U HECTabOUITbHOCTb.
Cnactun4yeckumu TeTpanapes.

[CobcTBEHHbIE AaHHble aBTopa]



TecT 6-MMHYTHOM XOAbLOLI 4O onepauun

[CobcTBEHHbIE AaHHble aBTopal



4 9 net. MINIC IV A Tun (Mopkuo). LlepBuKkanbHbI CTEHO3 U HECTAaOUITBbHOCTD.
Cnactunyeckuu TeTpanapes.

[CobcTBEHHbIE [aHHble aBTOpa]



4 net. MMC IV A Tun (Mopkuo). LlepBukanbHbI CTEHO3 U HECTAaOUSIBLHOCTD.
CnacTtnyeckuu TeTpanapes.

[CobcTBeHHbIEe AaHHble aBTOpa|]



3 9 net. MMC IV A Tun (Mopkuo). LiepBukanbHbIN CTEHO3 U HECTAOUIBbHOCTD.
Cnactun4yeckuu TeTpanapes.

[CobcTBeHHbIEe AaHHble aBTOpa|]



TecT 6-MMHYTHOM XOAbLOLI NOCIe onepauun

[CobcTBEHHbIE AaHHble aBTopal



Q 22 roga. MIMC VI Tun (Maporto - Jlamu). LlepBukanbHbI CTEHO3 U HECTAaOUNBHOCTD.
Cnactn4yeckuu TeTpanapes.

[CobcTBeHHbIE AaHHble aBTOpa]



© 22 roga. MINC VI Tun (Mapoto - Jlamu). LlepBuKkanbHbIN CTEHO3 U HECTaOUNBLHOCTb.
Cnactu4yeckumn TeTpanapes.

[CobcTBeHHbIEe AaHHble aBTOpa|]



© 22 roga. MINC VI Tun (Maporto - Jllamu). LlepBuKkanbHbIN CTEHO3 U
HecTabunbHOCTL. CnacTnyeckun TeTpanapes.

[CobcTBeHHbIEe AaHHble aBTOpa|]



d, 3,5. MINC IH Tuna. NMporpeccupytowmin kKndos 60°. HmxHuM
cnacTuyeckum napanapes. OTknagbiBaHue onepauun npusenet
nnerunu.

[CobcTBEHHBIE AaHHbIE aBTOPA]



OCHOBHOM:

-MyKkononucaxapugo3 1 tmna (CMHApoM [ ypriepa). \
oTaena

[1porpeccupyroLmnm TSXKENbIN KNdo3 rpyao-noACHNUYHOro
NO3BOHOYHMNKA. YMEPEHHbIN HMXKHUIM Napanapes.

ConyTCcTBYHOLWUMA:

*CocTosiHME nocne ansioreHHoW TpaHCcnaHTaLUumM reMono3TUYECKNX CTBOMNOBbIX
KITETOK.

*Peakuua TpaHcnnaHTaTt npoTMB X03siMHA B BUAE MYKO3naa noJioCtn pTa.

KpoBgaHaga xmmepa.

*Peunansupytoimm obCTpyKTUBHbLIN DPOHXMUT.
*XpOHMYeCKNN ageHomanT (ageHounabl 2-3 CT). /
*BHyTpeHHAa rmapouedanus.

«[1BYCTOPOHHSIS1 CEHCO-HEBpParbHasi TYroyxocTb 1-2 cTeneHwu.
*[TomyTHEHNEe poroeuLibl 06omnx rnas.
«3agepkka NCUXMYECKOro Pa3BUTHUS.



', 3,5. MIC IH Tuna. HWXxHUM cnacTMyeckun napanapes.

[CobcTBEHHbIE OaHHbIE aBTOPA]



J, 8,5. MIC IH Tuna. HuXxHun cnactuyeckun napanapes. CteHo3
Ha YpOBHE KpaHMoBepTeOpanbLHOro nepexoaa.

[CobcTBEHHbIE AaHHbIE aBTOpPa]




h

J, 8,5. MIC IH Tuna. HuXxHun cnactuyeckun napanapes. CteHo3
Ha YpOBHE KpaHMoBepTeOpanbLHOro nepexoaa.

[CobcTBEHHbIE AaHHbIE aBTOpPa]



Q,11. Mykononucaxapugo3s | HS tuna. (Cungpom lNypnepa - Lene).
CnoHaMNonNn3HbIN NUcTe3. ApxuBHbIe AaHHbIe 2017 roa

[[aHHble, NpenocTaBieHHbIE NaUMEHTKON]



Q,11. Mykononucaxapugo3 HS tuna. (CuHgpom lN'ypnepa - Lene).
CnoHaMNonNn3HbIN NUcTe3. ApxuBHbIe AaHHbIe 2017 roa

[daHHble, NpenocTaBneHHbIe NaLUeHTKON]



Q,11. Mykononucaxapugo3s | HS tuna. (Cungpom lNypnepa - Lene).
CnoHaunonusHbin nucrtes. CocTtossHMe nocre onepaTruBHoro neyveHuves - 2018 rop

[[aHHble, NpegocTaBieHHbIE NaUMEHTKON]



Q, 15. CTeHO3 NO3BOHOYHOro KkaHasna Ha ypoBHe C0-C3 no3BOHKOB Ha (hoHe
mykononucaxapugo3sa | HS tuna. (CuHapom lNypnepa - LLene). HectabunbHOCTb Ha
YpOBHe KpaHuoBepTeOpanbHoro nepexoaa. Mnenonatua wenHoro otaena
No3BOHOYHMKA. CnacTnyecknm TeTpanapes. HapyweHue pyHKLMN Ta30BbIX OPraHoB.

[CobcTBEHHBLIE AaHHbIE aBTOPA]
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?, 15. CTeHO3 NO3BOHOYHOro KaHana Ha ypoBHe C0-C3 no3BOHKOB Ha ¢poHe
mykononucaxapugo3sa | HS tuna. (CuHgpom lNypnepa - LLlene). HectabunbHOCTb Ha
ypOBHe KpaHuoBepTebpanbHoro nepexoaa. Mnenonartus WwenHoro otaena
No3BOHO4YHMKA. CnacTuyecknmn TeTpanapes. HapyweHve pyHKLUMN Ta30BbIX OPraHoB.

£

[CobcTBEHHBbIE AaHHbIE aBTOPA]



Q, 15. CTeHO3 NO3BOHOYHOro kaHana Ha ypoBHe C0-C3 no3BOHKOB Ha hoHe

Mykononucaxapugo3a | HS tuna. (Cungpom lNypnepa - LWene).
HecTtabMnNbHOCTL Ha YPOBHE KpaHMOBepTeOpanbLHOro nepexoaa.
MuenonaTtusa WwWenHOro otaena no3BoHO4YHMKa. CnacTtnyeckumn teTpanapes.

HapyweHue pyHKLUNMN Ta30BbIX OPraHoB.

[CobcTBEHHBbIE AaHHbIE aBTOPA]
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Q, 15. CTeHO3 NO3BOHOYHOro KaHana Ha ypoBHe C0-C3 no3BoHKOB Ha ¢poHe
mykononucaxapugo3sa | HS tuna. (CuHgpom lNypnepa - LLene). HectabunbHOCTbL Ha
YPOBHEe KpaHuoBepTebpanbHoro nepexoaa. Mmenonartusa wenHoro otaena
No3BOHOYHMKA. CnacTnyeckun teTpanapes. HapyweHue ¢pyHKUMM Ta30BbLIX OPraHoOB.

[CobCTBEHHLIE AaHHbLIE aBTOpPA]



.

Q, 15. CTeHO3 NO3BOHOYHOro KaHana Ha ypoBHe C0-C3 no3BoHKOB Ha ¢poHe
Mykononucaxapupgo3a | HS tuna. (Cungpom lNypnepa - Lene). HectabnnbHOCTbL Ha
ypOBHe KpaHuoBepTebpanbHoro nepexoaa. Muenonatua wWenmHoOro otaena
No3BOHOYHMKA. CnacTuyecknin teTpanapes. HapyweHue ¢hpyHKUMM Ta30BbLIX OPraHoOB.

[CobCTBEHHLIE AaHHbIE aBTOpPA]



Q, 15. CTeHO3 NO3BOHOYHOro KaHana Ha ypoBHe C0-C3 no3BOHKOB Ha hoHe
mykononucaxapuao3sa | HS Tuna. (Cungpom lNypnepa - LLlene). HectabunbHOCTb Ha
YPOBHEe KpaHuoBepTeOpanbHoro nepexoaa. Muenonarmsa wenHoro otgena
No3BOHOYHMKA. CnacTtnyeckumn TeTpanapes. HapyweHue hyHKLUMN Ta30BbIX OPraHoB.

[CobcTBEHHBbIE AaHHbIE aBTOPA]



Q, 15. CTeHO3 NO3BOHOYHOro KaHana Ha ypoBHe C0-C3 no3BoHKOB Ha ¢poHe
mykononucaxapugo3sa | HS tuna. (Cuuapom lNypnepa - LLene). HectabunbHOCTb Ha
ypOBHe KpaHuoBepTebpanbHoro nepexoaa. MnenonaTtus WenWHOro otaena
no3BOHO4YHUKA. CnacTuyeckum Tetpanapes. HapyweHve pyHKLMU Ta30BbIX OPraHoB.

[CobcTBEHHBbIE AaHHbIE aBTOPA]



Pesynbrarthl

Koppekuua ckonmosa - 52%
Kndosa —61%

BoccTtaHoB/1IEHME ONOPHOCTU

CpeaHun 06bem kposonotepwn - 13% OLK

Ctabuamsauma HeBpoaOrM4YecKoro craTtyca
—75%, perpecc — 15%

YnydweHune SAL n NACIK Ha 7%

Ctabunusauua HE/T nam ee ynyyweHwue
yepes 6-12 mec. - 12%

BoccTtaHoBneHUe
6anaHca — 84%

CTaTO-AUNHaMHNYEeCKOro

PK: 2-5 —>» 1-3

YydlwaeTca KayecCcTBO }KWM3HU NO OUEHKEe

wkan: FIM, Nurick, Dash, JOAmM

OcnoXXHeHus

PaHeBas nHdekumna — 5%

Ycyrybnenue HEBPONOrMYECKOro
ctatfyca - 10% y nauuneHToB
M3HA4YaIbHO C rpybom

HEBPO/IOrMYECKOM CUMNTOMATUKOM

HectabunbHOCTb KOHCTpPYKUumMn — 15%
Ha doHe CHUXEHUA KOCTHOM
NNIOTHOCTU



BbiBOAbI

1. MpeemcTBeHHOCTb (MpodunakTNYecKasn, BO3pacTHaA)
2. MynbTMancumMnaAnHapHbIA NOAXOA, U NOTUCTUKA

3. CnHapomanbHan OUEeHKa cTaTyca NauneHTa

4. Heob6xoaAMMOCTb eANHbIX MPOTOKO/1bl BEAEHUSA

5. EAMHaA meToaon0rusa XMpyprmyecknux noaxoa0B npu

cMcTemHoun gedopmaumnm

6. PeweHne optoneanyeckmx U HEUPOXMPYPrnMYeCcKnx 3agad B

O HY Ceccuto

7. PewweHne Bonpoca depmeHTO3aMecTUTeNbHOU Tepannm
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