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Cnmcok cokpameHui

AJl — aptepuanbHOE JaBJICHHE

AJIT — amannHamuHOTpaHcdepasa

AM® — aneno3uamonodochar

AH — artunuunsie HelipohuOpoMbI

AHOHBII — arunuuHas HelWpoduOpoMaTo3Hass OMYyXOJb C HEOMNpPEIeICHHBIM
OMOJOTUYECKUM MTOTEHIIMATIOM

ACT — acnapraramMmuHOTpaHCcdepasza

AT® — anenosuntpudocda

BJIC — BpOKIcHHBIE JIOXKHBIE CYCTaBBbI

BJICKI" — Bp0o1€HHBIH JIOXKHBII CyCTaB KOCTEW rOJICHU

BJICIT — Bpo/1eHHBIE JIO)KHBIE CYCTaBbl M JIEPEKTHI KOCTEH MPEAIIICYbs

BY/l — BHyTpHUYEpENHOE 1ABIICHUE

I'3I1 — rnmoma 3puTENBHOTO IIyTH

I'C — rnnoma ctBOJIA

['Tdaza (GTPase, GAP) — ryanosuntpudocdodaraza

JTHK — ne3oxkcupuOOHyKIEHUHOBAsI KUCIOTA

KKT — xeirya04HO-KUIIEYHBIA TPAKT

3HO — 3110Ka4yecTBEHHbIE HOBOOOPa30BaHUs

300IIH — 310kauecTBeHHas: OMyX0JIb U3 000JI0UKH NepudepruuecKuX HEPBOB

KP — xnmuHHuYeckre peKoMeHJaluu

KT — xomnerorepHast Tomorpadust

K®K — kpeatundocdokmnnasa

JIAI' — nakraraeruaporuyasa

JIOK — neueOHas GpusKyIbTYypa

MPT — marHuTHoO-pe30HaHCHas ToMorpadus

H®1 — neiipopudpomatos 1 tuna

H®2 — neiipopudbpomaTos 2 tuna

I[TH — mmekcudopmuas Heitpodudpoma

[ITTP — npex1eBpeMEHHOE MTOJIOBOE PA3BUTHE

[MIOT/KT ¢ ®AI" — mo3uTpoHHO-3MUCHOHHASI TOMOTrpadust ¢ HTOPAE30KCUTITIOKO301

PAC — paccTpoilcTBO ayTHCTUYECKOTO CIIEKTpa

CABI' — cunapom aedunyta BHUMaHUS U TUIIEPAKTUBHOCTU

VY31 — ynbTpa3ByKOBOE HCCIICIOBAHNE



OJII' — dropae3okcurirokosa

[MHC — uenTpanpHas HEpBHAs cUCTEMA

OKI' — snekrpokapanorpadus

9XO-KI' — sxokapauorpadus

O0I' — snexrposnnedanorpadus

FOMMUI — roBE€HWIbHBII MUETOMOHOLIMTAPHBIN JIEUKO3

CDKN2A — uHruOuTOp UMKIMH- 3aBUCUMOIN KUHA3BI 2A

CDKNZ2B — uHrubéuTop 1uKJIMH- 3aBUCUMOM KHHa3bI 2B

CMMRD — Constitutional Mismatch Repair Deficiency Syndrome — curapom
neunuTa BOCCTAHOBJICHHUS KOHCTUTYIIHOHAILHOTO HECOOTBETCTBHS

CTCAE (Common Terminology Criteria for Adverse Events) — o6mwe
TEPMHUHOJIOTHYECKHE KPUTEPUH HEXKENIaTeIbHbBIX SIBICHUN

FASI (focal areas of signal intensity) — d¢okanbHble 001aCTH THIIEPUHTECHCHBHOTO
CUTHaJa

FNCCLC — Federation Nationale des Center de Lutte Contre le Cancer Sarcoma Group

IQ (intelligence quotient) — koa¢dumKreHT HHTEIIEKTA

TERT — oOparHas TpaHCKpHITa3a TEIOMEpasbl

UBO (unidentified bright objects) — neomno3HanHbIe IpKUE 00BEKTHI



TepMuHbI U onpeaeIeHUs

IlenerpanTHocTh (zam. penetrans — nponuxarowull, Ooocmueaowull) — YacToTa
IPOSIBJICHUS aJllelis ONPEEeSIEHHOIO IeHa Y pa3HbIX 0coOel pOJICTBEHHOM IpyIbl OPraHM3MOB,
TOMO3HUTOTHBIX MO 3TOMY TeHy. KonnyecTBeHHO MEHETPaHTHOCTh BBIpAXAOT B % ocobeH, y
KOTOpPBIX JaHHbIN ajuiens npossisercs (100% — nonnas).

OMIM (anra. Online Mendelian Inheritance in Man — «Menoenesckoe naciedosarnue y
yenoeexka ouaaiiny) — 0a3za JAaHHBIX T'€HOB YEJIOBEKa, B KOTOPOH IpecTaBieHa HH(opMaius oo
U3BECTHBIX 3a00JIEBAHUSAX C TEHETUYECKHMM KOMIIOHEHTOM M TI'eHaX, OTBETCTBEHHBIX 3a HX
pa3BUTHE.

AJIeHHJIaTHHKIa3a — QepMeHT, KaTanu3upyroluii npespanienne AT® B UKINYECKYIO
dbopmy AMD

IIneiiorponnss — (0T rpey. «OOJbIIE» U «IIO0BOPAYMBaTh, MPEBpAIaTh») — SBICHUE
MHOXXECTBEHHOTO JICHCTBHUS T'eHAa. BbIpakaeTcs B CIIOCOOHOCTH OJHOTO T€HA BIUATH Ha
HECKOJIbKO (DEHOTUITUYECKUX ITPU3HAKOB.

Peszekuussi RO — pagukanpHOe yJaleHHE ONyXOJd, 0€3 MHKPOCKONHUYECKH U
MaKpOCKOIIMYECKH OCTaTOYHON OITyXOJIH.

Grade 1,2,3 — THUCTOJOTHYECKOE CTAJIMPOBAHUEC CAPKOM MATKHX TKaHEH MO CHCTEME
FNCCLC

Ras/MAPK — oauH U3 KII0YEBbIX M HaHOOJIee XOPOIIO U3yYEHHBIX CUTHAIBHBIX ITyTei
(arrm. mitogen-activated protein kinase)

AKt/mMTOR — BHYTPHKJICTOYHBI CUTHAJIBHBIA MyTh, IEHTPATLHBIMH KOMITOHCHTAMH
KOTOPOTO SIBJISFOTCS pepMeHTHI (hochonHo3nThA-3-knHaza, knaasel AKT u mTOR,

ROCKI/LIMK/cofilin — curnaneHsblii mytsh

CAMP/PKA — cHrHanpHbIil yTh ¢ y4acTHeM MPOTeHHKHHA3bl A U TAM®D-3aBrCUMOiH

MPOTCUHKWHA3bI
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1. KpaTkas nagopmManus no 3a00J1eBAHNI0 UM COCTOSTHMIO (rpynime

3a00J1eBaHUIl UM COCTOSIHUIA)

1.1 Onpeaeaenne 3a00J1€BaHUs] WM _COCTOSIHUS _(Tpynnbl_3a00JIeBAHUI WU

COCTOSITHU)

HeilipoubpomaTo3sl — rpymnma HacjeICTBEHHBIX MOHOT€HHBIX 3a00JjeBaHUl ¢

ayTOCOMHO-JIOMMHAHTHBIM THUIIOM HAaCJI€JOBaHUS M TOJHOM MeHeTpaHTHOCThI0. OO0mum
KJIMHUYECKUM TPOSIBICHHEM HEeWpohuOpomMaro30oB sBisieTcsl (OPMUPOBAHHE MHOKECTBEHHBIX
OIlyXOJIEW B TKAHIX HEUPOIKTOAECPMAIBHOIO INPOUCXOXKIAEHUA. B Hacrosiiee Bpems rpyla
00BbEeIMHSAET TPU HO30JI0TMH, UMEIOLINE PA3JIMYHYIO T€HETUYECKYI0 IpUpoay: Helipodhudpomaros
1 tuna (H®1), Helipopubpomaro3 2 Tuma u IIBaHHOMATo3. HecMoTps Ha dYacTHYHO
nepecekaroIuics (EeHOTUIl MAUEHTOB, 3a00J€BaHUS PA3IUYHbl M0 CHEKTPY KIMHUYECKHUX
NPOSIBIICHUH, BO3pacTy MaHU(ECTAIUH, TSHKECTH TEUSHHS U TPOTHO3Y KadecTBa )u3Hu [1].

H®1 — 53T0 MynbTHCHUCTEMHOE TeHeTHYecKoe 3al0ojieBaHHe, KOTOPOE B OCHOBHOM
aCCOLMUPYETCS C OIYyXOJEBBIMH, KOXHBIMU, HEBPOJIOIMYECKMMH U  OPTONEINYECKUMU
IPOSIBICHUSIMU, TaKXE€ MOTYT BCTpEYaTbCsl JHAOKPUHHBIE U COCYIUCTbIE HapyLICHUS;
HEKOTOpbIE€ W3 HUX IMPOTPECCUPYIOT M MPUBOAAT K 3HAUUTEIbHOH 3a00JIEBa€MOCTH WJIU
CMEPTHOCTH.

[TarmenTs! ¢ HO1 MMEIOT MOBBIIEHHBIN PUCK Pa3BUTHUS 3JI0KAYECTBEHHBIX OIYXOJEH, NX
HPOJIOJDKUTEIBHOCTD KHU3HU MpUMepHO Ha 10—15 ner MeHbie, yem B oO1eit nonyssiuu [2—8].
PerpocnextuBHoe uccnenoanue nonyinsauny nanueHToB ¢ HO1 B OuninsgHanm nokasano, 4To
H®1 cokpamaer npoaoKUTEIbHOCTh KM3HM JKEHIIMH 3HAYUTENBHO OOJIblIe, YeM MYXKYUH;
IIPOJOJDKUTEIBHOCTD JKU3HM COKpamaercs Ha 16,5 ner y Myx4unH U Ha 26,1 JIeT y )KEeHIIUH ¢

H®1 [9].

1.2 ITHoJOrug M naroreHes 3a00JeBaHUA MJIN COCTOSHUSA (rpyHIbLI 3200J1eBAHNMI

HJIN COCTOSTHHWM)

H® 1 sBnsercs 3aboieBaHWEM C ayTOCOMHO-JIOMHWHAHTHBIM THIIOM HACJICJIOBAHHS M
noHOM meHeTpaHTHOCThIO (100%). Puck nHacnemoBanus pedbenxkom H®1 mpu Hanwmuum
3a0o0neBaHusa y OAHOro M3 ponuteneil cocrasisier 50%, y oboux poauteneit — 75% mpu
KaxaoM JetopoxaeHun. B 30-50% cioyuyaeB 3a0oneBaHue SBISETCS Pe3yJIbTaTOM CIIOHTaHHOU
mytauun (de novo). OtuonormdyeckuMm (dakropoM sBiA0TcsS MyTtanuu B reHe NFI,
PacHoIoKEHHOM Ha [UIMHHOM Tuiede 17 xpomocoms (17q11.2), OMIM 162200 [10-12].

I'en NF1 6bu1 unentudunuponan B 1990 r., sBisieTcss OAHUM M3 KPYMHEHIINX B T€HOME

yenoBeka (280x60 JIHK, 60 sk30H0B) [12] m xapakTepu3yeTcs BHICOKOH YacTOTOH CIIOHTaHHBIX



mytamuii (> 2800 BapHaHTOB), PACHOJIOKCHHBIX MPAKTHYECKH BO Bcex dk3oHax [13,14]. Ten
NF1 koaupyeT KpymHbII HUTOIIIa3MaTHYECKHI OesloK cemelicTBa 6enkoB-akTuBaTopoB I ' Tda3bl
Heiipopudpomuna (OMIM 613113), coctosimuii u3 2818 aMMHOKHUCIOT ¢ MOJIEKYJISIPHON Maccoi
250-280 x/la. HelipodnOpoMHH 3KCIIPECCUPYETCS BO BCEX TKAHIX B PA3HBIX KOHIIEHTPAIUAX, HO
Haubosiee BBHICOKUN ypPOBEHb IKCIPECCHU MMEET MecTO B HelpoHax, IIIBaHHOBCKMX KIIETKax,
OJIUTO/ICHAPOLINTAX, a TaKK€ MO3TOBOM BEIIECTBE HAANMOYCYHHKOB, JICHKOLMTAX, SMYKaX.
JlokaszaHa ero posib B peryJsiiiud MHOTUX (PYH/JIaMEHTAIbHBIX KJIETOUHBIX MPOIECCOB, TAKUX KaK
npoiudepanns, MUTpalUs M alonTo3 KJIETOK, POCT HEHPUTOB (He3pelible/pa3BUBAIOLINECS
HEHpPOHBI), AMHAMUKA ITUTOCKENeTa M JAPYTuX, OCYIIECTBISIEMbIX 4Yepe3 CUTHAJIbHbIE MYTH
Ras/MAPK, Akt/mTOR, ROCK/LIMK/cofilin u cAMP/PKA [15]. Bonee 80% myrauuii B rene
NF1 mpuBomsaT K cuHTE3y He)yHKIMOHAIBHOTO Oenka HelpoduOpomuHa, THMOO0 K IMOTHOMY
orcytcTBuio TpaHckpunra [13]. Helipopubpomun 00samaeT OHKOCYIPECCOPHONW aKTHBHOCTBIO,
ABIISACH HETaTUBHBIM PErynsaTopoM Ras-omocpenoBanHoro curnainura B kackaae Ras-MAPK

[15,16], ero oTcyTcTBHE MPUBOAUT K aKTUBALMM CUTHAJIMHTA U TYMOPOTCHE3Y.
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Pucynok 1. Cxemaruueckoe u3odpakenue GpyHkiuu Oenka Heripopubpomuna [14].

OtnenbHbiM BapuantoM H®1 sBnsiorcs ero mMo3anuyHble (OpMBI (JIOKATM30BAaHHBIA U
reHepaTM30BaHHbIN), BO3HUKAIOIINE B pPe3yabTaTe COMaTUYECKUX MYyTallMil Ha OJJHOM U3 3TaroB
sMOpuorene3a. Mo3anuHble (GOpPMbI OMNpENENIeHbl KaK OJHAa W3 MNPUYUH (PEHOTUIHYECKON
BapuabenpHocT npu H®1 [15]. Puck mepemaun MyTaiuii CIEAyIOIIEMY MOKOJICHHIO TPU

mo3anyHoit popme HD1 cocraBiser <50%; TeM He MeHee B ciydae HacjaelI0BaHHUsS MYTalUH, Y



MOTOMCTBa Oy/IET IMETh MECTO €€ TePMHHAIBHBII BAPHAHT U COMPOBOKAATHCS 00JIee THKESITBIMU
KJIMHUYECKUMH TIPOSIBIICHUsIME 3a0onieBanus [11].

B wuccnemoBanmsix ObUIO MPOAEMOHCTPHUPOBAHO HAIMYHE T'€HOPEHOTHUITHMYECKUX
KOPPEJSIUIA, MO3BOJISIIONINX TMOJMYYHTh IMPEICTABICHUE O KIMHUYECKOM TCUCHHH, TSIKECTH U
nporuo3e ©Oomesnn [12,17-19]. HesicHbIMM OCTalOTCS ClIydad pa3iduuii B KIMHHYCCKHX
nposiienusix HO1 y cubcoB ¢ OAHOTHIIHBIM BapHAHTOM T€PMUHAIBHOW MYTAllMU, YTO MOKET
OTIPENeNAThCS BIUSHHEM TI'€HOB-MOJIU(PUKATOPOB, KOTOPBHIM CBOMCTBEHHO YCHIIMBATh WU

ocnabisaTh 3¢ dekT neicTBus aApyrux reros [13,20].

1.3 DnuaeMuoJorusg 3a00JeBaHNsA WU COCTOSAHNA (rpvonbl 3a00JeBaHUN WU

COCTOSIHU)

Ilo maHHBIM OOIBIIMHCTBA SMUICMHOJIOTHYCCKHUX HCCHCHOB&HHﬁ, PacCipoCTpaHCHHOCTDb

3aboseBanns cocraBiaser ot 1/3000 mo 1/6000 [21-24], a yacrora BCTPEUAEMOCTH IIPU
poxaenun — ot 1/2558 no 1/3333 [9,21-23,25]. Ilocnenuue manHbie mokasaiu, uro HD1
SBIIICTCSL TOpa3no Ooyiee pacHpOCTpaHEHHBIM 3a00JICBAaHMEM, YE€M CUYHTAIIOCh PaHEe: 4acToTa
poxaenus cocrapiser 1:2000 [9], a pactipoctpanennocts — 1/ 4000 [24].

H®1 sBisercss onHuM K3 HamOoJiee paclpOCTPAHEHHBIX T'€HETHYECKHX 3a00JIEBaHHM C
OITyXOJIEBBIM CHHIpOMOM [1,26].

B Poccum macmTaOHbIE CTaTHCTUYCCKUE UCCIICOBAHHS B OTHOIICHWH 3a00JICBACMOCTH
H®1 orcyrctByror. Mcxonas U3 JaHHBIX O pOXKJIaeMOCTH B Poccuu, KaKIplil TOJ POKIAETCs

okoJjio 530 gereit ¢ HeifpodubOpomarozom 1 Tuna.

1.4 Oco0eHHOCTH KOAMPOBAHMS 3200JI€eBAHUS WM  COCTOSAHUA (TpVIILI

3200JeBAHAN MJIM COCTOSIHMIT) mo MeXIYHAPOAHOW CTATHCTHYECKON KJaaccuuKammuu

00J1e3Hel M MPodJaeM, CBA3AHHLIX CO 3I0POBLEM

Q85.0 HetipohubpomaTo3 (He310Ka4eCTBEHHBIH )

1.5 Kaaccudukanusa 3a001eBaHUS MJIH_COCTOSIHMA (TPynnbl 3a200/IeBAHUI _WJIH

COCTOSITHU)

B 1882 r. Riccardi kmaccudpurupoan H® nHa 8 THMOB Ha OCHOBAaHWH KIIMHHKO-

MOPGOIOTHUECKUX TPOSIBICHHUH 3a00s1eBanus [27], oHAKO B MOCeIHEE BpeMs OOJbIIast 4acTh
U3 HUX cuurtaercs aboptuBHbIMH (opmamu H®1 u B KauecTBE CaMOCTOSTEIBHBIX

Ho3osornueckux Gopm He BeienseTcs [28].
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B otnensHyro ¢gopMy BO3MOXKHO BBIIEIHTH CETMEHTapHBIM HelpodubpomaTo3 wumu
COMATHUYECKUI MO3auIIM3M, BO3HUKAIOLIUI B pe3yibTare comarnuekcoil myranuu B rene NF1 Ha
PaHHMX CTAAMSIX YMOPHUOHAILHOTO Pa3BUTHSI, KOT/Ia TUITMYHBIC TIposiBiieHUs HD 1 nokanusyrorcs
B OJIHOM HJIM HECKOJIbKHX ydacTkax Tena [29].

CoracHo kuHUYECKON Kinaccudukanuu Manudecranun HO1, npemnoxxkenHoir Huson B
1994 r., cUMOTOMBI pa3ENSAIOT HA «IJIaBHBIC», «MUHOPHBIC» M aCCOIMUPOBAHHBIE C HUMH
ocnoxkHeHus. K «riiaBHBIM» cuMIITOMaM OTHOCAT crnenuduuanbie st HO1 B cooTBeTcTBHE €
TUArHOCTHYECKUMU KpuTepusiMu HammonansHoro WMuctutyra 310poBbs  (H-p:  KOXKHBIE
MPOSIBIICHUS, OMYXOJH 000J04YeK mnepudepruueckux HEPBOB U Ap.), K «MHUHOPHBIM» —
cnenuduuapie cuMntomsl st HD1, gacto perucrpupyembie y OOIBHBIX, HO HE HCIIOJIb3yeMbIC
B Ka4eCTBE IMATHOCTHYECKUX KpUTEepueB (H-p: Makpouedanus, Hu3kuil poct). K ocnoxuenusm,
accounrpoBaHHbiM ¢ H®I1, oTHOCAT BO3HHKAIOUIME B pe3ylbTaTe MOPAXKECHHUs HEPBHOM,
CKEJICTHO-MBILIEYHOM, MOYENoJI0BOH, JHIOKPHUHHOH, CEpACUHO-COCYIUCTOM, IbIXaTEIbHOM,

racTPOMHTECTHHAIBHOW CUCTEM M KOXH [28].

1.6 Kianandeckass KapTHHA 3200JieBaHUs MJIM COCTOSIHMS (rpynnbl 3a00J1eBaHU

HJIN COCTOSTHUM)

Ho1 XapaKTepu3yeTcs BbIPaKEHHBIM KJIIMHUYECKUM MOJTUMOPPHU3MOM,
MPOTPECCUPYIOIIUM  TE€YEHUEM, IOJIMOPTraHHOCTBIO TMOPAXKEHUM W  BBICOKOW YacTOTOM
OCJIOXKHEHUH, HEpPEeAKO SIBISIOIIMXCS JKU3HEYTPOXKAIOUIMMU U TMPHUBOSAIIUMH K JIETATbHOMY
UCXOLY.

Cumnromoxomruiekc mpu H®1 Bkirouaer [10]:

®  KOXKHbIE ITPOSIBJICHUS!

O THUIEPIUTMEHTUPOBAHHBIE MaKyJbl IBETa «KO(E C MOJIOKOM» — KaK IPaBHUIIO
(bopMuUpYIOTCS B paHHEM BO3PacCTE;

O BeCHYLIKH (JICHTHIO) B MIOJMBIIICYHBIX U MAXOBBIX 00IACTSIX;

®  OIYXOJIEBBIE MPOSIBICHUSA:

O OINyxonu 000J04eK mepudepruuecKux HEPBOB: KOXHBIE U  MOIKOXKHBIE
Helipopubpomel,  tiekcudopmubie  Helpodubpomer  (ITH),  aTtunuunas
HelpopuOpOMaTo3Has OIMyXOJb ¢ HEM3BECTHBIM OHMOJOTHMUYECKUM IMOTEHIIHATIOM
(AHOHBII), 3nokxavyecTBeHHas OMyXoib U3 000104YeK mnepupepruueckux HEpBOB
300ITH

O OIyXONW IIEHTPaJbHOW HEPBHOM cucTeMbl, (TIMOMBI HU3KOH CTENeHH

37I0Ka4e€CTBEHHOCTH, Yallle — MEePEIHEr0 3PUTEILHOTO MYTH [3pUTEJbHBIA HEPB,
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XHMa3Ma, 3pPUTENIbHBIN TPAKT], aCTPOIIMTOMBI; PEKE — TIIMOMBI BHICOKON CTCIEHH
3JI0KQ4eCTBCHHOCTH)
O JIpyrue THUIIbI 3JI0KaYECTBEHHBIX OmyxoJiei, acconuupoBanubie ¢ HO1: capkombl
MATKHX TKaHeH, jieiko3bl (dame KOMMII), ractpouHTeCTHHANIBHAS CTpOMaIbHas
OMMyX0Jb, paK  MOJIOYHOM  Kene3bl,  (PEOoXpPOMOIMTOMA,  KapLHHOU]
JIBEHAILATUIIEPCTHON KUIIKH
® HEBPOJOTMYECKHE U KOTHUTHUBHBIE ITPOSIBICHUSA
O DJNWICNCHUSA, THUIEPTCH3UOHHO-TUAPOICPATBHBI  CHHIAPOM,  IepedpanbHas
apTepHuoIaTus, WHTEIICKTYyaJbHO-MHECTUUYECKHE HapyIIEHUs, TOJOBHbIE OO0IH,
HeliponaTudeckue 60au
®  KapAMOBACKYJISIPHBIC IPOSIBICHMUS:
O CTEHO3 MOYEYHBIX apTepUid, JIE€rOYHasi TUIIEPTEH3H
e 0(hTaTbMOJIOTUYECKHE MPOSIBICHUS:
O TramapToMbl panykHoi o0osouku (y3enku Jluma) — GopMupyrOTCs C BO3pacTom,
KaK MPaBUJIO y JIeTel MIKOJILHOTO BO3PACTa, MOJPOCTKOB; HE BIMUSIOT HA 3pEHUE
O HapylICHUS 3pEHUs
®  OpTONEAMYECKHUE MPOSBICHUS
O JUCIUIa3UuU KOCTEH
O TMpOTrpeccUpyroluil cKono3, kuhos, kudockonnos
o nedopMarus TpyIHON KIeTKH (KUIEBUAHAS, BOPOHKOOOpa3Has)
O TICEBAO0APTPO3HI (JIOKHBIE CYyCTaBhbl), 1ePopMalui KOCTEH
® SHJOKPUHHBIE IPOSIBICHUS:
O 3alep)KKa/MpexAeBPEMEHHOE MTOJIOBOE CO3PEBAHUS.
Kinnanueckue npossiennss HO1 B pa3Hbie BO3pacTHbIE EPUO/IBI KU3HU MPEJCTABICHBI B

Tabimue 1.

Ta6muna 1. Knnanueckue nposisinenust HO1 B pasubie Bo3pactHbie nepuos [30,31]

Bcerpeuaemoctns

NpHu3HaKa (Ha

100%
TunuyHbId BO3pact
Kinunuuyeckue npusHaku NanyeHToOB KommenTapuii
Hayaja
YKAa3aHHOTO B
crosoue 3
Bo3pacra)’
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Bcerpeuaemocts

Nnpu3HaKa (Ha

100%
TunuyHbId BO3pact
Kiununyeckue npusHaku NanueHToB KovmmenTapmii
HayYaJja
YKa3aHHOIO B
crosoue 3
Bo3pacra)’
Y BeIMYNBAIOTCS 110 KOJINYECTBY
[IurmenTHble NSITHA LBETA MunaneHuecTBo U U pa3Mepy B TEUEHHE MEPBBIX
>99%
«Ko(he C MOJTOKOM» JIETCTBO HECKOJIbKHX JIET KU3HU; MSTHA
MICUE3AI0T Y TIOKUIIBIX JIFOJCH.
Bechymiku (B 30HaxX KO>KHBIX
CKJIa/IOK — I1aXOBbIE U - MunaneHuecTBo u YacroTa yBenMunBaeTCs €
5%
ATOINYHBIE CKJIAJIKH, paHHEE JETCTBO BO3pacToM (B JICTCTBE)
HOJMBIIICYHbIE BIIAJIHbI)
I'amapTOMBI paxyxHOU 950 C poxaenus 110 6 YacTora yBenu4uuBaercs ¢
>95%
o0osiouk (y3enku Jluma) JeT BO3pacToM (B JICTCTBE)
XopuounaansHbie aHoMaTuH/ C poxnenus 1o 6 Y BeIMUNBAIOTCS 110 KOJINYECTBY
82-98%
HapyILICHHUs JeT ¥ pa3mepy (B JeTCTBe)
C poxaenus 10 6
I'moma 3purenpHbIX myTedt  15-20% Y B3pOCTBIX YaCTOTa HUKE
JeT
VY nereit 4acToTa HUXKE, YEM Y
Heonrrueckas rimmoma 2-5% B 1r060M Bo3pacte
B3pPOCIIBIX
Heuacto B neTcTBE;
Koxnbie 99 ITogpocTkoBbIT usmensomes | 10 pasmepy u
0
HelpohuOpoMBI BO3pacT KOJIMYECTBY HA NMPOTSHKEHUN
BCEU KNU3HU
IIpencraBnennas yactora —
VY3n0BbIe HEHpoPprOpOMBI ITogpocTkoBbIT IIpU KIMHUYECKOM OCMOTPE;
~15%
(TOAKOKHBIE UITH TITYyOOKHE) BO3pacT yactora Ha MPT — B 2-3 pa3a

BBIIIIE
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Kiununyeckue npusHaku

[Inekcudopmuas

HelipodubOpoma (k1)

3110Ka4eCTBEHHAs OMYXO0JIb
000J04YeK epupepuIecKux

HEPBOB

HNHurennexryanbHas

HENEECIIOCOOHOCTH

[TpoGemMs! (TpyaHOCTH) C

oOydeHrneM
[Ipobnemsl ¢ moBeneHreM
Cynoporu

Jucnnasus JIMHHBIX

TpyOUaThIX KOCTEH

Juctpopuueckuit CKOINO3

Henucrpoduueckuit ckonanos

Ocrteonopo3

Bcerpeuaemocts
Nnpu3HaKa (Ha
100%
NANMEHTOB
YKa3aHHOIO B
crosdue 3

Bo3pacra)’

~30%

8-13%

4-8%

50-60%

30-67%

6—7%

2%

5%

5%

~20%

TunuyHbId BO3pact

Ha4yaJjia

MiageHnuecTBo
(uHOT A
BPO’KJCHHbIE) WU

JCTCTBO

[ToapocTkoBBIi

BO3pacCT U B3POCIIbIC

HerctBO

JleTcTBO

HerctBO
B nro6oM Bo3pacte

MnangeHdyecTBO

(BpOKJIEHHBIE)

610 ner

[ToxpocTKoBBIN

BO3pacT

C Bo3pacta 40—65

JCT

14

KovmmenTapmii

[IpencraBinenHas yactora —
MpU KIIMHUYECKOM OCMOTPE;
gactora Ha MPT cocrasnger ~

50%

PacnpocTpaneHHOCTH B CrOSS-
sectional (TomepeyHbIx
uccienoBanmsx) 2%—5% mnocie

12 net

Coxpansiercst Ha IPOTSKEHUU

BCEU JKU3HU

CoxpansieTcst Ha IPOTSKEHUU

BCEH XKU3HU

BricTpo nporpeccupyrommii
CKOJIMO3 BCJIEACTBUE JUCILIA3UU

IIO3BOHKOB

CKOJIMO03 JIETKOI cTeneHu 6e3

aHOMAJIMH ITO3BOHKOB

Ocrteornenust BCTpeJaeTcst 4acTo,
B 10OOM BO3pacTe;

OCTCOHOpO3 BO3HHUKACT paHbIIC



Bcerpeuaemocts

Nnpu3HaKa (Ha

100%
TunuyHbId BO3pact
Kiununyeckue npusHaku NanueHToB KovmmenTapmii
HayaJja
YKA3aHHOTO B
crosdue 3
Bo3pacra)’
0 CPaBHEHUIO C 00IIeH
MOMYJISUUEN, HO PEIKO — Y
JIeTEN ¥ HEYaCTO — Y MOJIOJBIX
monaen
PacnipocTpaHeHHOCTD BbILIE Y
AprtepuanbHas runeprenzus  >15-20% B mro6om Bo3pacte

B3POCJIBIX, YEM Y JI€TEU

|. Koowcnvle nposignenus

[IurmeHTHBIE NU3MEHEHUSI KOXKU ABIIAIOTCS HauOolsiee XxapakTepHbM cumnromom HO1 y
JETEH.

ITsaTHa 1BeTa «kode ¢ MOJOKOMY» SBISIOTCS MEPBBIM U MOCTOSHHBIM cumnTomoM HOI1,
BcTpeyaroTcss B 95% ciydaeB. ManudectupyoT B paHHeM Bo3pacte. IlpeacraBmsior coboit
IJIOCKHE, OJTHOPOAHBIE MO0 CTPYKTYpPE MSATHA OT CBETIO-0€KEBOI0 1O TEMHO-KOPUYHEBOTO 1IBETA,
OKpPYIJION MJIM OBaJbHOM (POPMBI C POBHBIMM KpasiMH M YETKUMU IpaHulaMu. Pazmepsl MOryT
BapbUpPOBaTh B 3aBUCUMOCTH OT BO3pacTa MNAIMEHTA, KaK MPaBWJIO XapaKTEPHO YBEIMUYEHUE
pa3MepoB MPOMOPIHOHANIBEHO pocTy pedenka [32]. Ilpu mMopdomorndeckoM HCCIeJOBAaHUU
obHapyxwuBatoT AuG(Dy3HOE CKOIJIEHHE B COCOYKOBOM CJIO€ JEPMBI MEJIAHOIMTOB C
BKJIIOUEHUSIMU MEJIaHMHAa B LuTomiasMe. KonuuecTBo MITEH LBETa «KOPE C MOJOKOM» He
SBIISICTCS MPEIUKTOPOM TSXKECTU TeUSHHs 3a00JIeBaHHU.

BecHymiku (JeHTUTO) B TOAMBIIIEYHBIX M MAaxOBBIX obnactax (mpusHak Kpoysa)
NpEACTaBISIIOT co00it Menkue (1-2 MM) TUTMEHTHPOBAHHBIE MAaKyJbl, PACIOIOXEHHBIC B
KOXKHBIX CKJIagKax (MOAMBIIIeYHas, MaxoBas o0JacTh, MOJ MOJIOYHBIMHM JK€JIe3aMH), Kak
npaBuUiIo MaHu(ecTupyrolme B Bo3pacte 3—5 ner, umerot mecto y 20-90% mnanuentos ¢ HD1.
CoustHeuHOe U3ITydeHHe He SBISeTCS MPOBOLUPYIOLINM (DaKTOPOM UX BOZHUKHOBEHHS, B OTJINUHE
OT OOBIYHBIX BECHYILIEK (JIEHTUTO).

Hpyrumu Oosiee peAKMMH KOXXKHBIMM HM3MEHEHUSIMHU, peructpupyembiMu mpu HO1,

SIBIISIFOTCSL FOBECHUJIBHBIC KCaHTOI'paHYyJIEMbI n aHEeMHWYHBII HEBYC. IOBenunnubIie
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KcaHTorpanyinemsl (10 37% ciydaeB y gereil) — Menkue, 0e30071e3HEHHbIE BOCKOBUIHBIE
JKEJITOBATHIC TAMMyJbl/ y3elKH, (GOpMHUPYIOIIUECcs y ASTed MIIAJIIIET0 BO3pacTa, Haubojee 4acTo
JIOKQJIM3YIONTUECS B OOJIACTH BOJIOCHCTOM YacCTH TOJIOBBI, TYJIOBHUIA. XapaKTePHO CIIOHTAHHOE
rncuesHoBenue. Y marmueHtoB ¢ HO1 u MHOXkecTBeHHBbIMH KcaHTOorpanyjaemamu B 20-30 pa3
Bblllle pUCK pa3Butusi FOMMIL. AHeMHuYHBII HEBYC BCTPEYAECTCS y MOJIOBUHBI MAIMEHTOB C
H®I1, Oonee wacto y MaJgb4MKOB U TPEACTABISET COOOH WM30JMPOBAHHOE IIJIOCKOE
TUTONMTMEHTHPOBAHHOE TIISITHO C YETKO OYepueHHOW TpaHulei, pasmepamu 5-10 cMm, He
MEHSIOIee IBET MpPU TPEHUH. MOXKET SBISATbCS OJIMHOYHBIM WM MHOXECTBEHHBIM,
pacrozarasick Ha JitoOOM yuyacTke Tena. Kak mpaBuiio MOSIBISIETCS C POXKACHUS WM B PaHHEM
JICTCTBE Y MEHSIETCS B TeueHUeE xu3uu [33].

Koxwnsiii 3y siBnsiercss yactbiM mpossieHueM H®1, umeer mecto y 20% manueHToB ¢
H®1, npu 3TOM 3HaYNMO HapylIaeT KaueCTBO >KU3HH.

[TaTHa 1BeTa «KOde ¢ MOJIOKOM» MOTYT BCTpPEeUaThCs U MPHU APYTUX CUHApoMax. B cBs3u
C 4YeM, NpH HaJUYUM HEXApPaKTEePHBIX MATEH M HEJOCTATOYHOTO KOJIMYECTBA KIMHUYECKHUX
KpUTepuel s MOoCTaHoBKHM auarHo3a H®1, HeoOxomumo mpoBOAWTH aAu(QepeHInaTbHBINA
IUArHo3 C JPYTMMU CHHAPOMAMH, TaKKE XapaKTEepHU3YIOIIMEecs MSITHAMHU I[BeTa «Kode ¢
monokom»: H®2 tuma, cunapom Jlernyca, cunapom MakkbtoHa-Onbpaiita, CMMRD wu

JIPYTUMH MYJITUCHCTEMHBIMH 3200JI€BAaHHUSIMH.

Il. Onyxonesvie nposignenus

OnyxoneBblii  cuHApoM, accouuupoBaHHbli ¢ H®1, pasnuyaercs mno creneHu
BBIPQXEHHOCTH, TUCTOJIOTMYECKMM BapHaHTaM OIyXOJIeW, HX JIOKaJIU3alud, MpPOrHO3Y.
OtmedeHa B3aUMOCBSI3b MaHM(ECTallMM OIyXoJied M Bo3pacToM mnanueHToB. l[losBieHue
KOXKHBIX HEeHpoprOpoM peako perucTpupyercs y aereit no 7 ner, B 44% cinydaeB oTMedaeTcs B
no3aHeM mybeprare u 10 19 ner, B 85% — B Bo3pacte 20-29 net, B 94% — crapme 30 ner. ITH
umeror Mecto 'y 20-50% mamueHToB, MpU 3TOM B OOJBIIMHCTBE CIIy4aeB SBISIOTCS
BPOXKICHHBIMH HMJIM Pa3BHBAIOTCS Y MAIllMEHTOB paHHero Bo3pacta [34]. Uucio ciydaeB rimom
HU3KOW CTENEHM 3JI0KauecTBeHHOCTH y nanueHTtoB ¢ H®1 Bapsupyer ot 5 1o 20% cinydaes B
3aBHCUMOCTH OT JIOKAIM3ALUH (3pUTEIbHbIE MYTH, TUIIOTAJIaMYyC, 3a/IHsAs YepenHas IMKa, CTBOJ

TOJIOBHOTO MO3Ta U JIp.) ¥ PETHCTPUPYIOTCS B PA3IMUHBIX BO3PACTHBIX KaTteropusx [35].

Tabnuua 2. CpaBHEeHHE YaCTOTHI Pa3BUTHUs 3JI0KaueCTBEHHBIX omyxoned npu HO1 u B

oOriet monyJssIuu

Bupa onyxosmn YacroTa pasBuTHA Yacrora pasBuTHs
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npu H®1, % B o01eH
nonyJasiuuu, %
300ITH 5,0-10,0 0,001
I'acTponHTeCTHHATILHBIE CTPOMAIBHBIC 3,9-25,0 0,0001
OITYXOJT!
Pak MOJI04HOM Kene3bl 18,5 9
Pabnomuocapkoma 1,4-6,0 0,000003
Jetiko3 2,0 0,01
KapuuHouHbie ommyxomau 1,0 0,00003
deoxpomonToMa 0,1-5,7 0,00008

Osxunaemasi poJOJKUTENBLHOCTD KU3HU Jitojelt ¢ HP1 na 8—15 ner menble cpenHei
[1], uTo mpexae BCero acCOLMUPOBAHO C MPOrPECCHPOBAHUEM OITyXOJIEBOIO CHHAPOMA H/WIHU
Bo3HUKHOBeHHEeM 30O0IIH. OTmedaercs fpaMaTHyecKoe yBEINYEHHUE 0KA3aTesl CMEPTHOCTH Y
nanenToB ¢ H®1, HaunHas ¢ MOAPOCTKOBOrO BO3pacta, mpu 3ToM 1/3 ciydaeB JeTanbHBIX
MCXO0JIOB OyZIeT MPUXOAUTHCS Ha Bo3pacT 10 40 jer. Y manueHTOB mocie JOCTHKEHUS BO3pacTa
50 neT mpu OTCYTCTBMM Pa3BUTHUS TSDKEIBIX OCIIOKHEHHH, acconuupoBaHHbIx ¢ HD1, BbicOKa

BEPOSTHOCTh HOPMAJBHOW MPOIODKHUTEIBHOCTH KU3HHU [36].

A) Onyxonu nepughepuueckotl Hep8HOU cucmembl

Hetipogpubpomer — 100poKayecTBEHHBbIE ONYXOJIM U3 000JI0YeK Mepu(epruIecKux
HEPBOB, ABISAIOTCS XapakTepHbIM cumnTomoM HD1.

Kooicuvie netipogpubpomvl IpECTaBIAIOT COOO0M OKPYIJIBIE Y3€JIKH MSTKO-3JIAaCTUYHOM
KOHCHCTEHIINH, PACIIOJIOKEHHBIE HAa W/HWIM B TOJIIE KOXXM Ha O0OJOYKAX MENKHUX HEPBHBIX
CTBOJIOB, CHHIOIITHO-KPACHOT'O W/WJIY I[BETa HOPMAJIbHON KOXKH.

TlookooicHvle Hetipoghubpombl PACTIONOKEHBI B AepMe, IPUIIETAIOT K TTOKOKHBIM HEPBaM
C TIPSIMBIM BOBJICYCHHEM HEPBHBIX KOPEIIKOB M MYTEH, 9TO YacTO COMPOBOXKIACTCS JIOKATHLHBIM
6011eBbIM cuHAPOMOM. Kak mpaBHiIo BOZHHKAIOT Y MOJPOCTKOB W CBOWCTBEHHO YBEIWYCHHE MX
Yuciaa C BO3pacToM maiueHTta. I[IpoBouupyrommm ¢akTopoM pocTta Heipoduépom Moryr
SBIISITHCSI TOPMOHAJIbHBIE U3MEHEHUs1 — IyOepTat, OepeMeHHOCTh. Kak mpaBuUiIo MHULIHATBHOM
JIOKaJM3aIMell SBISeTCS TYJIOBHINE M Jajiee PACIpPOCTPAHSIOTCS Ha KOHEYHOCTH, IIC0, JIUIIO.
PasMepbl W KOJIMYECTBO MOTYT 3HAYMMO BapbHpPOBATh. | MCTONOTWYECKH MPEICTABICHBI
IIBAHHOBCKUMH KJIeTKaMH, (pubpoliacTaMu, NEpuHEBPAIbLHBMH KJIETKAMH, KOJIJIAr€HOM; CTPOMa

I/IH(I)I/I.HBTpI/IPOBaHa macroruramu. Yacrto COIIPOBOKAAOTCA 3yAOM KOXKH, TCM CaMbIM OKa3bIBas
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HEraTUBHOE BJIMSIHME Ha KayeCTBO JXKU3HU MAlUEHTOB. OTCYTCTBYET PHUCK 3JI0KAY€CTBEHHOM
tpancdopmanuu [10].

Inexcugpopmnas  netipogpuébpoma  (IIH) —  moOpokadecTBEHHass  OIYXOJIb
nepudepudeckoil HepBHOI cuctemsl, Berpeuaercs y 30-50 % mauuentoB ¢ HO1. bonpmmHcTBO
u3 [TH — Bpoxnennsie [37,38]. JlaHHAas OmMyXxoib SBIASETCS HETHUIUYHBIM THCTOJOTHYECKUM
BapUaHTOM HeWpouOpOMBI, XapaKTepu3yeTcs KPYIMHbIMU pa3MepaMu U U y3HBIM POCTOM C
BOBJICUCHHUEM HEPBHBIX Y3JIOB, CIUIETCHHN M BETBEH, YaCTO BBIXOAS 3a IPEJENbl AHHEBPHS B
okpyxatore Tkauu [39]. Tepmun <«autekcudopMHast» MPOUCXOMUT OT Jar. «plexusy —
cruierenre U «formisy — mogoOHbIA. [l MaHHBIX OMyXoJed XapakTepHa MaHu(ecTalus B
paHHEM BO3pacTe: B Psijiec ClIydyacB HOBOOOpA30BaHUsS IPUCYTCTBYIOT ¢ pokacHuUs [26].

ITH moryT uMeTh JIt00yI0 JTOKAIH3AIHI0, 32 UCKIFOUEHHEM TOJIOBHOTO U CIIMHHOTO MO3Ta.
[Tpu nokanu3auy B MOJIOCTSIX OMYXOJb YacTO HE yIAeTCs BBIIBUTH MPHU KIMHUYECKOM OCMOTPE,
B CBSI3M C YeM HEOOXOIMMO MIPOBEICHUE HHCTPYMEHTaNbHON nuarHocTuku [40].

Pasmep W nokanm3amms OIyXOJIM OIPENENSIOT TSDKECTh KIMHUYECKHUX IPOSBICHHA.
Onyxonmu OOJBIIOrO pa3Mepa MOTYT NPUBOAWTH K YTONIICHWIO W jJedopmanuu HEpBa, UYTO
OKa3bIBaeT BIMSHHE Ha CTPYKTYpy ONu3nexamux KocTei, koxu u wmbiil. Hepeaxo ITH
MPUBOJIAT K PA3BUTHUIO BBIPAKEHHOTO 00JIEBOrO CHHAPOMA, OTPAHUYCHHUIO MOABMKHOCTH, IOTEpPE
3peHust U ciryxa. Takyke JaHHBIE OIMyXOJIU MOTYT OKa3bIBaTh KOMITPECCHOHHOE BO3ICHCTBUE HA
Onu3JIeKaIIue OpraHsl, Hapymias ux HopManbHyto GyHkuuio [41-43]. Tomsko B ~15% ciydacs
ITH moxeT OBITh pajuKalbHO XMpyprudecku ynaieHa. Ho naxke xorga omepanus BO3MOXHa,
OIYXOJH YaCTO PELHIUBUPYET MOCIE MPOBEACHUs onepannu [44].

BonpmmacTBO TTH sIBAsIFOTCS TOOpOKAYeCTBEHHBIMH, OJTHAKO JaHHBIE HOBOOOPa30BaHUS
uMeroT norteHuuan k tpaHcpopmanuu B 300IIH. Kax mpasuno, mporecc TpaHchopmanuu
OpOMCXOIUT B oTaenbHOoN yactu [TH n quarHocTupyercss He CBOEBpEMEHHO. ACCOLIMMPOBAaHHbBIE
¢ H®1 300IIH xapakTepusyroTcs IUIOXUM IPOTHO30M BBDKMBAEMOCTH, KakK BCIIEACTBUE
HenocTaTtka 3G GEeKTUBHBIX METOIOB JICUCHHS, TaK U 10 MPUYMHE MMO3IHEH Auarnoctiku [45,46].

Ocobennoctu kinHIYeckux nposisienuit [TH [10]:

e bonbmias BapuabenbHOCTD TSKECTH U CUMIITOMOB;

e JIeOIOT KIIMHUYECKUX MPOSBICHUN — BPO’KICHHBIE, pAHHHUI JETCKUI BO3pAcT;

e MakcuMasbHbIE TEMIIbl POCTa — JIETCKHUI U MOJAPOCTKOBBINA BO3PACT;

e Jlokanuzanus B 00JIaCTH JIMLA U IIEH — PeJIKo mocie 1-ro roja >KU3HU, Jpyrue —

PEeKo 1ociie MOAPOCTKOBOTO BO3PACTa;
e Pa3BuBarOTCS Ha KPYMHBIX HEPBaxX, MIPUBOJA K HAPYIIEHUIO UX (YHKINH;

e Jlocturatot OONBIINX pa3MEPOB, UMEIOT MPUYYUIUBBIE (OPMBI;
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e XapakTepHO U3MEHEHHUE I[BETA U TEKCTYPhI BBHIIIEIECKAIIUX YYACTKOB KOXKH.

CrekTp BO3MOKHBIX OCIOKHEHHUH, acCOIMUPOBAaHHBIX C mporpeccupoBanueM [IH B
3aBUCUMOCTH OT JIOKAJIM3aLlUU:

e KocMmernueckue neeKTsl;

e JlaBnenue Ha nepudepUUecKUe HEPBbI, BbI3bIBAs HEBPOJIOTUYECKUE CUMIITOMBI

(oHeMenue, mapaaMy MBIIII] U T. 1I.)

e XpoHHUYECKHI 00JIEBOI CHHAPOM;

e KpoBoreueHus;

e PaszpylieHue KOCTHOW TKaHU;

e Hapymenue QyHKIIH MOPaXKECHHOTO OPraHa;

e Tpaucpopmanus B 300ITH (10-15%), game B Bo3pacte 1540 ner.

Amunuunoe Helipoghubpomamo3noe  HO800Opazosamue c HeonpeoeleHHbIM
ouonoeuueckum nomenyuanom (AHOHBIIT) — accoruupoBanbl ¢ pruckoMm pasputus 30OOITH, B
CBA3M C 4YeM TpeOYIOT TIIATEIbHOIO KIMHUYECKOIO HaOmIoAeHus M peryiaspHbix MPT-
UCCIIC/IOBAaHMI JUII  OIIGHKM WX pa3MepoB u xapaktepuctuk [47,48]. Xupypruueckoe
BMEIIATENIBCTBO JOJDKHO TMPOBOJUTHCS IMPH HAIMYUU BBIPAXKEHHOTO OOJIEBOTO CHUHIpOMA U
IPOrPECCUPYIONIMX HEBPOJIOrHYecknx cumntoMoB [49]. Tucromormyecku HMEOT Ooiee
KJIETOYHYIO CTPYKTYpYy W NpPH3HAaKW aTUIHNHM, B OTJIMYUE OT HelWpoduOpoM; OOJBIIMHCTBO
AHOHBII nakannmuatot O/ va I[I9T/KT.

Henenus B 9p21.3, Brmrouaromnas reasl CDKN2A/2B, 6bu1a oOHapyxkeHa B 15/16 (94%)
AHOHBII u B 16/23 (70%) 30OIIH BbIcOKO# cTenenu, HO He B [IH; 3T0 moaTBepkmaeT
runote3y o ToMm, uro AHOHBII saBmstorcs npemmectBennukamu 300IIH, a penenms
CDKN2A/2B sBasiercss mepBbIM maroMm Ha myTd Tymoporenesa [50]. Dto nmemaer pannee
BosiBiieHue U nedenne AHOHBII Bo3moxkHo# crpaterueii npodunakruku 300ITH [51].

3noxauecmeenuas onyxons uz 000a0uex nepughepuieckux Hepeos

300IIH sBnsieTcs arpecCMBHBIM BapHaHTOM CApKOMBI MATKHX TKaHEH C pPA3IUYHON
crenenpto 30kadectBeHHOCTH (Grl-3, FNCCLC). V naunmentoB ¢ H®1 coBokymHBIN pUCK
pazsutust 300ITH B Teuenue xu3HU cocTaBisieT 8—16%, BOZHHKaeT B OCHOBHOM B Bo3pacTte 20—
35 yet, OJJHAKO TaKXe BCTpeuaeTcs B JeTckoM Bospacte [6,52-55]. bosbmmuacteo 300ITH y
naiueHToB ¢ H®1 passuBatorca u3 npencymectsyromux IIH wim AHOHBII, kotopsie
OBEprIINCh ManurHuzanuu [52,56,57]. Puck 3mokauecTBeHHOW TpaHChOpPMAIUU OMyXOJeH,
accouuupoBanHbix ¢ H®1, B 300IIH cocraBaser 8-15%, mpu sToM Hambosee BBICOK Y

Monoasix  B3pochbix  (20-30 ser) [58]. 70% 3O0OIIH wuMerT BBICOKYH CTEICHb
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37I0Ka4eCTBEHHOCTH, MOTYT METAacTa3upoBaTh M HMMEIOT IUioxoi mporuo3 [53]. Meauana

BBDKMBAaEMOCTH COCTaBJIsICT 18 MecsleB, a S-netHsis BbbkuBaeMoctsb 21% [52].

Cumnromamu, HacTopaxkuBaronumu otHocuTebHo 3OOITH sBasroTcs [53]:

® pOCT OmyXoiu: OBICTpOE YyBEIWYCHHE pa3Mepa WM HM3MEHCHHE CKOPOCTH pOCTa
cymectBytomieit [1H;

e 0OJEBON  CHUHIPOM: BHOBb  IOSBUBIIMICS, TOCTOSHHBIM, HOYHOH, TPYAHO
KOHTPOJIUPYEMBIH;

® BHOBb MOSBHUBIIUKCS HEBPOJIOTHYECKUM (MJIM JIBUTATEIbHBIN) ACPUIIUT, CEHCOPHBIN
nedunuT: cienyer oopamaTh BHUMAHUE Ha TAKUE CUMIITOMBI, KaK HapylIeHHUs QYHKIIUU
MOYEBOTO MY3bIPs, KUILIEYHUKA, POOJIEMBI C TJIOTAHUEM U 3aTPYJHEHHOE JIbIXaHUE;

® U3MEHEHHE KOHCUCTCHIIMM OIyXOJIH B CTOPOHY Oojiee TBEpAOH — TMOSBICHHE

YIUIOTHEHHs B paHee Msarkoi I1H.

Boicokwii puck paszsutus 300ITH y marmentos ¢ HO1 B cneayromux curyanusx [53]:
o wmukpoaenenus NF1, sarparuBatomas SUZ12;
® MHCCEHC-BapHaHTBHI, 3aTparuBaroIne KooHbl 844—-848;
e npenmectBytomas AHOHBIT;
e Qoubmoii 006eM [1TH;
e Heliporarus,
e JyuyeBas Tepamnus B aHAMHE3e;

e poxactBeHHuk ¢ HO®1 u 300ITH.

®daxTophl, CBA3aHHbIE C JI0XUM nporunozom 300ITH:

e JIOKAJIHM3AllUsA: aKCHAIbHOE pacojioxenue/rynosuiie [59-61];
e Hajguuue OoJiee OTHOM MEePBUYHOM omyxomu [62];

e Oonbmuii pazmep omyxoiu [59,61-63];

e BBICOKAs CTENCHb 3JI0KauecTBeHHOCTH [61,62]

e TeloMepas3Hast aKTHBHOCTB M cBepxakcnpeccust TERT [64]

® TCHOMHBIC U3MEHEeHHs B XxpomocoMmax 10, 16 u X [65].

B) Onyxonu yenmpanvhot nepsroil cucmemul
VY manuentoB ¢ HO1 BO3MOKHO BO3HUKHOBEHHE TJIMOM PA3IMYHON JIOKATU3alliU, B TOM

YUCIIEe 3PUTENBHBIX MyTEeH U XUa3MaJIbHO-CEJUIAPHON 00IacTH.
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I nuomwr spumenvrvix nymett (1'311) — noOpokadyecTBEHHBIC OMYXOJIH, BCTPEUYAIONTUECS Y
15-20% [66—71] nereit c HO1. OHn 0OBIYHO MOSBISIFOTCS B pAaHHEM JICTCTBE, Y JeTel Miaie 6
aet [71,72], cpeanuii Bo3pacT KIMHUYECKOTO mposiienus — 4,2 roaa [66,71]. I'ncronoruyecku
9TH TJIMOMBI TIPEJICTABISIOT COOOH MIIOIUTAPHBIC aCTPOIUTOMBI [72], OHM MEJICHHO PacTyT U
UMEIOT HU3KHUI MOTEHIMal 3JI0Ka4yeCcTBeHHOCTH. OHHM 4acTO BO3HUKAIOT B 3PUTEIHLHOM TPaKTe,
BOBJICKAsl 3PUTCIbHBIA HEpPB M 3puTelbHyr0 xuazmy [67,73]. Teuenue I'3I1 wacro ObiBaer
UHJIOJICHTHBIM, OJIHAKO, OHM MOTYT MpPOSBIATH MPHU3HAKH JIOKAJHLHOW MHBAa3HH U BbI3BIBATH
CHUMIITOMBI y 3HAYMTEIBbHOM uwacTh nammenTtoB ¢ H®1 [71,74-76]. I'3I1 MokeT BBI3BIBATH
ObICTpOe MOsIBJICHHE 7K30()TanbMma, B COUYETAHUHM C YMEPEHHOW WM BBIPAKEHHON moTepei
3peHHsI B MOPaKEHHOM TJia3y; WIM BBIABICHHE O(TaIbMOJIOIMYECKHX CHMIITOMOB 0€3 KaKHX-
1100 kano0 Ha Hapymienue 3penus [66,70,72]. Omyxoiau 3pUTEIBLHOrO TPAaKTa, BOBJICKAOIIHE
XMa3My, MOTYT COYETaThCs C MpEeXIeBpeMEeHHBbIM MosoBbIM passutuem (IIITP) [70,77]. Puck
BO3HUKHOBEHHUS CUMITOMAaTHYECKOW TJIMOMBI 3pUTEIHLHOTO HEepBa Hauboliee BBICOK y JETeil B
BO3pacTe A0 7 JIET; y MAlUeHTOB CTAapIIErO BO3pacTa OIMYXOJH, TPEOYyIoIe MEIUIUHCKOTO
BMEIIIATE/ILCTBA, Pa3BUBAIOTCS penko [72,78].

T uoma cmeona (I'C). Bropoit Hambosiee 4acTO BCTpEUAIOILIEHCS OMyXOJIbI0 MO3ra y
narueHToB ¢ H®1 saBnsercs ['C. DTo uHAONCHTHAS OMyXO0Jb, KOTOpPAask BOSHUKAET y JACTEeH 4yTh
OoJiee cTapiiero Bo3pacTa M 4acTo OOHAPY)KUBAIOTCS CIIyYailHO MPU HEHPOBH3YAIN3alMOHHBIX
uccinenoBanusx. [logo6Ho I'3I1, 3Tu omyxonu OOBIYHO MPEACTABISAIOT COOOW MHIIOIMTAPHBIE
acTpouuTOMBl. [lalMeHThl MOTYT »ajloBaTbCsi Ha TOJOBHYIO OO0JIb, COMPOBOXKIAOLIYIOCS
TOLTHOTOW, PBOTOM, YEepermHBIMM HEBPONATHSIMU M arakcueil. beccMMNTOMHBIE TNaIUEHTHI
TpeOYyIOT HaOMIOACHUS. OTH OMYyXOJIM MOTYT BBI3BaTh OOCTPYKTHUBHYIO THApoIedanuio,
TpeOYIONIyl0 YCTAHOBKHA BEHTPHKYJIONEPUTOHEATFHOTO IIyHTAa WJIM JHJOCKOIMHYECKOU
BEHTPUKYJOCTOMUU. JledeHne xumuoTepanueidl KapOOMIaTUHOM™* U BUHKPUCTHHOM™*

IPOBOJIUTCSI TOJIBKO B CIydae MPOrPECCHPOBAHMUS WM YXY/IIICHUS] CAMOTOMOB [79].

B) /lpyeue munvt 3noxauecmeennvlx onyxoneil, accoyuuposaunvie ¢ HO1

H®1 accoummpyercsi ¢ MOBBIIIEHHBIM PUCKOM Pa3BUTHsI 3JI0KAYECTBEHHBIX OIYXOJIEH, a
IPOIOJDKUTEIBHOCTh KU3HM NpuMepHOo Ha 10-15 ner kopode, yem B OOLIEH HOMyISAIUH.
370Ka4eCTBEHHBIC OIYXOJIM SBJISIOTCS OCHOBHOW mpuumHOW cmeptu npu HOD1 [4,80].
BeposTHOCTh pa3BuUTHs 370KA4eCTBEHHON onmyxonu y nanueHta ¢ HO1 B yerslpe pasa Bble,
yeM B o01eit momyssinuu [7,81-83].

ITo nansHbIM nuTeparypsl, HanOojee yacteiMu BapuanTamu 3HO y mammentoB ¢ HD1

SABJIAOTCA TICPCUUCIICHHBIC HUKC 3a00JIeBaHUs. OI(HaKO, INpuHHUMasA BO BHUMAHHUC, YTO Hd1
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spisiercs: CIIO, mamueHT TpeOyeT MOCTOSHHOE MOHUTOpHMHTa Ha mnpeameT BbisBieHus 3HO
[6,84]:

e smMdbonponudepaTUBHbBIC 3a00JICBaHMS,

® pak MOJIOUHOI! JKeJe3bl;

e pabromMHOcCapKoMa;

¢ (eoxpomonuToma;

¢ TaCTPOMHTCCTUHAIIbHAA CTPOMAJIbHAA OITYXOJIb.

I1l. Hesponoeuueckue nposenenus

H®1 moxer oka3plBaTh CYIIECTBEHHOE BIIMSHHME HA LIEHTPAIbHYIO HEPBHYIO CUCTEMY
(ITHC).

bonesoii cunopom y maumentoB ¢ HO1 moxer ObITh comMaTuyeckuM U 0OYCIOBJIECH
OpTONEANYECKUMU TpolieMaMu  (CKOJHMO3, KU(POCKONHO03, nepopManus TIPyIAHOH KIETKH,
MICEBI0APTPO3bI) WJIM HEHUPONATHUYSCKUM 3a CUET CHMIITOMATHYECKHX Hewpodudbpom. s
JedyeHuss XpoHudeckod Oonm y mnauumeHtoB ¢ H®1, xak u npu apyrux 3abosieBaHUSX,
UCIOJIb3YyeTCsl OMONCUXOCOLUANBHBIM MOAX0/l, OCHOBAHHBIM Ha BBISBICHUU THOJIOTUU OOIH Y
KQKIOro MalMeHTa M BO3JEHCTBHA KaK Ha COMATOIEHHBIM, TaK W Ha SMOLMOHAJIbHBIM,
IICUXOT€HHbII ~ KOMIIOHEHT 0o0JiM, Kak MpaBWJIO YCWIMBAIOIIUNA HHTEHCHUBHOCTbh U
IPOJOKUTEIBHOCTD OO, CHUYKAIOUIUHM 00J1eBOI MOpOT.

Koenumuenvie mnapywenuss ormevarorcs npumepHo y 50% maunmentoB ¢ H®1.
KornuTtuBHBIE  HapylmieHMs MOTyT OBITh  CBA3aHbI Kak ¢  ocjoxHeHusmu HO1
(ranp.:sunenTHYecKoit sHIedaToNaTHel), TaK U OBITH PE3YJITATOM aCCOLMUPOBAHHBIX C HUM
3a0osieBaHUi: paccTpoiicTB ayTuctudeckoro criekrpa (PAC), 6one3Hbp MOSMOS U T. 1.

Ilepughepuueckue netiponamuu 4YacTo paszBuBaroTcs y nanueHtoB ¢ H®D1 3a cuer
nporpeccupoBaHust HelpopuoOpom.

Onunencus. Berpeuaercst y 8% mnamuentoB ¢ HO1 [85,86] ¢ nebroTom mpuctymnos B
pa3Hble BO3PACTHBIC TMEPHOMAbI - OT MIIAJICHYECTBA JIO MO3THEro cpeaHero Bospacta [87]. B
KJIMHUYECKON KapTUHE mpeobanatoT GokaabHble npucTymbl [87]. dokalbHbIe MPUCTYITBI MOTYT
OBITH BBI3BAHBI MOPOKAMU KOPBI T'OJOBHOTO MO3ra WJIM BHYTPUYEPEIHBIM HOBOOOpa30BaHHEM
[88]. Ilocne nmebrora smuiencuu HeoOxoauMo TpoBeaeHue MPT-uccnenoBaHus TOIOBHOTO
MoO3ra JJi BBISIBICHHUS HPUUMHBI MPUCTYNOB (TOPOKH pPa3BUTHSA KOPBI, OMYXOJH, CTEHO3
BojonpoBoAa, Backynonatus). [loutn B 30% cnydaeB snuiencusi He MOJAAETCSA JICYCHHIO
IIPOTUBOCYAOPOKHBIMU IIpENapaTaMH, 4TO MOXKET aCCOLMHUPOBATHCSA C TSAKEION YMCTBEHHOM

orcranocteio [87].
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Kocnumuenvie mnapywenus. BeisBastorcs npumepHo y 50% mnanuentoB ¢ HOI.
KornuTtuBHBIE HapylieHuss MOTYT OBITh CBsi3aHBl Kak ¢ ocioxHenusmMu H®D1 (mampumep,
SMUJIENTUYECKON SHIedanonaTieif), Tak U OBITh PE3yJIbTATOM AaCCOLMHUPOBAHHBIX C HHUM
3a0oneBanuii: paccTpoicTB ayrtuctuieckoro cmnekrpa (PAC), 06one3Hp MosMos W T. I
HeiipokoruutuBHele HapylieHus BiiouyaroT [1Q B nuana3oHe HUXKeE CPEAHEro, MOBEIEeHYECKUe
npoOiieMbl U crienuduyeckue TpyaHocTd B oOyueHun [89-92]. Dtu TpyaHocTH B 00y4eHUH
BKJIIOYAIOT  BHU3YyaJbHO-IIPOCTPAHCTBEHHBIE M  BU3YOMOTOPHBIE HApYLIEHMs, SI3bIKOBBIC
HapyLICHUs, HapyLIEeHWs MEJIKOW U TpyOOH MOTOPHKH, NpOOJIEeMbl € MCIOJHUTEIbHBIMU
¢GynkuusaMu. OTHUM M3 YacThIX OCJIOKHEHHH SIBISIETCS CHUKEHUE TEMIIOB/3ajiepiKKa pedyeBOro
pa3BUTHUs, HAPYILICHHUS Pa3BUTUS peud U yueOHbIX HaBbIKOB [89]. 3a pasButuem nereit ¢ HOL
HEOOXOJUMO TIHIATEJIBHO CJEAUTh C TOMOIIBIO HEBPOJIOTMYECKUX M ICHUXOJOTHYECKHX
CKPUHUHIOBBIX 00CIIeJ0BaHuil B panHeM Bo3pacte [93].

CornacHo JaHHBIM = SNUAEMHOJOTMYECKMX HCCIEAOBAaHHUM, CHUHAPOM JeduiuTa
BHUMaHus u runepaktuBHoctu (CUBI), BoisBasercss y 40% nanuentos ¢ H®1, a cpenu nereit
IIKOJIBHOTO BO3pacTa 3TOT mokasareib 1oxoauT a0 48,8%. Ilamuentsr ¢ CABI 1 HO1 umenu
Oosiee HU3KME IOKA3aTeNM IO IIKaJdaM MaTeMaTH4YeCKOrO MBIIUICHUs, BOCHIPUUMYMBON peuH,

YCTOﬁqHBOFO BHUMAHUWA, YTCHUA W IIPaBOIIHCAHUA 110 CPABHCHHIO C JICTbMH TOJIBKO C Ho1

[94,95].

IV. Ilcuxuueckue paccmpoiicmea
VY nauuentoB ¢ H®1 Moryr BcTpeuaTbes paccTpoCTBa ayTUCTMUYECKOTO CHEKTpa U
nicuxocoragbabie mpoodiemsl [96,97]. IMamuentsr ¢ HO1 moasepkeHbl MOBBIIICHHOMY PHUCKY

BO3HUKHOBEHUSI ICUXUYECKUX PACCTPOIMCTB (TPEBOTH, ACTIPECCUN).

V. Cocyoucmuie nposenenus

[Inpokwnii CeKTp BPOXKACHHBIX CEPACYHO-COCYIUCTBIX aHOMAJINK accounnpoBan ¢ HO1
(aHEBpU3MBI, COCYIOUCTBIE CTE€HO3bl, aHOMaluu cepaua u Ap.). Ilpu dopmupoBanumn
Backynonatuil npu H®1 Moryr BoBiieKaTbcsa COCYIbl Pa3HOTO AMAMETPA, OT MEIKHUX apTepHOI
70 aopThl, W, B OOJBIIMHCTBE CIyyaeB IMpoTeKaloT OeccumnrTomHo. Haubonee wacrtoii
CUMITOMAaTH4Yeckoi (HOpMOI BacKyJOMaTHM SIBJSETCS CTEHO3 MOYEYHBIX apTepuil, YTO MOKET
ABJISITBCS NPUYMHOM THUIEPTEH3MOHHOIO CcHHApoma y jereil. [loBbllleHHMe apTepHasbHOIO
nasiieHus y neteii ¢ HO1 MoryT sSBIAThCS CIEICTBHEM SCCEHLIMANBHOM THIIEpTEeH3NH, HanboJee

XapaKTEepHOM Ui MOAPOCTKOBOIO BO3pacTa.
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Bpoxnennas natonorus cepana y nanmueHToB ¢ H®1 Berpevaercs vame, yem B 001Iei
HOMYJISIMM, cOCTaBIAs 2% IO JaHHBIM MEXIYHApOAHOI'O PErHCTPALMOHHOTO HMCCIIEI0BaHUS.
Haubosiee yacTbIMH SBJISIOTCS CTEHO3 KJlaraHa JISTOYHOM apTepuu, NeeKThl MEeKIPEICEPAHOMN
U MEXOKETYJOUKOBOM MEperopoIoK, KoapKTalus aopThl, Terpaga damio, nmponarnc MUTPaIbHOTO
KIanaHa, rumneprpodpuyeckas kapamomuomnatus [98]. OrTmeueHa B3aMMOCBS3b MEXIY
KOHKPETHBIMU TUIIAMU CEPACUYHO-COCYUCTHIX aHOMAINN U maToreHHbIM BapuanTom rena NF1.

AHOMaJIMM COCYIOB TOJIOBHOIO MO3ra (aQHEBPHU3MBI, CTECHOTHYECKHE JedopManuu
BHYTPCHHEH COHHOM, MEPETHEH W/WIIH CpeIHEN MO3TOBOM apTepHii) TUarHOCTHpYyIOTCs y 2,5—6%
nanueHToB jgerckoro Bo3pacta ¢ H®1 [99]. OuaroBbiec H3MEHEHHS MOIYT OCTaBaThCSI
CTaOWIBHBIMH ¥ OECCHMIITOMHBIMH, HO TMPEACTABISETCS BO3MOXXHBIM HCKIIOUUTH PHUCK
IIPOrPECCUPYIOLIETO CYXKEHUsSl JAMaMeTpa COCYJOB, NPUBOASAIIEE K Pa3BUTHUIO HMHCYJIBTOB U
¢doKanbHONH HEBPOJOTHYECKOW CHUMOTOMATUKH. boJe3Hb MOSMOSI — XapakTepHU3YIOLIUNCS
MPOrPECCUPYIONINM CTE€HO30M BHYTPHUUYEPEIHBIX CErMEHTOB BHYTPEHHEW COHHOW apTepuu C
(GopMUpPOBaHUEM H3BUWIIMCTOM CETH apTepUabHBIX KOJUIATEpasell, BCTpeyaeTcs y NalUueHTOB C
aHaMHE30M KpaHuaibHOro 00mydenus [10,98-100].

AprepuanbHas TUIIEPTEH3USI 4acTO BeTpedaeTcs y maruentoB ¢ HOP1 (16-19%) [100-
104]. DccennmanbHas TUNCPTEH3Us SABISAETCS HauOOJee pPAaCHPOCTPAHCHHOW MPUYUHON
runeprensun npu HO1. T'mmepreH3us Takke MOXKET OBITh CIEJACTBHEM PEHOBACKYIISIPHBIX
3a00JIeBaHMA, MAParaHTIMOMBbI, (PEOXPOMOLIUTOMBI M KoapkTanuu aoptsl [105-108].

[Taparanrnuomsl ¥ (HEOXPOMOILMTOMBI TMOAO3PEBAIOTCA y TAIMEHTOB C CHMIITOMAMH
nM30bITKAa KaTeXOJaMHHOB (MOTJIMBOCTh, CepleOneHne, TroiloBHAs 00mb), J1aOWIbHON
apTepuallbHON TUNEepTEeH3MeW W/WiIM apTepualbHOM TUIEPTEH3HEHM, He Mojjaroencs
CTaH/JIapTHOMY JIeUeHHI0. J[MarHo3 CTaBUTCS HA OCHOBAaHUHU YPOBHSI CBOOOJHOTO MeTaHe(puHa B
T1a3Me W/UIIM MOY€e ¥ BU3yalu3allii OPIOITHON MOJIOCTH.

Backynomnarus yacto BcTpeuaercs y manueHToB ¢ HO1 u sBnsercs pacrnpocTpaHeHHON
OpPUYMHOM cMepTH Yy mnanueHtoB Moisoke 30 ser. [IpumepamMu NOTEHUMANbHO TSKEIbIX
nposineHuit HO1 asnstorcs NF1-accounnpoBanHble BacKyJIonaTHH, CHHIPOM MOSIMOS, a TaKKe
BPOXKICHHBIE AaHOMAlIMU HHTpalepeOpalbHbIX apTepuid, NPUBOASAIINE K (OPMUPOBAHUIO
CTEHO30B, OKKIIIO3UW, a TakKKe apTepHaIbHBIX U apTepUO-BEHO3HBIX AHEBPHU3M, KOTOpbIE
sBJstFOTCs Beayiied npuunaoit OHMK [2,109-112].

[Tarmentsl ¢ HO1 CKIOHHBI K KPOBOTEYEHUSAM, B YACTHOCTH, BO BPEMSI XHUPYPTHUYECKOTO
BMematenscTa npu yaaneHun [TH [113]. B HeckoabKUX COOOMICHHUSX OMUCAHBI KPOBOU3IIUSHHUS
B [IH, BO3HUKaIOIIUE CIOHTAHHO WJIM TOCIE€ MHUHHUMAIBHOM TpaBMBI, a TakKe YTrpOXKaIOIIHe

KM3HA KPOBOTEUCHHs BO BpeMsi xupypruueckor skcumsuu [114,115]. KpoBoreueHus Obutn
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cBs3aHbl kak ¢ H®I1-accoummpoBaHHOW apTepUaibHON AMCIUIA3MEH, TaK W C MEPBUYHBIMU

HapyIeHusiMu remoctasa [116].

VI.Ogpmanvmonocuueckue npossnenus

V3enku Jluma — 3TO NHUIrMEHTHBIE TramMapTOMbl paAyX Kd, KOTOpble HAUYHWHAIOT
pa3BHBAThCS B BO3pacTe oKoJo 3 net u Berpevarores y 100% nammentoB k 30 romam [117-119].
OHu mpencTaBisaOT coboit OecCUMNTOMHBIE 1—2 MM JKENTO-KOPHYHEBBIE KYIOJIOOOpa3HbIC
nanysabl pagy>KHOM 00O0JIOUKH, KOTOpBIE JIy4YIlle BCETO0 BU3YAIM3UPYIOTCS MPU TIIATEIHHOM
OCMOTpE IIEJICBOM JaMITOM.

Xopuouzes SBISETCS OJHOM M3 HaMOOJIee YacTo MOpakaeMbIx CTpyKTyp npu HO1.
[TockonbKy OHHM OOBIYHO HPEIIICCTBYIOT MOSIBICHHIO y3eIKOB JIWina, OHM MOTYT OOJErduTh
JTUATHOCTHKY.

VYHukanpHasi, OOBIYHO EIAMHHWYHAS, H30JIMPOBAHHAA W OJHOCTOPOHHSISI AHOMAIHS
HEOOJIPIIION pPETHHAIBHOW BEHYJBl BTOPOTO HIIM TPETHEro TMOpPSIKa, KOTopas MpHOOpeTaer
W3BUJIMCTOCTh, HAIIOMHHAIOUIYIO IITOTOP, TAaKXKE MOXKET OBITh BBISIBJICHA B TPETH CIy4aeB MpHU
npsiMoii odramsmockoruu [120].

Bpoxxnennas u mnpuoOpeTeHHas TiayKoMa, HAMONATHYECKH BpPOXKIEHHBIA MNTO3 H
HeilipopuOpombl,  AeQOopMUpYIOIIME  BEKO,  SBISIOTCS  APYTUMH  PAaCIpPOCTPAHEHHBIMU

ocnoxxnenusmu HO1 [121,122].

VII. Opmoneduueckue nposgnenus
Oproneanueckue ocnoxxkHeHus npu HO1, no naHHBIM pa3HBIX aBTOPOB, BCTPEUAIOTCS B
40-80% cirydaes.
Haubonee wyacto BCTpeyarolMMU OpTONEAWYECKMMHU mposiBieHussMu 1npu HO1
ABIISIOTCA:
® BPOXIEHHBIN JOXKHBIN cycTaB Kocteil ronenu (BJICKT);
e J1pyrue nedopMalui HIBKHUX KOHEYHOCTEH;
® BpOXKJEHHBIE JOXKHBIE CycTaBbl U JiedekThl Koctel mpenrieubs (BJICID);
e CKOJHMOTHYEcKas Aedopmaliusi M03BOHOYHHUKA,
e xudoTuyeckas negopmans N03BOHOYHHKA,
e coyeTaHue KUPOCKOINOTUYECKOH 1ehopMalii MO3BOHOYHHKA;
e nedopmarus rpyAHO# KIETKY;

® JHCIIIa3us KPBIJIECB KJ'II/IHOBI/I)]HOI‘/'I KOCTH KOCTeH qgeperia.

25



BJICKT otHOcsATCS K penkuM 3a00jeBaHUSM OIMOPHO-IABUTATEIIHFHOTO ammapara u 10
3aperUCTPUPOBAHHBIM JIaHHBIM, YacTOTa BCTpeyaeMocTu cocrtamisger | ciyuair Ha 140 000-
250 000 HOoBOpOXkIeHHBbIX [123-125]. Tak ke ObLIO OTMEYEHO, YTO BPOXKACHHAS JehOopMaIlus
kocteil m BJICKI' na ¢one H®D1 Bcrpeuaercs B 3,5% u 2% ciyuyasx 3a0osieBaHUi
cooTBeTCTBEHHO [126,127]. B cBOIO Ouepenpb, 10 KpaiiHeH Mepe, y MOJOBHHBI BCEX OOJBHBIX C
BJICKT mmarnoctupyercs HO1 [124,125].

Bpoxxnennsie noxHble cycraBbl koctell ronenu (BJICKI) sBusitoTcss cocTosiHHEM,
XapaKTepU3YIOIIUMCS TUIIUYHOW BPOXKICHHOW JAedopmaiyeil KocTed ToleHdu (BapycHO-
AHTEKypBallMOHHAs) MPOTPECCUPOBAHUE KOTOPOM MPUBOJUT K MATOJIOTHYECKOMY TEeperioMy Ha
BepimHe aedopMmanmu ¢ (GopMHpPOBaHHEM IICEBAOAPTPO3a WM Jnedekra kocrei [124-127].
HecMoTpss Ha MHOTrOYMCIIEHHBIE HCCIIEIOBaHUS, IMPOBEIECHHBIE 0 M3YyYEHHUIO AITHOJIOTHM U
natoreHe3a BJICKI, eauHOro MHEHHS O MPUYMHAX M MEXaHHW3MaX pa3BUTHS JaHHOTO
3a0o0NieBaHUsl B UCTOYHHKAX JUTEpaTyphl HET. B mocnennue rojabl mpeasioskeHa TeHeThdecKas
teopust B3aumocBsizu pasButus BJICKIT u HO1: cHmwkenue akTMBHOCTH HeipoduOpomMuHa u
u30biTOouHast skcrpeccuss RAS, B pesynprate myramuu B reHe NF1, moryr mnpuBoauTe K
YBEJIMYEHUIO AKTUBHOCTH OCTEOKJIACTOB M MX MPEIIIECTBEHHUKOB, TE€M CaMbIM, OOBACHSA
BBICOKHI YpOBEHb MOBTOPHBIX IMEPEIOMOB M KOCTHOW pesopbimu mpu BJIC [123,128]. Dra
FEHETUYEeCKass aHOMaJllusi BCTPEUaeTCsl HE BO BCEX CiIydasX IICEBIOApTPO30B U HE MOMKET
MOJTHOCThIO 00BsACHUTH maroreHe3 passutus BJICKD [123,128,129]. Otmeuaercs OoJee
Tshkenoe TedeHue 3aborneBanus BJICKID y manmentoB ¢ H®1, xapakrepusyromeecs Ooinee
BbIpa)K€HHOHU JiepopMmalirield, paHHUM BO3HHUKHOBEHHEM MAaTOJIOTMYECKOIo MepesoMa C JIU3UCOM
KOCTHOW TKaHW U (popmupoBaHuEM JedeKTa KOCTeH, TPYJHOCThIO YCTpaHEHMs ICEBA0apTpO3a
(ocTUKEHUsT KOHCOIUAANUN (PparMEeHTOB) U YacThIMH pedpakTypaMu.

B coBpemMenHoIi tuTepaType aBTOpaMu, 3aHUMaroIuUMucs npobdaemoit neuenus BJICKT,
IpeJlaraeTcsi HEeCKOJbKO KiaccupuKanuii gaHHoro 3aboneBanus. K cokaneHuio, BBHIY
JTUHAMUYHOCTH 3a00JIeBaHMSI, KIMHUYECKOE 3HAYEHHWE HMX CHUXKEHO, HO HCIHOJB3YeTCs s
HAyYHBIX MCCII€OBAHUN U TTIOHMMaHUs CHEIHATUCTaMH 3TalTHOCTU 3a00JI€BaHUSI.

Kaaccuduxanusa Crawford (1986 r.) [123,130], koTopas HauboJjiee 4acTo BCTpeyaeTcs
B HACTOsIIee BpeMs B MHOCTpaHHOH nuTepaTtype. [laHHas kiaccudukanus oTpakaeT pa3InyHble

craauu teuenus BJICKT (pucyHok 2).
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Tun 1. mepenHee HCKpUBIEHUE C
YMEHBUICHUEM  TOJUIMHBI  KOPTHUKAJIbHOU
IIJIJACTUHBI 1 KOCTHOMO3TOBOT'O KaHAJIA.
Tun 2: nepeaHee HUCKpUBIEHUE C
() CY’KCHHEM u CKJICPO3UPOBAHUEM
KOCTHOMO3IOBOT'O KaHaja.
Tun 3: mnepenHee WCKpUBIICHUE,

coucraromasiaca € KUCTaMH W IIPU3HAKaAMH

Ipearepesoma.

@

Type | Type Il Type 1l Type IV

Tun 4: nepexHee HCKPHUBICHUE U
NOJHBIA  mepeioM ¢ (OPMUPOBAHUEM
Pucynok 2. Knaccudukanus
JOXKHOTO  CyCTaBa, dYacToO  COYETaeTCs
Crawford (1986).

C MOpakKEHHEM Majlo0epLIOBOH KOCTH.

Knaccupuxanus Paley (2019 r.) [124,126] ocHOBaHAa Ha OLIEHKH TaKUX KPUTEPUEB, KaK:
1) umemocTHOCTH OOJNBIIEOEPIIOBONM U MallOOEpPIIOBOM KOCTEH; 2) HalW4YUEe WJIM OTCYTCTBHE
IPOKCUMAaJIbHON MUTpaLlU AUCTAIBHOTO (pparMeHTa ManobeploBoi KOCTH; a Takxke 3) Haauuue
3HAYUTEIBHOTO KOCTHOTO fedekTa. [To MHeHHIO aBTOpa, 3TH TpH (PAKTOPHI BIUSAIOT Ha MPOTOKOJ
nedeHus. Jlpyrue ¢aktopsl, Takue Kak Hanuuue uiau otrcyrcrBue H®1, wnim ¢ubposHoit
TUCIIIA3UH, TPEOBIAYIIed Oonepanud, arpoUYecKue WM TUNePTPOPHUUECKUE KOHIIBI

(parMeHTOB KOCTei 1 BO3PACT, HE PACCMATPUBAIOTCS B IaHHOU Kiaccudukaimu. (PucyHok 3).
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1]4P 1| LAT 20 | AP 24 | LAY 28 | AP 2B | LAT 3| AP 3| LAY

aA | AP 3A | LAT 4B | AP 4B | LAT ac | Ap 4C | LAT

Pucynok 3. Kiaccuduxamnus Paley (2019 r.): tun 1 — 0e3 Haau4us mepeioMoB KOCTEH TOJICHH,
TUM 2 — 0e3 nepesioMa 00IbIIeOepIIOBON KOCTH, HO C TIEPEIOMOM MaJIoOepIIoBOM KOCTH (A —
0e3 murpaiuu pparmenta, B — mMurpamnus guctaipHOro ¢gpparMeHTa MaJoOepIoBOl KOCTH), THIT
3 — mepenom OoIbIeOepIIoBON KOCTH 0€3 MepesioMa MaJIoOepIOBOM KOCTH, THIT 4 — TIepeioM
obenx koctel rojeHu (A — 0e3 mMurpanuu parmMeHTa MaroOepIioBoi KOCTH, B — murparus
TUCTAIILHOTO (PparMeHTa ManoOepoBoil KOCTH MpokcuManbHo, C — nedekT O0mbiiedepoBoii

KOCTH ¢ MUTpanueit ¢pparmeHTa Majao0epiioBoOil KOCTU MPOKCUMAIIBHO).

EcrectBennoe teuenne BJICKI' MoxHO pa3aenuTh Ha MEPBUYHOE U BTOPUYHOE TEUECHHE.
K nepBuunomy Tteuenuto BJICKI' oTHOCHUTCS TUNHMYHAs BapyCHO-aHTEKYypBallMOHHAs
negopmanuss KOCTeH TOJNEHHW, dalle MOpU HpOrpecCUpOBaHUM KOTOpPOH (Ha BepILIMHE
nedopmaiuu) TPOUCXOAUT TMATOJIOTHYECKUN TepesioM OoJbIIeOepIioBOM W MalloOepiioBOM
KOCTH, KaK 10 OTAEJIbHOCTH, TaK U coBMecTHO. [laTonornueckuii mepenom yaiie mpoucxXoauT B
Bo3pacte 8 mec. — 1,5 ;mer ¢ HayaloM OCeBOW Harpy3ku, 0e3 3HAYMMOIO MeXaHHU3Ma
BO3HUKHOBEHHUs IiepeqomMa. MOoKeT BO3HHMKAaTb IpU  HE3HAYUTEIBHOM HEPaBHOMEPHOM
nepepacnpe/ielieHny Harpy3KH, Tak U B okoe. PonuTenu (MpeicTaBuTeNn) MauueHTa OTMEYaroT
HE3HAYUTENbHBI OTEeK MSTKMX TKaHeW C orpaHuyYeHHeM (M3MEHEHHEeM XapaKTepa OcCeBOil
Harpy3ku) y pedenka. [Ipu mpoBeneHHH PEHTIE€HOJOTUUYECKOTO 00CIeIOBAaHUS KOCTEH TOJEHU
BBIABIISICTCS THUNMYHas jAedopMarnusi KOCTe TOJIEHM Ha CTOPOHE MOpPAaXEHUS M Haludue
pedpakTypsl, uamie 0e3 3HAUUTENBHOIO CMENIEHHs KOCTHBIX (parmeHTOB. KOHTpONIBHBIE
PEHTTeHOrpaMMBbl BBISBIISIOT YCUJIEHHE JIM3UCA KOHIIOB KOCTHBIX ()parMeHTOB (B CpaBHEHUU C
MOCTTPaBMaTHUYECKUMHU MallMEHTaMH) U ycujieHue cmeleHus ¢parmeHToB. [laTomornyeckuit

nepenoM OoublIe0eplioBOd KOCTH HapyIIaeT OINOPOCIOCOOHOCTh KOHEYHOCTH M Tpelyer
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MCIIOJIb30BaHNUsI BHEUIHETO OpTe3a s XOAbO0bl. M301MpoBaHHbIN NeperoM Maio0epioBOi KOCTH
C TOCIeAYIOIed MHUrpanuedl TUCTaIbHOTO (parMeHTa MPOKCUMAIBHO MPUBOAUT K YCHIICHHUIO
BaIBIyCHOW JedopManuy Ha ypOBHE IHCTAIBHOTO MeTaauadusa OoyblieOeploBOH KOCTH.
OcHoBHbiMu  mpoOsiemamu  1npu  BJICKIT  saBisroTcsi:  BapyCHO-aHTEKYypBallMOHHAs
(mepenHe60K0BOM M3THO) AehopMaIus KOCTEH TOJIECHU, OTCYTCTBHE KOHCOIHIAMK ()parMeHTOB
IICeB/I0APTPO3a KOCTEH TOJIEHH, HAPYIIEHHWE CTAOMJIBHOCTHM BWJIKH TOJICHOCTOITHOTO CyCTaBa
npUBOAAIIAs K (OPMUPOBAHHIO BAILI'YCHOH JleopManuy Ha YpOBHE JUCTAIBHOTO MeTaanapusa
6onbmeoepuosoii koctu [130]. JlaHHble M3MEHEHHS MPHBOAAT K (POPMUPOBAHHIO BTOPUYHBIX
nedopmanuii. Tak kak BepmMHA AeQopMalMi KOCTEH TOJIEHHW paclojliaraeTcs Ha TIpaHuLe
CpPEHEW U HWKHEW TPETH KOCTEW, TO MPHU JUIUTEIBHOM €€ COXPAaHEHUH, Ha TPAHULE BEPXHEU U
cpenHel Tpetei (opMuUpyeTcs MPOTUBOAYTa — BaJbI'YCHO-PEKYpPBAIllMOHHAS JeopManus, TeM
caMblM ycunuBas naedopmanuio TMOPaKEHHOTO0 CerMeHTa. Tak e aHTeKypBallMOHHAas
nedopManusi KOcTed roJieHd MPUBOAMT, MO0 MHEHUIO aBTOPOB, K OCIAOJIEHUIO 3aHEH TpYIIbI
MBILLI TOJIEHU U, B OCOOCHHOCTH, aXUJUIOBA CYXOXKUJIUS U OTPAaHUUYEHUIO ThUIbHOM ()IIEKCHM Ha
YPOBHE TOJICHOCTOITHOTO CyCTaBa ¢ (pOpMUPOBAHHEM KOHTPAKTYpP. DTO MPUBOAUT K THIIOTpOPUn
MKPOHOXXHOW MBIIIIBI U (HOPMHUPOBAHUIO MATOYHO-TONON Jedopmanuu crombl. OTCyTCTBUE
aJIeKBaTHOM HArpy3KM Ha KOHEUHOCTb, MPOKCHUMallbHAs MUTpanus QparmMeHTa mManoOepIioBoi
KOCTH MIPUBOAUT TaKKe K (POPMUPOBAHHIO BTOPUYHBIX Ae(OpMaIiii CTONBI Ha ypPOBHE TapaHHOK
KOCTH,  TIOSBJICHHIO  HECTaOWJIIBHOCTHM  TOJIGHOCTOIIHOTO  CycTaBa M HapyUICHUS
(YHKLIMOHUPOBAHUS JUCTAIBHONW 30HBI pocTa 00JbIIEOEPIOBOM KOCTH ¢ (OpPMUpPOBAHHEM e
YKOpOuYeHHs. B OTBET Ha M3MEHEHME paclpeAeieHUs] HArpy3Ku Ha HIDKHIOK KOHEYHOCTb U
MBIILIEYHOT'O TOHYCa OTMEUYAeTCsl U3MEHEeHUE (POPMbI IPOKCUMAIBHOTO OTAeNa OeIpeHHONH KOCTU
¢ (GopmupoBaHueM e€ BajnbrycHOW Aedopmaruu. PopMUpOBaHHE AAHHOTO BUAa JAedopManuu
MOXET OOBSICHUTH NepeyaIMHeHne OePEeHHON KOCTH Ha CTOPOHE MOPAKEHHUS y MAI[MeHTOB C
BJICKI'. J[ledopmanus MoXeT OBITb HACTOJIBKO BBIPAKEHHOM, YTO MOXET NPUBECTH K
JUCIUIa3UM  Ta300€pEeHHOro0 cycTaBa M MOTpeOOBaTh MPOBEACHUS MEPONPUSATHI 1O €€
yCTpaHEHHUIO.

Hpyrumu  nposiBnenussmu  H®P1 ¢ nopakeHHeM HWXKHHMX KOHEUHOCTEH SIBIISIETCA
nepey/UIMHEeHHe HIKHEH KOHEYHOCTH C (POPMHMPOBAHHMEM BTOPHUYHBIX MHOT'OKOMIIOHEHTHBIX
nedopmaruii. TOUHBIX JaHHBIX 32 YACTOTY BCTPEYAEMOCTH IAaHHOW TTATOJIOTHH HET.

BpoxneHHble JTO)KHBIE CYCTaBbl KOCTEH IpEAIUIeYbsl SBISIOTCS PEAKOM KOCTHOM
[IaTOJIOTHEN B I€TCKOM Bo3pacte. [1o JaHHBIM ITUTEpaTypHBIX HCTOYHUKOB, ¢ 1968 1. mo 2023 r.
Bcero OblI0 ommcaHo MeHee 150 ciyyaeB BpOXKJIEHHOTO JIOKHOTO CycTaBa KOCTEH MpeArieubs

(BJICII). B GonpmunctBe ciaydaes BJICII passuBaercs y mamuentos ¢ HO1. BJICII moxer
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nopaxkaTb JIOKTEBYIO M JIYyYEBYI0 KOCTH—KaK H30JIMPOBAHHO, TaK M COBMeCTHO. KimHuuecku
BapycHas Aedopmaius KOCTeH Npenruiedbsi MPUCYTCTBYET C POXKACHHUSA, HO B BHJIY Pa3HOMH
CTETIEHU BBIPAKCHHOCTH W MEUIEHHOTO MPOTPECCUPOBAHMS, JaHHAs IATOJIOTUS OCTaeTcs
He3aMedeHHOH. [locne He3HauuTenbHOM TpaBMbl OTMEYAETCSl MATOJOTUYECKUI MeperoM OJHOMN
win o0enx KOCTeH TMpeamiedbss ¢ OTCYTCTBUEM CaMOCTOSITENIbHOM KOHCOMUAALMU U
dopmupoBanueM nedekroB kocredd. Ilpm orcyrctBum nedenus BJICIT  oTmedaercs
IPOTPECCUPOBAHKE JAaHHBIX JeQOopMaluii, HApaCTaHUs YKOPOUEHHsI CETMEHTa KOHEYHOCTH M
dbopMupoOBaHUE JOKTEBOM/IY4eBOW JeBUAIMEH KUCTH C (PYHKIHMOHAIBHBIMH OrPaHUYCHHUSIMU
pa3IMYHON CTeneHH BhipakenHocT [131-133].

[Tanmentsl ¢ HO1 nmoaBep:keHbI BBICOKOMY PUCKY IIEPEIOMOB KOCTEH M3-3a HAPYLICHUH
MUHEpATU3aluu KocTeil (BKirodas (GochopHO-KambIMeBblld 00OMEH) W Aeduiura BuTamMuHa D
[134,135].

Jlucrinasust  KpbUIbeB  KIMHOBHAHOM KOCTM —  XapakTepHblii npusHak HOI,
BCTpCUAIONIMIiCS y MeHbIIMHCTBA nanueHTtoB (1-7%) [136]. WHorma otcyTcTBUE WM
UCTOHYEHHUE KpbUJIa KIMHOBUIAHON KOCTH SIBJSIETCS BTOPHYHBIM I10 OTHOIICHUIO K HAJTHYUIO
opbouTanbHO# MIeKcHdopMHOH Helipodubpombr [137]. ¥V mammeHTOB ¢ AMCIUIA3Wei KpbLia
KIIMHOBH/IHOM KOCTH TaKXe MOKET Pa3BUTHCA MYJIbCUPYIOMINNA 3Kk30(pTanbsM 0e3 moTepu 3peHus,
a OTCYTCTBHE KPbUIa KIMHOBUIHON KOCTH MOXET MPUBECTU K MPOJAOMPOBAHHIO BUCOYHOM 10N
B opOuty [122].

Ckonno3 sBIseTCS paclpoCTPaHEHHBIM OPTONEANYECKUM INPOSBICHUEM Y HMAIlMEHTOB C
H®1 (10-28%) [138] u dyacTto CBsi3aH C AMCIUIA3UCH MO3BOHKOB, KOTOpas OOHApPYKHUBAETCS
6oisiee uem y 70% mnanuentoB ¢ HO1 nmpu MPT nozsonounuka [139]. [Touck mucmiactiueckux
U3MEHEHUN JOJDKeH OBITh THIATENbHBIM Yy Bcex namnueHtoB ¢ H®1, mockoibKy BelneHHE U
IPOTHO3 B OCHOBHOM OCHOBBIBAIOTCS Ha HaMn4uu quctpoduueckux npuszHakoB [140]. Ckonnos
0OBIYHO KJaccU(UIUpPYeTCss Ha HEAUCTPOYUUYECKUHA M AUCTPOPHUUECKUI THUIIBI Ha OCHOBAHUU
OTCYTCTBUSI WJIM HAJIMYUS CKEJICTHOW IUCIUIa3MM Ha TPOCTHIX peHTreHorpammax [141].
Henuctpoduueckue WCKPUBIEHUS OOBIYHO BCTPEYAIOTCS Yy TOJPOCTKOB C TEMH JKe
KJIMHUYECKHMMH U PEHTI€HOJIOTHYECKUMU IPU3HAKAMU, YTO U MPH UIUONATUYECKOM CKOJINO03€E, U
nevarcs ananorunyHo [105]. Jluctpoduueckuii CKOIMO3 BCTPEYaeTCs PEeXkKe U YacTO BBISIBISETCS B
panHeM nerctBe. OH ropaszio 0osee YCTOHYMB K JICUSHHIO M UMEET TCHCHIIUIO K YPE3BBIYaitHO
OBICTPOMY MPOTPECCUPOBAHUIO 11O Mepe pocta [142].

K mnosiBienuto ckoiauoTuyeckond aedopManuy MO3BOHOYHMKA MOXKET MPUBOAUTH

AypaJibHad SKTa3us. MHorue ABTOPbI BBIAIBUHYJIM THIIOTE3Y O TOM, YTO AypaJibHas SKTa3HAd
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paspyliaer MO3BOHKH, BbI3bIBas (DECTOHYATOCTh 3aJHMX TIO3BOHKOB U MPUBOASIINE K
nedopMaliy Mo3BOHOYHUKA, TIOJIBBIBUXY HIIH BBIBUXY 1M03BOHKOB [140].

B 25-50% cnysae H®1 mnposBusercs Ku(OCKOIMOTHUECKOW —Jedopmanueit
no3Bonounuka [138,140,143].

OcobenHoctu JaHHBIX JAedopmanuii — paHHSIAd MaHudecranmuss © - ObICTpoe
nporpeccupoBanue [144,145]. be3 xoppekiuu aedopMaiuii pa3BHBAIOTCS HEOOpAaTUMBbIC
CepACYHO-JIETOYHbIE ¥ HEBPOJOTHUECKUE HAPYIICHHS, MPEIOTBPATUTh KOTOPHIE MOXKET TOJIBKO
CBOEBPEMEHHOE XMPYPrudecKoe BMemareabcTo [146,147].

Taxke OmHUM W3 TPOSBICHUN opTromeandeckux mnartosoruii mpu HD 1 sasustorcs

nedopmanuu rpyIHO#M KIETKH: BOpoHKOoOOpasHas [148] u kuneBuanas [149].

VL. Dnooxpunnvie nposerenus

Haub6onee yacto y naruentoB ¢ HO1 ormeuaroTcs 3aiep:kka pocTa v MpexkIeBpEMEHHOE
nojioBoe co3peBanue [105,150], pexe 3aaepkKa MOJIOBOTO CO3PEBAHMSL.

OtcraBaHue B pocTe IO JJaHHBIM pa3HbIX aBTOPOB BcTpeuaercs y 13-33% mnanueHToB ¢
H®1. OHo moxer ObITh O0yCIOBIEHA CKOJIMO30M U JAPYTUMHU CKEJIETHBIMH aHOMAIHUSIMH, a
Takke IePUIMTOM TOPMOHA pOCTa, KOTOPBIM Kak mpaBmio accouuupyetrcs ¢ 311 wnmm ux
nedyeHueM (omnepanus, aydeBas tepanusi). Yacrora [P npu HO1 cocraBnsier okono 3%, 4to B
6 pa3 BbINIE, YeM B OOIIEH MOMYJSIIIUU U TaKKe B OCHOBHOM OTMedaeTcsi y marueHToB ¢ 311
[151].

IToMuMoO 3aiepXKHu B pOCTE MOXKET OTMEYaTbcs M BBICOKOPOCIOCTh, Ha (oHe
TUIEpCeKpeuy ropMoHa pocta y nanuenTos ¢ 311

[Tomumo neduiuTa ropMoHa pocTa, y MallMEHTOB C IITMOMaMU 3pUTENIbHBIX TyTEH MOXKET
BBISBJISITHCS A€PUIMT OPYTMX TPOIMHBIX TOPMOHOB THMO(H3a — BTOPUYHBIA THIOTHUPEO3,
TUMOKOPTHIIM3M, THUIOTOHAAM3M. Y YacTH TMAalMEeHTOB pPAa3BUBAETCS CHUMIITOMATUYECKas
TUIEPIPOJAKTUHEMHUS. MOTYT BBISBISATHCS THIEPUHCYJIUHEMUS, MHCYIHMHOPE3UCTEHTHOCTh Y
MAIMEeHTOB C N30BITOYHON MacCOM TeJla U OKUPEHUEM.

VY nanuenToB crapiie 10 jieT MOXKeT BBIABIATHCA (PEOXPOMOIIUTOMA C COOTBETCTBYIOILIEH

CHMIITOMATUKOM.
IX. Pecnupamopnvle nposeéneHus

Y manueHToB ¢ HelpopuOpomarozoM Mpu OOCIEAOBAHUU MOTYT OBITh BBISIBICHBI

HeHpopuOpOoMBl M KHCTBl  JIETKUX, TpHU3HaKd (ubpo3a, JierouyHas THUIEPTEH3US,
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UHTEPCTULMAIBHBIE TOPaXEHUs JIETKUX M ASM(U3EMATO3HBIX HW3MEHEHUH, OYIIe3HbIX
obpazoBanwuii [152—159]

Jlerounsie nposiBneans HP1 BHOCAT 3HAUMTENBHBIA BKJIAA B 3a00JI€BaEMOCTh M JIaXKe
CMEPTHOCTb y 3TUX NanueHToB. ClaenyeT OTMETUTD, YTO MOPAXKEHMS JIETKUX JOCTATOYHO PEIKU
U BCTPEYAIOTCS NMPEHMYIIECTBEHHO Yy B3pOCIbIX MAI[MEHTOB, XOTA MOI'YT HaOIIONaThCsl U B

ACTCKOM BO3pacTe.

X. I'acmposnmeponocuueckue nposenerus.
Kak B3pocnble, Tak ¥ JeTH ¢ HelWpopuOpoMaTo3oM MOTYT HMETh COMYTCTBYIOIIHE
CUMNOTOMBI M cUHApOMBI cO cTopoHbl JKKT, BKitO4Wasi 3amopbl, CHHAPOM pPa3apakKE€HHOIO

KUIICYHUKA U QYHKIIMOHATIBbHYIO qucnerncuto [160,161].

XI. Mviweunas cnabocmo

VY nereri ¢ H®1 yacto Habmomaercs reHepaln30BaHHAs MBIIIEYHAs CIA00CTh M, Kak
CIICJICTBUE, 3aJIep’)KKa MOTOPHOrO pa3BUTHS. [IpW MaTOIOroaHaTOMUYECKOM WCCIIEAOBAHUN
MBIIICYHOW  TKAHW  TNPHU3HAKK  JIMIWJIHOW  MHONATHM Yy  HEKOTOPBIX  MAI[MCHTOB

Heiipopubpomaroszom [162-164].
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2. IluarHocTuKa 3200/ eBaHNS WIH COCTOSIHUS (TPynnbI 3200/1eBAHNH HJIH

COCTOHHHﬁ), MEIANIUHCKHUE TIOKa3aHUA U MTPOTUBOIIOKA3aHUA K IPUMECHECHUIO

METO/J10B JHATHOCTUKH

s nocmanosku ouacnoza H®DI Heobxooumo cobarodeHue Kpumepues OudaeHOCmuKu

(mabn. 3 u 4), pekomenoosanmvie MercOyHapoOOHLIM KOMUMEMOM IKCNEPMOB, NEPECMOMPEHHbLE

6 2020 2. [11].

Tabauya 3. Kpumepuu ouacnocmuxu HO1 [11]

A: H®1 nguarHocTtupyercsi y JeTeid 310poBbIX PoauTe/eid NPpH HAJUMYUM JABYX HJIH 0ojiee

NMPHU3HAKOB

L.
>6 CBETIIO-KOPUYHEBBIX («KO(Ee ¢ MOIOKOM») MUTMEHTHBIX MSTEH
- Yy IAIMEHTOB IIPemy0epTaTHOro Bo3pacTta > 5 MM

- y IaLIMEHTOB MOCTIYOepTaTHOTO Bo3pacra =15 mm

o o 1
BGCHYH_IKI/I B ITIOMBIINICYHOH HJIM ITaXOBOU obnacTax

> 2 HeripoduOpoM JIF0O0r0 THUITA WK OJTHA TIeKCH(pOpMHas Helipodudpoma

v

I'mnoma 3pUTCIBHOT'O HCPBaA

JIBa u Oonee msTeH Jlumia Ha paayXHOM OOOJOUYKE, BBIABJICHHBIX TPU OCMOTpPE C
ITOMOIIBIO IIEJICBOM JTaMIIHI,

WIH

> 2 aHOMaNui COCyAMCTON 00OJNOYKH TNaza — sipkue, HeogHopoaHbie y3enku Ha OKT

(omTrueckast KorepeHTHas Tomorpadus )/1a3epHON CKaHUPYIOUIEH 0PTaITbMOCKOTTHI

w2 -
XapaKTepHHe HN3MCHCHHUA KOCTEH JAUCIIIIa3us KpblJla  KIIMHOBUAHOH KOCTH,

VI |nepenHenarepaibHas AUCIUIA3Usl OOJIBIIEOEPIIOBONM KOCTH WIIM TICEBIOAPTPO3 IITUHHOMN
TpyOuaToit KocTu
[eteposuroTHbiii matoreHHblid BapuaHT reHa NF1 (AF=0.50), BbisBisieMblii B
VIl

HOPMAJIbHBIX TKaHAX, HAIIPUMEDP — HCﬁKOHHTBI, KIJIIETKH 6y1<1<an1)H0r0 SIIUTECIINA

B: H®1 puarnocrupyercst y aereid, poaurean KoTropbix crpagarot HP1 npu Haanuuu

OHOTO0 M 00J1ee KpUTEPHEB A

1
Hpu Hajauduu moibKO NUCMEHNIHbIX NAMEH UIU 6ECHYULEK, ouaecrnoz H®I naubonee

6EPOAMEH, HO Cﬂedyem UuckKjiovdanio ()pyeue 3a001€6aHUSL  CO  CXONCUMU  KIUHUYECKUMU
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nposignenusmu (H-p. cunopom Jlecuyca). Kax munumym 1 unu 2 nuemeHmuvlx uzmMeHeHull
00J121CHbL ObIMb OUIAMEPATTLHBLMUL.
2 .
Jucnnazus kpvinia KIuHOBUOHOU KOCMU He AGNAEMCs OMOeNbHbIM KpUumepuem 6 ciyiae

UNCUIAMEPATIbHO20 PACNOONCEHUS NIEeKCUPOPMHOU Helpodubpom

Tabnuya 4. Kpumepuu ouaenocmuku mozauunoeo H®1 [11]

I[I/IaFHOCTI/I‘{eCKI/Ie KpUTEpUHU MO3aNYHOI'O H®1 semoaHsoTCS IIpu HaJIUWYUU JII000ro U3

HHUKCIICPCUYHCIICHHBIX ITPHU3HAKOB!

[Tatorennsiii rerepo3urotHslii Bapuant NF1 ¢ ppakiueit BappanTHOTO ajiens
3HAYUTENBbHO MeHbIIe 50% B HOPMaNbHBIX TKaHIX (JCHKOLUTHI)

I (U

HaJIMYMe OJJHOTO MHOTO AuarHoctudeckoro kpurepus HP1 (3a nckiroueHueM ciyyaes,

KOI'Jla POAUTEND IOJHOCTHIO COOTBETCTBYET AUarHocTuuecKuM Kputepusm HO1)

HNaenTuuHbIe MaTOreHHBIC ICTCPO3UI'OTHBIC BAPHAHTHBI NFlsB ABYX aHATOMUYCCKHU
Il | He3aBUCHMBIX TKaHIX (HpI/I OTCYTCTBHUU MMAaTOI'CHHOTO BaApHUaHTa NF1lB HCIIOPAKCHHBIX

TKaHslx)1

UYeTkoe cerMeHTapHOE PACIIONIOKEHUE MUTMEHTHBIX IATEH BETa «KOPE C MOJIOKOM» UITH
KOXHBIX HelipoduOpom

141

i
a. Hannuue apyroro auarHoctuueckoro kputepust HO1 (3a uckitoueHnem ciayvaes,
KOTJ1a POJUTEIND IOJHOCTBIO COOTBETCTBYET AUArHOCTUYECKUM KPUTEPUAM Hdbl)2

0. Y peGeHka BbINOIHAIOTCS AUarHoctuyeckue kpurepuu HO1

Hanuuue To1pK0 OJHOTO U3 MEPEUNCICHHBIX JUArHOCTUYECKUX KPUTEPUEB: BECHYIIIKU B
MOJIMBIIIEYHBIX U MAaXOBBIX 00JACTSIX, TIMOMA 3PUTENBHBIX HEPBOB, > 2 y3enKkoB Jluia
v WK > 2 aHOMAJIMH COCYAMCTOM 000JIOUKH Ti1a3a, XapaKTepHbIe U3MEHEHHS KOCTEH JIJIst
H®1, > 2 netipopudbpom mnn 1 mnexcudopmuas vHeripopudpoma
"

pebeHok, orBevarouii kpurepusim HO1 (cm. Tabdm. 2)

T 17, .
Hetipogubpoma u cunepnuemenmupo8anuas Koxca y4yumuléaromcs moavKo 07 0OHOU
MKAHU; NOPAdCeHUue Pa3iuiHblX MKaHeu U3 00H020 NePEUYHO20 0Ya2a CHUMAlOm OMHOCAUEUCS

K OOHOU.
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2Ecau npucymemayiom monbko nAmHA «Koge ¢ MONOKOM» U 8eCHYWKY, Haubonee
BEPOSIMHBLIM OUACHO30M SBIAEMCs MO3AUYHbBIL Helupogdubpomamo3z | muna, Ho pedko modicem
ovimb  Mo3auunblll  cunopom  Jleeuyca unu  cunOpom  Oeuyuma  80CCMAHOBIEHUS
KOHCcmumyyuonanibrHo2o necoomsemcmeust (CMMRD).

V 95% nayuenmos uucno KiuHuueckux Kpumepues 01 NOCMAaHO8KU ouacrnoza HDI
docmueaemcs Kk 8 200am HCU3HU nayuenma, npu d3mom K ospacmy 20 rem — y 100%. V psoa
NAYUEHMO8 OMMeuaemcs 3a0epiHcKa NOCMAHOBKU OUACHO3Ad 8 CBA3U C NO30OHUM pA3eumuem

KAUHUYeckux nposienenuil bonesnu [117].

2.1 7Kaa00bI 1 aHAMHE3

e [lamuenTtam c mogo3penuem Ha HD1 unu ¢ ycranosnennsiMm HO1 pexkomenayercs coop

aHaMHe3a U Kao0 TepaneBTHUYeCKuii [26,165].

YpoBenb  yOenutenbHocTH  pekoMenaaumii C  (ypoBeHb  [10CTOBEPHOCTH

JI0KA3aTeJIbCTB — 5)

KommeHnTapuu: npu cobope oicanob u aumamuesa (maxgice cemeliHO20 aHAMHE3d)
HeoOX00UMO OYeHUmb 6ce 603MOJICHble Kiunuueckue nposeienus HOI. Heobxooumo
CONOCMAasUMb KIUHUYECKUE NPOSIGIEHUSL C YCMAHOBIEHHbIMU Kpumepusamu. Penomun modicem
CUTBbHO 8apbupo8ams Om NAyueHma K NAyueHmy, OMmIU4ascb KAk HAOOpOM KIUHUYECKUX
NPOsAGIeHUL, MAK U CMENeHbIO UX BbIPANCEHHOCMU 8 PA3HBIX B03DACMHBIX UHMEPBAIAX.

K Haubonee  PAHHUM KAUHUYECKUM NPOsL8NEHUSIM HD] omuocsam
2UnepnueMeHmuposanHvle NAMHa yeema «koge ¢ monokomy, ITH, mubuanshyio u opoumansuyo
oucniaszuu, ncesooapmpo3. /lanuvie KiuHu4ecKue nposeieHus 603HUKAIOM 8 MId0eHyecmse uiu
asnsiomest epodxcoennvimu [26,166-168]. Taxowce 6 pannem demcmee ommeuarom noseieHue
2NIUOMBL 3PUMENILHO20 NYMU, NPOSGIEHUs HAPYUEHUT HEUPONCUXUYECK020 pa3eumusi (3a0epicKa
NCUXOMOMOPHO20 PA36UMUSL, HAPYWEHU DPA3GUMUsL pedl, PAcCmpoucmed aymucmuiecko2o
cnexmpa, C/[BI') [26,169].

Kax npasuno, nossnenue nepevix KOMCHbIX U NAPACNUHATILHLIX HEUpOPuoOpom
accoyuupyrom c¢ nyoepmamom. Y noopocmkog ommeuarom noseieHue unepnecmMeHmayuy 6
HOOMbBIUEYHOU U NAXo8ol 001AcmAX N0 MUNY «BECHYUUYAMbBIX 2PO30besy, GbIPANCECHHYIO
CKOMUOMUYECKVIO  0edopMayuro NO360HOYHUKA, 2eMaPMpPoMbl PAOYHICHOU 000N0YKU 21da3d,
makace uzeecmuvie Kax yzeaku Jluwa. B Odaumnoil 6ospacmmuoii epynne ommeyeH puck

Gopmuposarus enuomsl cmeona 201061020 mosea [26,170,171].
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V e3pocnvix nayuenmos npocpeccusi 3a001e8anUs acCOyUUPOBAHA C NOSAGIEHUEM HOBLIX
Hetipoghubpom, marodice umeemcsi puck 6o3nuxHosenusi 300IIH u Opyeux 310Ka4ecmeeHHbIX
Hosoobpazosanuil [26,45,46,172,173]

Cemvu demeit ¢ HD1 oondichbl 661mb npOUHGOPMUPOBAHBL O BOZMONCHBIX CUMIIMOMAX U
NPUSHAKAX ONyXojel 207106H020 Mo32a. Knunuueckasa oyenka 0ondicHa nposooumscsi 8 gopme
coopa anammesa nayueHma u OYEHKU NPUSHAKOE ONYXONU 20JI06H020 MO032d (8 4ACMHOCMU,
HeoObIYHAsL UM OecnoKoAwas 201068HAs 001b, IHOOKPUHHBIE NpOONIeMbl, C6A3aHHblEe C
oucghyHkyuel eunomanamyca, o4azoevle He8poI02udecKue HapyueHus, HeuponcuxoiocuiecKue
HapyuweHus, noseieHue Wil yyaueHue SNUIenmudecKkux npucmynos) u O00IlCHA NOBMOPIMbCs
npU Kaxicoom noceweHuu 8paia ¢ MOMeHma NOCMaHo8Ku OUA2HO3d.

e  VYuuteBasg, yto HD1 sBiseTcss MyJIbTHCHCTEMHBIM 3a00JCBaHUEM, B 3aBHCHUMOCTH OT
KJIIMHUYECKUX MIPOSIBJICHU N HanueHTam C Hd1 peKoMeHayercs
MYJIbTHANCIMIUTMHAPHBIA 0X0/1, BKIIFouarommuit [26,174,175]:

o mpueM (OCMOTp, KOHCYJIbTAIlWs1) Bpadya-HEBPOJIOTA IEPBUYHBIN U MOBTOPHBIC

o mnpueM (OCMOTp, KOHCYJIbTAllMs) Bpada-TPaBMATOJOTa-OpTOIea TEPBUYHBIA U

MOBTOPHBIE

o TmpueM (0CMOTp, KOHCYJIbTAIMsI) Bpada-AeTCKOro oHkojora (10 18 neT) nepBUYHbBIN U
HOBTOPHBIE (TP HEOOXOAMMOCTH)

o mpueM (OCMOTp, KOHCYJbTAIlMs) Bpada-oHKoJIoTa (crapiie 18 JieT) mepBUYHBIA U
MOBTOPHBIE (TPU HEOOXOAMMOCTH )

o TmpueM (OCMOTp, KOHCYJIbTalMs) Bpada-oTaabMOJIOTa TEPBUYHBIA W TOBTOPHBIE
(mpu HEOOXOAMMOCTH)

o mpueM (OCMOTp, KOHCYJIbTAIWsl) Bpaya-TeHETHKA TICPBUYHBINA U TIOBTOPHBIE

o mpueM (OCMOTp, KOHCYJbTalMs) Bpaya-AepMaTOBEHEPOJOra TMEPBUYHBIA U
MOBTOPHBIE (TPU HEOOXOAMMOCTH )

o mnpueM (OCMOTp, KOHCYJbTallMs) Bpada-Ae€TCKOro HHAOKpHHOJora (mo 18 mer)
NEPBUYHBIN U MOBTOPHBIE (MPU HEOOXOAMMOCTH)

o TmpueM (0OCMOTp, KOHCYJIbTAIINS) Bpaya-d3HIOKpHHOIOra (cTapiie 18 net) nmepBUYHBII
Y TIOBTOPHBIE (IIPH HEOOXOAUMOCTH )

o mpuem (0CMOTp, KOHCYJIbTAIIMS) Bpada-AeTCKOro Kapauosora (0 18 neT) mepBUYHbBIN
U TIOBTOpHBIE (Tlepe]l Ha3HAYCHHEM CeIIYMETHHHOA, jJajee — TMPHU TOSBICHUU
M3MEHEHUH Ha JIEKTPOKapAHOrpaMMe WK TIPH dXOKapauorpadun)

o TmpueM (OCMOTp, KOHCYNbTALMs) Bpaya-Kapauonora (crapme 18 jer) mepBUYHBIA U

MOBTOPHBIE (TIPY HEOOXOAMMOCTH )
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npueM (OCMOTp, KOHCYIIbTAIMsI) Bpada-IeTCKOro xupypra (10 18 jeT) mepBUYHBINA U
IOBTOPHBIE (IIpU HEOOXOAMMOCTH)

npueM (OCMOTp, KOHCYJIbTallusl) Bpada-xupypra (crapuie 18 5er) nepBuYHBIA U
MOBTOPHBIE (TIPU HEOOXOIUMOCTH )

npueM (TECTHUpOBaHHE, KOHCYJIbTAIMs) METUIIMHCKOTO IICHXO0JIOTa NEPBUYHBIM U
MOBTOPHBIE (TIPH HEOOXOAUMOCTH)

npueM (0OCMOTp, KOHCYJIbTallUs) Bpada-IicuxuaTpa AeTckoro (1o 18 yer) nepBUYHBIIL
Y TTIOBTOPHBIE (MPU HEOOXOIMMOCTH )

npueM (OCMOTp, KOHCYNIbTallUs) Bpada-micuxuarpa (crapiie 18 5eT) mepBUYHBIA U
MOBTOPHBIE (IIpU HEOOXOAMMOCTH)

npreM (OCMOTp, KOHCYJIbTAIlHsI) Bpaya-racCTPOIHTEPOIIOra MEPBUYHBIA M TIOBTOPHBIE
(Tpu1 HEOOXOTUMOCTH )

npueM (OCMOTp, KOHCYJbTallMs) Bpaya-MyJIbMOHOJIOTa TEPBUYHBIA U TMOBTOpPHBIE
(mpu HEOOXOAMMOCTH)

npueM (0CMOTp, KOHCYJbTAllMs) Bpada-Tiequarpa/Bpada-HEOHATOIOTra/Bpadya oOmei
MPaKTUKH (CEMEHHOro Bpayda) IEPBUYHBIA U MIOBTOPHBIC (IIPH HEOOXOIUMOCTH )
npueM (OCMOTp, KOHCYJbTAIMsI) CHEIHAINCTa MO0 MEIULUHCKON peadbuiuTaiuu
(Bpada 1Mo MeJMUIMHCKOW peaOmiuTanuu/Bpadya (GpU3MUECKOW W peadMIMTAIMOHHON
MEIUIIMHBI/Bpada 10 Je4eOHON (Qu3KyIbType/Bpada-pusznorepaneBra WA Jp.)

MIEPBUYHBIN U TOBTOPHBIE (MPU HEOOXOAMMOCTH )

YpoBenb  yOeautenbHocTH  pekoMenaaumii C  (ypoBeHb  [10CTOBEPHOCTH

J0KA3aTeJIbCTB — 5)

Kommenmapuii: 6 pavkax ogpmanvmonocuueckoeo ocmompa Kiunuveckas oyernka 1311

OQ0IJHCHA HAYUHAMbCA cpasy nocie noCmaHo6KuU ouaznoza unu nodospemm Ha H®1 ¢ oemckom

eospacme. bazosasn qumaﬂbMOﬂOZM'ieCKaﬂ OY€eHKa 0019iCHA nposodumwﬂ npu nocmaHoeKke

OuUAcHO3a He3a8UCUMO OM eozpacma.

Knunuueckaa oyenxa 311 0ondxcna npoooumvcsa KeanUpuUupo8aHHvuIMU 8paiamu-
opmanbmonozamu UMY IKEUBAEHMHLIMU CREYUATUCAMU, UMEIOWUMU ONbIM 8
OYeHKe UsMeHeHull 3peHusl, cesazannbix ¢ HDI.

Knunuueckas oyenxa 1311 oondicna exniouams coomeemcmayouyro 603pacmy OYeHKy
ocmpomul 3peHus, nojel 3peHus, 3PaA4KO8bIX Mecmos, OBUICEHUN 21d3 U 6HeulHe20

8U0a OUCKA 3pUMENbHO20 Hepada.
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na 0emeti 6 sozpacme 0o 8 nem 6e3 sviasnennou 1311 opmanvmonocuveckasn oyenka
(cm. pexomenoayuu 1-3) O0ondcHa nposooumbvcs He pedice 00HO20 paza 6 200 (no
B03MOACHOCIU KAXHCObIE ULeCTb MeCSYEB).

Hemam cmapwe 8 nem, y komopwvix He svisigneno 1311, pexomendyemcs nposooumo
GopmanvHblil exnce200HbL 8U3YANbHBIU CKPUHUHE 00 OOCIUIICEHUSL COBEPULEHHOIeTUSL.
Huaenocmuueckoe obcnedosanue y 8pava-ohmanomonoza maxice nOKA3aHo mem, y
K020 NOAIBUNUCH HOBbLE CUMNIMOMbL/HCATLOObI CO CHOPOHYL 3PEHUS.

Knunuueckasa oyenxa nayuenmos c¢ H®DI, y komopwix nodo3pesaemcs Hanudue
opouUMAnbLHOU U  NEePUOPOUMATLHOU  NIEKCUDOPMHOU  HeUpophuopombvl, O00JIHCHA
3aKII0UAMbCA 8 PUBUKATLHOM 00CIe008aHUU HA npedMem biedhaponmosa, nponmosda,
omexka  Gex,  OpOUMANLHOU  OUCHAA3UU  WUIU — OUCMONUU,  UCKPUBLEHUS
(nepu)opbumanvroco ckeirema, nNyIbCayuy 21a3a U KOCo2na3usl.

Ha ¢one mepanuu cenymemunubom — ocmomp ogpmanvmonoea kadxcovie 3 mecaya c
yenvlo oyeHKu 803ModcHo20 HA (omcnoiiku nuemeHmHo2o snumenus cemuyamxu Uiy

YEHMPAIbHOU CepO3HOL pemuHonamuett)

Ocmomp 8paua-mpasmamono2a-opmoneoa 6KuoYaem oyeHKy obvema O8udceHUll 8

cycmasax U Haaudus LlCKpMG]l@HZ/lZZ NO360HOYRUKA, A mAaKace OYEHK)Y MbIWEYHOU CUbl U

QbyHKL{HOHClJZbelx B803MOJCHOCMEN NO KANCOOU KOHEYHOCMU U cycmae). Pewaromcs 60Nnpocsl

HeobX00UMO020 NPOMe3upOB8aAHUs.

2.2 duzukajabHoe 00cae10BaAHHE

e [lanmentam c¢ mnono3zpennem Ha H®1 wnm ¢ ycranoBinenusiM H®1 pexomenayercs

dusukanbHOE 00cnenoBanue [26,165]:

O

BU3YAJIbHBIH OCMOTp TEPAIeBTUYECCKUN: KOXKa W CIHM3HCTHIC, KOCTHBIE CTPYKTYPHI,
MSTKHE TKaHU, U3MEPEHUE OKPYXHOCTH T'OJIOBBI, H3MEPEHHE POCTa U Beca C OICHKOU
CKOPOCTH POCTa, OOIIHI OPTONEANYESCKHI OCMOTP (OCMOTpP MMO3BOHOYHHKA, TPYIHOM
KJICTKH, KOHEYHOCTEH /I HCKIOYeHUsT ux jgedopmaiuu), oOIias oOleHKa
HEBPOJIOTUYECKOT0,  JHIAOKPHUHOJIOTUYECKOTO, O(TAIEMOJIOTHYECKOTO  CTAaTyCOB,
KOIHMTHUBHBIX CITOCOOHOCTEH;

nanblanydsg M TMepKyccHs  TepameBTudeckas (mauprnauus —nepugepuyecKux
auMQOY3IIOB, OIMpeIeIeHHe pa3MEpOB IME€YEHH M CEIIE3€HKH, Malblalis BCeX
O6Hapy>KCHHI)IX 30H NU3BMCHCHHBIX O‘-IepTaHI/Iﬁ OpraHoB, 30H MHOBBIIIEHHON IIJIOTHOCTH,
30H 0O0JIC3HEHHOCTH );

HN3MCPCHUC apTCPUATILHOI'O JaBJICHUA Ha HCpI/I(I)CpI/I‘-ICCKI/IX apTCpUAX.
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YpoBenb  yOenuTenbHOCTH  pekoMeHaanumii C  (ypoBeHb  10CTOBEPHOCTH

0Ka3aTeJbCTB — D)

KommenTapumu: neobxooumo obOpawams 6HUMAHUE HA YCKOPEHUs pOCMaA U/unu
NPedcOesPemMeHH020 NOI08020 PA36UMuUsl, NOCKOIbKY OHU MO2Yym OblMb CEA3AHbL C 2AUOMOU
spumenvhwvlx nymeti u XCO [70,77,136].

s uckmouenuss Oepopmayuu  NO360OHOUHUKA, SPYOHOU  KIemKU, KOHEUHOCMell
HeobX00UM OCMOMpP NO360OHOUHUKA, 2PYOHOU KIeMKU, KOHEYHOCME.

Iayuenmam ¢ H®I 6 odemcxom u pannem noopocmko8om 803pacme HeoOXoouma
€JIce200Hasi OYEeHKA COCMOSIHUSL NO360HOYHUKA. llayuenmvl ¢ KIUHUYECKUMU NPUSHAKAMU
CKONUO3a O0IAHCHBL ObIMb HANPAGIEHbL K 8pAYy-MpasMamonozy-opmonedy 6 npo@duiIbHYIo
KIUHUKY, 8 C853U C PUCKOM pazsumusi npoepeccupyioujeco ckoauosa [138,139].

Heobxooumo obpawams enumanue Ha noseieHue 0016020 CUHOPOMA 6 001aACmU
cywecmeyroweil ITH, Heeponocuueckozo depuyuma, yuacmka yniomuenus 6 oonacmu ITH, max
Kax osmo modicem ovimo npuznaxom 300ITH [53].

THayuenmam, nonyyarowum mepanuio MEK-uneubumopom cerymemunub6om Heob6xo0umo
MUWAMenIbHO 0CMaAMPUBAMb KOJNCHbLE NOKPOBbL, 8 CE53U C BO3MONCHOU KOJNCHOU MOKCUYHOCIBIO

Ha ¢hoHe neueHusl.

2.3 JIaGopaTopHbIe JTHATHOCTHYCCKHE MCCIeT0BAHUS

o [Ilanuentam c¢ mnonmo3peHueM Ha H®P1 pexkomeHnayercsi NpOBEIEHHE MOJIEKYJISPHO-
TEeHETUYECKOT0  TECTUPOBaHMs  JJIsl  OINpENeNIeHUusT T'eHEeTHYEeCKUX  HapyLIeHUH,
ACCOLIMUPOBAHHBIX C pa3BUTHEM 3a0oneBanus [11,26].

YpoBenb  ybOenureabHOCTH  pekomeHaaumii C  (ypoBeHb  [10CTOBEPHOCTH

J0KA3aTeJILCTB — 5)

Kommenrapmii: nanuuue y nayuenma namoecennou mymayuu ¢ NF1, npusooswen x
omcymcmeuto (YHKYUOHAIbHO20 NPOOYKmMA € OOHO20 U3 allellell 2eHd, 8 COBOKYNHOCMU C
Hanuyuem xomsi bl 00HO020 KIUHUYECKO20 NpusHaxa 3abonesanus (cm. pazoen 1.6. Knunuueckas
KApmMuHa), A61Aemcs 0CHO8AHUEM OJis NOCMAHOBKU OUACHO3A.

Tonnwili npomoxon MONEKYIAPHO-2EeHEMUYECKOl OUACHOCMUKU  OO0JIHCEH  GKII0UAMDb
9KCHEepUMEHMATIbHble Memoobl,  NO3BOIAWUE O0X6AMUMb MymayuoHuvill cnekmp HO-1
NOJIHOCMbIO. MOYKOBble Mymayuu U KOpOmKue UHOelbl 8 KOOUPYIOWUX 001acmsax 2eHd,
npomsaxjcenHvle Oeneyuu (6xkaouas munosvie NAHR-unoyyuposannvie Oeneyuu pecuona
17q11.2), unmponHvle apuanmol, NPUBOOAWUe K HAPYUIEHUIO CHIAUCUHEA, COANAHCUPOBAHHbIE

XPOMOCOMHbLE a6eppauuu, U3BMEHEHUs 2ceHoMmdA, npueodﬂu;ue K CHUJICEHUIO JKcnpeccuu ceHa
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[176-178]. Cneoyem umemv 6 6udy, umo memoowi cexksenuposanus JIHK ne nossonsirom
BbIABIAMb NPOMANCEHHBIE Oelleyull, KOmopble AGNAIMCA NPUYUHOU 3a001e8aHUS NPUMEPHO 8
13% cnyuaes, nosmomy nayueHmam, y KOMOPbIX MemoOamMu CeK8eHUPOBAHUS He GblAG/IeH
namoeennvlii eapuanm 6 ecene NFI, pexomendosano mecmuposanue ronuvnocmu JHK
MEMOOOM MYTbMUNLEKCHOU aMRAUGUKayuu 1ueuposantvlx 30n006 (MLPA) [179].

Obvexmom uccnedosanus modxcem AenAmvbcs Kak ceHomuas [HK nayuenma, max u
mampuunaa PHK, sxcmpacuposannvie u3 kiemox nepughepuyeckoll 6eHO3HOU KPOBU, COTUOHBIX
mKamet, Guonocuyeckux scuokocmetl, Hosooopazosanuii [180,181].

Ilpu uccnedosanuu ycio6HO HOPMANLHOU MKAHU (KIeMOK nepughepuyeckoll 8eHO3HOU
Kposu, uopobracmos Kodcu, OYKKATbHO2O dnumenus u m. 0.) NAMOLeHHAs Mymayus 8
2emepo3uUcOMHOM COCMOAHUU MOHCeM CEUOemeNbCmMB08aMb KAK O HACIe0CMEEeHHOU @opme
3a601€6aHUsl, MAK U 0 CHOPAOUYECKOU, 8bI36AHHOU 2EPMUHAMUBHOU Mymayuel, d 2eHemu4decKue
sapuanmsl ¢ MAIou pakyuei MymaHmuHo2o alieisi Npu OMCYMCmeuU CemMeluHo20 aHaMHe3d
OO0JIICHBL OBINb ACCOYUUPOBAHBL C MO3AUUHOU popmoll 3ab0esanus [182,183].

IIpu ucnonvzosanuu namonocuyeckux oopazo08anull, pazeumue KOMopwvlx accoyuupo8ano
¢ buamnenvuon unakmueayue NF1, 6 kauecmee ucciedyemozo mamepuana (Onyxoneeulil
mamepuan, GUONMAMbL KONHCU C SUNEPRUSMEHMUPOBAHHO20 YUACMKA), HEOOX00UMO NposedeHue
OONOIHUMENbHBIX UCCIe008AHU, NO36OJISIIOWUX UOECHMUDUYUPOBAMb KAY3ATbHYIO (NPUBOOSULYIO
K pazeumuto 3a001e6anus y KOHKPEMHO20 UHOUSUOYYMa) u comamuyueckyro mymayuu [184].
Kpumepuem npuceoenuss kayzanpHoco cmamyca SGIAemMCs HAIUYUe y MmMo2o e NayueHma
AHANOZUYHOU MYMAYUU 8 YCI06HO HOPMALbHOU MKAHU UTU BbISGIEHUE AHANOSUMHOU MYMAYUU 6
Opy2oM, AHAMOMU4eCKU OmoaieHHoM namoo2udeckom oopazosanuu [11,184,185].

Yemanosneno neckonvko 6apuanmos eeHHO-(henomunuyeckol KoOppeaayuiL.:

o Oeneyus ece2o ecena NF1 u 6onee 10 okpysrcarowux 2eHo8 npusooum K msaiceiomy
Genomuny ¢ yMCmMeeHHOU OMCMaioCmsio, OOILULOMY KOIULECMB)Y Helupoduopom
U NOBLIUEHHOMY DUCKY 603HUKHOBEHUSI 3/10KAYECMEEHHbIX OnyXojell 000104KU
nepughepuuecxux nepeos (300IIH) u cepoeuno-cocyoucmoix nopokos [186];

o cneyuguueckasn Oeneyus 3 nap ochosanuul 6 dx3oue 22 (National Center for
Biotechnology Information nomenclature) ecena NFI1 (€.2970-2972 delAAT)
npusooum K Oonee O1A2ONPUAMHOMY  (heHOmuny, XapaKxmepusyroujemycs
BO3HUKHOBEHUEM NAMEH KOhe ¢ MOTOKOM U BECHYUKAM HA KOJHCHBIX CKIAOKAX 6e3
netipopuopom [17];

® 3aMeHa amuHoxuciom & koooHe 1809 (komopuwiti KoOupyem apeuHuh) Cesa3aHad C

NUCMEHMHbIMU 0006€HHOC7’I’1}ZMM, HO HE ¢ HeﬁPOd)U6pOMaMU, xomAa  omu
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nayueHmsl makdice Mo2ym umemsv penomun, nooooOHwvll cunopomy Hynawn,
BKIIOHAST CMEHO3 e20uHol apmepuu u Huskutl pocm [187];

® Hekomopbvle B8aAPUAHMbI MUCCEHC UMY CHAAUCUH2A CBA3AHbl CO «CNUHATLHBIMU
H®1», npu komopom uacmo Habaooaemcs HeboIbuioe KOAULECMBE0 NUSMEHMHbIX
NposGNeHUll, Maio UlU COBCeM Hem HeupopuoOpom KoxcU U HOPMANbHbIE
KOCHUMUBHblE CHOCOOHOCMU, HO umeemcsi 001buioe KOAUYeCcmeo GHYMpeHHUX
onyxoneu, 6061eKAIOWUX KOPEWKU CNUHHOMO3208bIX HEPBO8 U  21yOOKue
nepughepuuecxue nepewt [188].

Obnapyoicenue namonozaudeckux eapuanmog NF1 y nuy ¢ mozauuHnvim/cecmeHmapHuim
Genomunom mpebyem 0cob020 SHUMAHUA K UYECNBUMENLHOCIU MEXHOI02UU, UCNOTIb3YeMOl
011 OOHapydiceHusi  8apUAHMO8, 4 MAaKdxHce mMuny Kiemok, KOmopvle HeoOX00uUMo
APOAHATIUZUPOBAMb 8 NOPANCEHHOU MKAHU, eClU 6APUAHM He OOHAPYHCUBAEMCS 8 KPOBU, M.e.
MenanHoyumax (Ho He Kepamunoyumax uiu guopobracmax) uz namen koge ¢ moroxkom [184]
UMY WBAHHOBCKUX KILEMKAX U3 KONCHBIX UNU NieKcu@dopmubix Hetipopudbpom [185].

3nanue eapuanma namozennou nociredosamenvrocmu NFI1  mooicem nozeonumo
npogooUms  mecmupoganue Opyeux 4YleHo8 cemblU U NPeHaAmanbHoe OUaACHOCMUYEecKoe
mecmuposeanue. Ilockonvky newempammuocmv NF1 cocmaensem, no cywecmey, 100% «
NOOPOCMKOBOMY 803DACMY, MUAMENbHO20 PU3UYECK020 00C1e008aHUsI 0ObIUHO OOCMAMOYHO
0Jis1 YCMAaHo8leHUs OUaeHO3Aa y POOCMBEHHUKA C PUCKOM YHACIEO008AHUS MYMAHMHO20 AJLIEA.
lHayuenmovr ¢ NF1 umerom 50% puck 603HUKHO8eHUsl 3a0071€6aHUS Y KAHXCOO20 U3 NOMOMKOS, U
UM MO2ym  npeolodCumsv — NPeHamanibHoe —MmeCcmuposanue Ui - NPeuUMnIAHMAYuOHHYIO
2eHemuyecKylo OuacHocmuky. Y 300poevix pooumeneii pebenka, Komopwli cmpaaem
cnopaouueckum 3a00nesanuem, HU3KAas 8epOSIMHOCHb PONCOeHUs OpPY2020 pebeHKd, KOmopblil
06yoem OOneH, 3a UCKTIOUEHUEeM CILyYaes MO3AUYUIMA 3apOo0blule8oU TUHUU UIU HOB020 de novo
8apUAHMA NAMO2EHHOU NOCIed08amenbHocmu npu nociedyioueu bepemennocmu [10].

o [Ilanmentam c¢ ycranoBieHHsIM H®D1 pexomenayercsi oOmuil (KIMHUYECKHI) aHaIM3
KPOBH Pa3BEpHYTHIM, B 3aBHUCHUMOCTH OT COMYTCTBYIOIIUX 3a00JE€BaHHA WM
KJIMHHYECKUX TposiBiieHui [26,189].

YpoBens  yOenutTeabHOCTH  pekomeHaanmii C  (ypoBeHb  [10CTOBEPHOCTH

0KA3aTEJbCTB — D)

Kommenmapuii:  nayuenmanm, noayuarowum  mepanuio  MEK-uneubumopom
CenyMemunubOM NOKA3AHO UCCAE008aAHUe KIUHUYECKO20 AHANU3A KPOBU Kadicovle 4—6 Hedelb 8
nepevie 3 mecsya mepanuu u oanee kaxcovie 3 mecaya (cm. pazoen «ieyenuey). B ocmanohvlx

CYYAsX yacmoma onpeoensemcs UHOUBUOYAIbHO, 6 cpedHem — I pas 6 200.
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[Tanmentam ¢ momo3penrieM Ha H®1 wim ¢ ycraHoBienHsiM H®D1 pexkomenayercs
aHaJ M3 KPOBH OMOXMMHYECKUH OOIIETepaneBTUYCCKU (MOHU3UPOBAHHBIN KaJIbIH,
dochop, maruuii, menounas pocdarasa), B 3aBUCUMOCTH COMTYTCTBYIONIUX 3a00JICBaHHIA
WK KJIMHAYECKHX mposiBicHuii [26,190].

YpoBenb  yOenuTeqbHOCTH  pekoMeHaamuii C  (ypoBeHb  J10CTOBEPHOCTH
0KA3aTeJIbCTB — 5)

Kommenmapuii: nayuenmam, nonyuarowum mepanuro cerymemuHubom, nokasamo 6/x

uccnedosanue Kpoeu Kaxcovle 4—6 Hedenv 6 nepgvle 3 mecsaya mepanuu u oanee Kaxcovle 3

Mecaya (cm. pazoen «iedeHuer).

[Taruentam ¢ nogo3penueM Ha H®1 wunm ¢ ycranoieHHbiM H®D1 pexomengyercs
uccienoBanue yposus 25-OH B xposu [26,190,191].

YpoBenb  yOenutenbHocTH  pekoMenaaumii C  (ypoBeHb  [10CTOBEPHOCTH
A0KA3aTeJbCTB — D)

[Taruentam ¢ H®1, KOTOpbIM IUIAHMPYETCS XUPYPrUUYECKOE BMEIIATENIbCTBO,
peKOMeHayeTcsl  KoaryjlorpaMMma  (OpUEHTHPOBOYHOE  HCCJIEOBAHUE  CHCTEMBI
remocrasa) [26,192-194].

YpoBenb  yOenutenbHocTH  pekoMenaaumii C  (ypoBeHb  [10CTOBEPHOCTH
JI0KA3aTeJIbCTB — 5)

[Tariuentam ¢ HO1 ¢ momo3penuem Ha [II1P u/unm ¢ 3amepxkoit pocta peKoMeHayeTcst
UCCIIEOBAHME YPOBHS  JIIOTEMHU3UPYIOLIETO TOpPMOHAa B  CBHIBOPOTKE  KpOBH,
uccienoBaHue  (POJUIMKYJIOCTUMYJIMPYIOIIETO TOPMOHa B CHIBOPOTKE  KPOBH,
UCCJIEIOBaHUE YPOBHS OOIIEr0 TECTOCTEPOHA B KPOBM, MCCIIEJOBAHME YPOBHS OOIIETO
3CTpajuoia B KPOBH, NMPU HEOOXOAWMOCTH — MPOBEAECHHE MPOOBl TOHAJOTPOIHH-
PUJIN3UHT TOPMOHOM [26].

YpoBenb  yOeaureabHocTH  pekoMmeHaaumii C  (ypoBeHb  [1OCTOBEPHOCTH
J0KA3aTeJIbCTB — 5)

[Tartuentam ¢ H®1 ¢ mogo3pernem Ha CTT-geduiut pexomeHayeTcsl MCCIIEIOBAHUE
YPOBHSI MHCYJIMHONOJOOHOrO pocTtoBoro (akropa | B KpoBH, MpU HEOOXOAUMOCTH —
NPOBEJICHUE CTUMYJISIIIHOHHBIX TeCTOB [26].

YpoBenb yOeaureqabHocTH  pexkomeHaauuid C  (ypoBeHb  JI0CTOBEPHOCTH
0Ka3aTeJbCTB — 5)

[Tatmentam ¢ H®1 ¢ BBICOKOPOCIOCTBIO PeKOMeHAYeTCsl HcCieqoBaHue 0a3albHOTO

YPOBHA COMATOTPOITHOT'O TOpMOHA B KPOBH, I/IHchII/IHOHOI[O6H01"O POCTOBOTO (paKTopa I8
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KpOBH, NpH HEOOXOJUMOCTH — IMPOBEJEHUE TIIJIIOKO30TOJIEPAHTHOIO TecTa C
noxasnenuem CTI [26].

YpoBenb  yOenurenbHocTH  pekoMeHgamuii C  (YypoBeHb  J10CTOBEPHOCTH
0Ka3aTeJbCTB — 5)

[Taiuentam ¢ H®1 ¢ oObemMHBIME 00pa30BaHUSIMH HAATIOYECYHUKOB PeKOMEHIYeTCsI
UCCJIC/IOBAaHHE YPOBHS METaHE(PUHOB M HOPMETaHE(PPUHOB B Moue [26].

YpoBenb  yOenutenbHocTH  pekomengamuii  C  (YpoBeHb  /10CTOBEPHOCTH
J0Ka3aTeJbCTB — 5)

[Tanimentam ¢ H®1 ¢ wu30BITOUHOH Maccol Tena/OKHUPEHUEM PeKOMEHIyeTCsl
IPOBEJCHUE TJIIOKO30TOJEPAHTHOIO TeCcTa C LENbI0 MCKIIYEHHUS HapyUICHUH
YIJIEBOJTHOTO OOMEHA ¥ MHCYJIMHOPE3UCTEHTHOCTH [26].

YpoBens  yOeaurenbHocTH  pexkomengamumid  C  (YpoBeHb  10CTOBEPHOCTH

0Ka3aTeJbCTB — D)

2.4 UHCTPpYMEHTAJbHBIE JIUATHOCTHYECKHE MCCJIETOBAHUS

Bcneocmeue cemepoceHrHocmu 3abonesanusn u PA3TIUYHBIX KIUHUYECKUX npOﬂ@ﬂeHl/llZ 6

onpedeﬂeHHble 6803pacniHvle UHMEPBAJibl, UHCMPYMEHMANIbHOE obcnedosanue 00JICHO ObIMb

6bICNMIPOEHO 6 3asucumocmu  om ocanob u  KiuHuyeckux Haxoook. Ilianw obcnedosarnus

npeocmasien 6 maoauye.

Hekotopele coctosiHus, npu Kotopbix mnauueHtam c¢ H®1 pexomenagyercs MPT

TOJOBHOTO MO3ra C BHYTPUBEHHBIM KOHTPAaCTHPOBAHUEM/B COCYAHUCTOM pEXHME B

CIIEIYIOIIMX CUTYAIMSX BHE 3aBUCUMOCTH OT Bo3pacta [10]:

o 04aroBasi HEBPOJIOTUYECKasi CAMITOMATHKA;

o Ie0I0T DIUIIEIICHH,

o TOJOBHBIE 60IH (TIPOrpeccCUpyroliee TeYCHHE);

o npu3Haku mnosbimeHus BYJ] (ronoBHas 60ib, HapylleHHE 3pEHMsS], MOBBIIICHHAS
COHJIUBOCTb);

o THWA wim ObIcTpoe pa3BUTHE OYAroBbIX HEBPOJOTMUECKUX H/HIM OOIIEMO3TOBBIX
CUMIITOMOB,

o CHHXEHHE OCTPOTHI 3peHMsI U/UiU 1e(PEeKTHI TOJIeH 3peHus;

o 3aJepKKa WIH MPEXACBPEMEHHOE IT0JI0BOE Pa3BUTHE;

o 3azep)kKa pocTa

o  BBIPAKEHHOE ONEPEKEHNE TEMIIOB POCTa

o HsHIUedaronaTus Wi HapylIeHne KOTHUTUBHBIX (PYHKIUH;
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o nmuHamudeckoe MPT-uccrnenoBanue Tog0BHOTO Mo3ra (KOHTPOJIb 32 COCTOSTHUEM
[JIMOMBI 3pUTENBbHBIX HEPBOB!).

YpoBeHnb  yOenuteabHocTH  pekoMenaammii C  (ypoBeHb  J10CTOBEPHOCTH

JA0KA3aTeJbCTB — D)

Kommentapuu: FASI (focal areas in signal intensity — ¢oxarvnbie obnacmu
UHMEHCUBHOCMU CUSHANA), MAaKdce 6 Jaumepamype MOXCHO cmpemums Hazeanue UBO
(undefined bright objects — neonosnannvie sprkue o0b6wvekmvi) — ITO  yuaCmMKU
eunepunmencugHo2o cuenana nHa T2-e3eewennoti MPT 201061020 M032a, 6eposimHO, 6bI36AHHbLE
abeppanmmuoll MueruHU3ayuerl Uil 2iu030M, A6IAMC NamocHOMOHUYHbIMY 0as HDI1. Onu ne
obnamaT macc sghgexkmom He naxanausaiom koumpacmuwvii npenapam. Yawe 6ceco oHu
0OHAPYHCUBAIOMCA 8 MO3JHCEUKe, CMBoNe Mo32a U OA3ANbHbIX canenuax y nayuenmoe ¢ HDI.
Onu yawe scmpeuaiomest y oemeti, yem y e3pocavix ¢ H®@1 [195]. bviio yemanosneno, umo FASI
cmamucmuyecku ceA3aHvl ¢ Opyeumu nposgnenusmu H®I, maxkumu Kak onyxoau mosea
(sxniouas '311) [196-198].

Hapko3z no nokazanusm.

e [Ilanmentam ¢ H®1 pexomenayercs MPT mno3BoHOuHHMKA (OAMH OTHEN) C

BHYTPUBCHHBIM KOHTPACTHPOBAHUEM B ClIeAyrONUX cutyarusx [10]:

o TPU HAUTMYUHU/TIOSBICHUU HEBPOJOTHYECCKOW CHMITOMATHUKH (BSUIBIC IMapaidddl —
W30JUPOBaHHBIC, JUOO  COYETAIONIMECs CO  CIIACTHYECKUMH;  HApYIICHUS
YYBCTBUTEIHHOCTU TO CETMEHTapHOMY W/WUJM TMPOBOJHUKOBOMY THITY; Ta30BBIC
paccTpoiicTBa 1o nepudepruueckomMy Jud0 IEHTPATHHOMY THUITY);

o TIPH MOSBJICHUH OOJIEBOTO CHHAPOMA B KOHEYHOCTSIX.

YpoBeHnn  yOenuteabHocTH  pekoMenaammii C  (ypoBeHb  10CTOBEPHOCTH

J0KA3aTeJILCTB — 5)

KommenTapuii: Hapxo3 no nokazanusm.

e [lammentam ¢ H®1 npu mamuumu [TH, a Taxke manuentam ¢ H®1 B Bo3pacte 15-20 ner

Ha dTare mepexojia u3 IETCKOW BO B3POCIIYIO CIYKOyY 3/[paBOOXpaHEHUS PEKOMEHIYeTCsI

MPT wMArkux TKaHed B pEeXUME «BCE TeEJNO» Ui HWHULUHAAIBHOW  OLEHKHU

PacIpoOCTPaHEHHOCTH OITyXOJIEBOTO IMPOIlecca BHE 3aBUCUMOCTH OT Bo3pacta [10,199].

YpoBenn  yOenutenbHOCTH  pekoMenganmuii C  (YypoBeHb  /10CTOBEPHOCTH

0Ka3aTeJbCTB — 5)

KommenTapuii: uacmoma nosmopHuix  uzyanuzayuii  OOINCHA — ONPeOesimbCsl

UHOUBUOYATILHO MYTbMUOUCYUNTUHAPHOU KOMAHOOU HA OCHO8€ OYUEHKU YPOBHS pPUCKA OJis
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KOHKpemHo2o nayuenma. /[ns nayuenmos ¢ evicoxum puckom pazeumusi 300ITH moocem dvimo
PACCMOMPEHA 803MOICHOCMb NPOBeOeHUs O0Tiee YACMOU OYEeHKU.

Hapxkos no noxazanusm.

e [lanmmentam ¢ H®PI B 3aBUCHUMOCTH OT KJIMHHUYECKUX IIPOSIBIICHUI PeKOMEHIyeTCsl
nposegenne MPT (npu HaauuuK MOKa3aHUH — C BHYTPUBEHHBIM KOHTPACTHPOBAHHUEM)

OJIHO¥ oOacTH B cienyromux cutyanusx [10]:

o npu KIMHUYecKux cumnromax I1H;

o TPHU BBIABJICHHH OIyXOJEBBIX OOpazoBanuii (B ToM umcie [IH) B xoxe mepBuvHOU

MPT B pexume «Bce TeJIO» s OoJiee AETATBHOU OIEHKH;
o TMpU HAIWYUW/TOSBICHUU OIYXOJICBBIX OOpa3oBaHWW C TIIENBI0 TEPBUYHON
JIMarHOCTUKH,

o JUISl OLICHKU Pa3MepOB, JIOKAIHU3AIMN CUTHAIBHBIX XapakTepuctuk [1H B nunamuke;

o TMpH MOSBIECHUH OOJIEBOTO CHHIPOMA B PA3IMYHBIX aHATOMUYECKUX 30HAX;

o Ha ¢ore Tteparun [IH MEK-uHrHOUTOPOM CEIYMETHHHOOM JUISI  OIICHKHU

3¢ (HEKTHBHOCTHU KaX/IbIe 6 MECSIICB.

YpoBenb  yOenutenbHocTH  pekoMenaaumii C  (ypoBeHb  [10CTOBEPHOCTH

JA0KA3aTeJbCTB — D)

KommenTapuu: cumnmomamuuecxkue [1H mpebyiom obcredosanus ¢ 6onee KOpomKumu
unmepsanamu, 8 cesasu c puckom pazeumus AHOHBII, 301111H.

Hapros no noxazanusm.

e [lammentam ¢ H®1 co 3puUTEenbHBIMH CUMITOMaMU WIM KIMHUYECKHMHU MPU3HAKAMU

I'3I1, a Taxxke mamumeHnTam c ycranoBieHHOW [3I1 pexomenayercss MPT romoBHoro

MO3ra W JIMIIEBOTO OTJela Yeperna ¢ BHYTPUBEHHBIM KOHTPACTHpPOBaHUEM (TIpH

ycranoBieHHod [3[1 — mo Havanma Tepamuu, a Takke Kaxaele 3—6 Mec. Ha QoHe

tepanun) [10,200,201].

YpoBenb  yOenuteabHocTH  pekoMenaaumii C  (ypoBeHb  10CTOBEPHOCTH

A0KA3aTeJbCTB — D)

Kommenmapuii:  euszyanuzayus 1311 ¢ nomowwro MPT Oondcna nposooumscs
nayueHmam, y KOMopwlx ogmanbmosocuieckoe 00Cie008anue no360sem npeonoiodCums
nanuyue [3[1, a maxoce Oemsam cmapuie 2 jnem ¢ NOGMOPHLIM HeYOeOUMENbHbIM ULU
HEHAOENHCHbIM — ODMANbMONIOSUYECKUM — 00CNied08anuem  (Hanpumep,  HEBO3MONCHOCHb
onpedenums OCmMpomy 3peHus u3-3a eospacma uau Odepuyuma enumanus). Ilpu Hanuuuu
AHOMANILHBIX, HEeYOeOUMENbHbIX UMU HEHAOENHCHLIX pe3ylbmamos O0QmanbMoaI02UiecKo2o

00c1ed08anus He0OX00UMO NOBMOPHOE UCCIE008AHUE 8 KOPOMKUE CPOKU.
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Hapros no noxazanusm.

e [lanmentam ¢ H®I1 npu Hamuyuu KIMHUYECKHUX IIPU3HAKOB OIYXOJHU I'OJOBHOI'O MO3ra
pexomenayercsst MPT ronoBHoro mo3ra ¢ BHyTpMBeHHBIM KoHTpactupoBanuem [10,200].
YpoBenb  yOenutTeqbHOCTH  pekoMeHaauuii C  (ypoBeHb  J10CTOBEPHOCTH
JA0KA3aTeJbCTB — D)

Kommenmapuii: pymunnas MPT 201061020 M032a He NOKA3aHA OemsiM, V KOMOPbIX
omcymcmeyem I3[ u komopvle Haxo0amMcs 6 CMAOUILHOM COMAMUYECKOM cmamyce U He
umerom KIUHUYECKUX NPUSHAKO8 ONyXoau 207106H020 Mmo3z2a. OoHnaxo eciu y pebeHKa ecmb
KAUHUYecKue No003pPeHUsi Ha ONyXolb Mo32d (8 4acmHocmu, HeoObluHas Ulu OecnoKoAasl
20106Has 60.1b, IHOOKPUHHbLIE NPOOIEMbL, CEA3AHHbIE C OUCPHYHKYUEU UNOMANAMYCA, 0YA208ble
He8poocUYecKue Hapyulenus, HapyuleHus nO3HABAMENbHbIX NpPOYeccos, NoseIeHue Uil
yuaujeHue SNULENMUYECKUX NPUCMYNos8), Mo ciedyem peKoMeHO08aAmb OUA2HOCTNUYECKYIO
8UZYaANU3AYUIO.

Hapxos no noxazanusm.

e [lanmentam ¢ H®1, y KOTOpBIX OTMEUaeTCs YBEIUUYEHHUE Pa3MEPOB OKPY>KHOCTH T'OJIOBBI,
W/WIK C TOAO3PEHUEM Ha Tuapouedainio peKOMeHAYeTcsl PAacCMOTPETh IMPOBEICHUE
MarHUTHO-PE30HAHCHOW ToMorpauu WIM KOMIBIOTEPHOH TOoMOrpaduu TrOJIOBHOTO
MO3Ta C LEJbI0 OLICHKH Pa3MepOB XKeTyI0YKOB rojioBHOTro Mo3ra [202].

YpoBens  ybOenureabHOCTH  pekomeHaaumii C  (ypoBeHb  [10CTOBEPHOCTH

0KA3aTeJILCTB — 5)

Kommenrapum: B pedkux cayuasx suopoyeghanus u/unu manogpopmayus Kuapu muna 1
Haobarooaromes y demeti u dadxce 63pocivix ¢ HDI.

Haprkos no noxazanusm.

o [Tlanentam ¢ H®1 npu nomo3peHnu Ha GeOXpOMOIUTOMY Ha OCHOBAaHMM OTKJIOHEHUH B
CKPMHUHTOBBIX TECTaX B CHIBOPOTKE KPOBU WM MOYM PEKOMEHJIO0BAHO IPOBEJCHHE
KOMITBIOTEPHOU Tomorpaduu HaJMOYeYHUKOB/KOMITBIOTEpHAs Tomorpadust
HA/IMTOYEYHUKOB C BHYTPUBEHHBIM OOJIOCHBIM KOHTPAaCTHPOBAaHHEM HWJIM MarHUTHO-
pe3oHaHCHass  ToMmorpadusi  HAANOYEYHUKOB/MAarHMTHO-PE30HAHCHAsh  TOMOTpadus
HaJINOYEYHUKOB ¢ KOHTpacTupoBanuem [203].

YpoBens  yOenureabHOCTH  pekomeHaaumii C  (ypoBeHb  [10CTOBEPHOCTH

A0KA3aTeJbCTB — D)

Kommenrtapuu: eciu 6o epema KT unu MPT ne yoaemcs 6viagumsv npeononazaemyro
Geoxpomoyumomy, 6 makom cayuae, NAYUeHmMy MNOKA3AHO NpoGedeHue Ccyunmuepaguu ¢

Mmemaiiodobenzunzyanuounom (MHUBT) [204].
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Hapros no noxazanusm.

e VYV mamuentoB ¢ H®1, B 0coOeHHOCTH ¢ OOJBIION TUIEKCH(POPMHON HEHpoPpudpomoit
KOTJa €CTh IOJO3pEHHsI Ha 3JI0KaYeCTBEHHYIO TpaHC(HOpPMAlMI0O OJHOTO WM Oosee
Y4acTKOB, PEKOMEHJAOBAHO DPACCMOTPETh BONPOC O MPOBEACHHM cUHUHTUTpaduu (c
rajumeM-67) B KaueCcTBE CKPHHHHIOBOro metoaa [205].

YpoBenb  yOenurTeabHOCTH  pekoMmeHaaumii C  (ypoBeHb  [10CTOBEPHOCTH
0Ka3aTeJbCTB — D)

e VY mnamuentoB ¢ H®1 npu nmogo3peHMH Ha OCTEONEHUIO PEKOMEHI0BAHO IPOBEIACHUE
PEHTTE€HO/ICHCUTOMETPHH C IIeJIbI0 CBOEBPEMEHHOMN TUArHOCTUKU M KOPPEKIIMU JAaHHOTO
cocrosiaus [190]

YpoBenb  yOenureabHocTH ~ pekoMmeHaaumii C  (YypoBeHb  10CTOBEPHOCTH
A0KA3aTeJbCTB — D)

e [Ilanuentam ¢ H®1 u mogo3penueM Ha nedopMainio cerMeHTa (0TAena) KOHEUHOCTEH,
MO3BOHOYHUKA PEKOMEHJI0BAHO BBIMIOJIHEHUE PEHTTeHOTpaduu TOPAKCHHON YacTh
KOCTHOTO CKEJIeTa B JIBYX CTaHAPTHBIX MPOSKIIMAX C 3aXBATOM CMEKHBIX cycTtaBoB [10].
YpoBenb  yOenutenbHocTH  pekoMenaaumii C  (ypoBeHb  [10CTOBEPHOCTH
JA0KA3aTeJbCTB — D)

Kommenrtapuii: napkos no nokazanusm.

e [lanmentam ¢ H®1 npu Hammuuu aedopmanuii MO3BOHOYHHMKA TSDKEIOW M KpailHe
TSDKEJION CTETEHH, CII0)KHBIX MHOTOKOMIIOHEHTHBIX JAe(opmanusix, aedexrax KocTei npu
IUIAHUPOBAaHUM  TPOBEJIEHUS  OMEpPAaTHUBHBIX  BMEIIATENBCTB  PEKOMEHAyeTCs
0HOGOTOHHAsT HSMHUCCHOHHAs KOMIIbIOTEpHas ToMmorpadusi KOCTell ckejera cC
KOHTpacTHbIM ycuiieHueM [10].

Yposenb  yOenurenbHocTH  pexkoMengaumii C  (ypoBeHb  J1O0CTOBEPHOCTH
0KA3aTeJILCTB — 5)
Kommenrapmii: napkos no nokazanusm.

e [lammmentam ¢ H®1 npm nomo3penun Ha Mamurau3anuio [IH pexomenayercst
MO3UTPOHHO-YMHUCCHOHHAsI TOMOTpadusi COBMEIICHHAsI C KOMITBIOTEPHOI ToMOTrpadueit ¢
tymopoTponHbsiMu POII ¢ konTpactupoBanuem (II9T/KT) [10,206-208].

YpoBens  yOenureabHOCTH  pekomeHaaumii C  (ypoBeHb  [10CTOBEPHOCTH

A0KA3aTeJbCTB — D)

Kommenrapun: [IDT/KT ¢  ¢ayoesokcuenoxosou [18F]  sensemcess  naubonee
YYBCMBUMENbHLIM U CHeYUQDUUHbIM —~ HEUHBASUBHLIM — UHOUKAMOPOM — BO3MOJICHOU

snokauecmeennou mparcgopmayuu ITH [206-208].
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Hapxko3s no noxasanusim.

[Taruentam ¢ HO1 mpu moio3peHnn Ha OMyX0JeBOe 00pa3oBaHKe B OPIOIIHON MOJOCTH
peKoMeHIyeTcsl yIbTPa3ByKOBOEC HCCIIEIOBAHHE OPraHOB OPIOIIHOM IOJIOCTH, OPraHOB
Majoro Ta3a B KauecTBE METOJa WHHIUAIbHON JHArHOCTHKH, a TaKkxke [yis
nuddepenmanpHoil quarnoctuku [10,209].

VYpoBenb  yOeauteabHOcTH  pexoMengamuii C  (YpoBeHb  JIOCTOBEPHOCTH
JA0KA3aTeJILCTB — 5)

[Manuentam ¢ HO1 npu mogo3peHHH Ha HaJIMYKE OMYXOJEBOTO OOpa30BaHUs MSTKHX
TKaHEe PeKOMeHIyeTcsl YJIbTPa3BYKOBOE HCCIICJOBAHHE MSTKHX TKaHEH B Ka4yeCTBE
UHHUIHATBHOM quarHoctuku [210,211].

VYpoBenb  yOeaureabHocTH  pexomengamuii C  (ypoBeHb  JIOCTOBEPHOCTH
A0KA3aTeJbCTB — D)

KOMMeHTapI/II/I: Koiuyecmeo U JoOKaAiuzauusl ananomudecKux obnacmetl onpedeﬂﬂemCﬂ

KAUHUYECKOU cumyayueu

[Taruentam ¢ H®1, koTopbIM IIaHUpYETCS Tepanusl CEIIyMETUHHMOOM, peKOMeHayeTcsl
perucTpanus 3JIeKTpoKapAHOrpaMMbl, 3XoKapAuorpadus 10 JiedeHus U ganee (Kaxable
4—6 Henenb B IepBbIe 3 MecALla Tepanuy, Kax/ple 3 Mecsia B OCIeIyIOIUe MECSIbl) Ha
HPOTSKEHUM JICUEHUS JUISl UCKIIIOUEHUS MPOTHBONOKA3aHUM K JICYEHHUIO U BO3MOXKHBIX
HSI B mpornecce neuenus [212,213].

YpoBenb  yOeaureabHocTH  pekoMmeHaaumii C  (ypoBeHb  [JOCTOBEPHOCTH
J0KA3aTeJILCTB — 5)

[Tatiuentam ¢ HO1 mpu Haau4uu MpU3HAKOB MOJIOBOTO Pa3BUTHUA paHee 8 JIET y JEBOYEK
u 9 Jer y MaJbUMKOB PeKOMEHJyeTcsl peHTreHorpausi KUCTeH M JI/3 CyCTaBOB C
ompesieNieHneM crerneHu aupdepeHpoBanusl ckenera («KOCTHbINA BozpacT») [10].
Yposenb  yOenurenbHocTH  pexkoMengauuii C  (ypoBeHb  J1OCTOBEPHOCTH
J0KA3aTeJIbCTB — 5)

[Tanmentam ¢ H®1 1npum HanuuuM SNKU3010B  APTEPUATBHOM  TMIEPTEH3UU
pexomenayetcsi npoBenenue Y3U naanoueunukos [10].

YpoBenb  yOenurtenbHocTH  pekoMengammii C  (ypoBeHb  J0CTOBEPHOCTH
A0KA3aTeJbCTB — D)

[MTanuentam ¢ HO1 pexomenayercest KOHTPOJIb apTepuanbHoro nasiaenus [10]:

o  €XKEroJHo

o TpU DBOU30[aX TMOTIUBOCTH, TOJIOBHOM OONM, TaXWKapaAuu, OJEAHOCTH WIH

THUIICPEMHUU KOKHBIX ITOKPOBOB.
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YpoBenb  yOeaureqabHocTH  pexkoMeHaaumidi C  (YpoBeHb  J10CTOBEPHOCTH
0KA3aTeJIbCTB — 5)

[Tamentam ¢ H®1 wu snunencueil/mogo3peHHeM Ha SHWICHCHIO PEeKOMEHI0BAHO
nposeaeHue anekrposuiedanorpapuu (3217) ¢ nuarnocTryeckoi mensio [10].

YpoBenb  yOenuTeqbHOCTH  pekoMeHaamuii C  (ypoBeHb  J10CTOBEPHOCTH
0KA3aTeJIbCTB — 5)

Kommenrapuu: snuzenmuueckue npucmynsi ecmpeuaiomcs y 8% nayuenmos ¢ HDI

netipopuopomamoszom muna 1 (NF1), umo sensemcs 6onree uacmoim ommocumenvro obwei

nonynayuu. IlpeonoumumenvHo nposedenue d1exkmpodnyepanrocpapuu ¢ eudeoHadbooeHuem.

Hccneoosanue maxaice npogooumcs ¢ OUHAMUKE CO2IACHO KIUHUYECKOU HeoOX00UMOoCmu.

[MTamentam ¢ H®1 npu KIMHWYECKHX TPU3HAKAX/TIOJO3PCHUU HA  HAIWYHE
OOCTpYKTMBHOI'O allHO? CHAa PeKOMEHAYeTcsl PAacCMOTPETh BONPOC O IPOBEAECHUU
HOJMCOMHOTrpaduM sl OLEHKHU TSDKECTH JIbIXaTelIbHBIX PacCTPOICTB CHA M BBIPAOOTKH
TaKTHKH BeJleHHs nanuenTa [214].

YpoBenb  yOegureabHocTH  pekoMengammii C  (YpoBeHb  /I0CTOBEPHOCTH

JA0KA3aTeJbCTB — D)

2.5 UHble TUATHOCTHYECKHE HCCIAEI0BAHUS

[Taruentam ¢ HO1 pexomenayercest Ovoncusi omyxoseil, omyXxoiaeBUAHbIX 00pa30BaHUI

MATKUX TKaHEH C TOCIHEAYIOUIMM  IaTOJIOr0-aHaTOMMYECKHM  HCCIIEI0BAaHUEM

O6uoncuifHOro (OrnepanroHHOr0) MaTepuana (Mpu HEOOXOTUMOCTH — C NPUMEHEHUEM

UMMYHOTUCTOXMMHYECKHAX METOJIOB) B ClIeAyrOIIUX cuTyarusx [11,215,216]:

o mnoao3penue Ha 300I1H;

o0 OTCYTCTBHUE YETKON KIMHUUYECKON KapTHHBI,

o HactopaxwuBaromue usmenenus na MPT, [I19T/KT,;

o crpemurenbHoe yBenumuenwe IIH u  ycToliumBelii 0OoOJeBOM CHUHApPOM paHee
ctabunpHoi [TH.

YpoBenb  yOeaureabHOcTH  pekomeHaaumii C  (ypoBeHb  [10CTOBEPHOCTH

0KA3aTEJbCTB — D)

KomMmMmeHnTapuu: xe pexomenoyemcs 8blnOaHAMb OUONCUIO MOJLKO OJist NOOMBEPHCOECHUS

ouaznocmuyeckux kpumepues H®I1. I1H moscem 6vbimv OuacHOCMUpo8ana peHmeeHoI02u4ecky

no pesyromamam MPT. B psaoe cnyuaes Ouonmam modcem He BKIOYAMb O00CMAMOYHOe

KOIUYeCmeo Mamepuand, He ompaxicams NnieKCU@GOoOpMHOCMb, U Mun Heupopuopomsvl modxicem

ObImb onpeoenen HeKOPPEKMHO.
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IIpu nooospenuu na 300ITH 6uoncus 00nxicHa NPo8ooUmMbCs MOIbKO NOCe 8bINOJIHEHUS
suzyarusayuu, noo xowmpoaem MPT ¢ oyenxoii xosghguyuenma ougghyzuu w/unu I[19T/KT.
buonmam Oonxxcen Ovimv nonyuen umenHo u3z usmenennHozo yuacmka IIH, ewisenennozo
PEHM2eHONI02UYEeCKY, MaK Kak eemepozenHas cmpykmypa uekomopvix 30OIIH Oenaem
BEPOSIMHBIM NPONYCK 30HbL 3N0KAYECMBEHHbIX UsMeHenull npu «cienoiy ouoncuu [53]. Buoncus
IIH  mooicem  conpogodcoamvcsi MeXHUYeCKUMU — CIOHCHOCMAMY, — CEA3AHHbIMU  KAK  C
nokanuzayuen  ITH,  63aumoceésasvlo ¢ COCYOUCMbIMU — CIPYKMYpAMu, maxk U ¢
eunepsackynapusayuei ITH. B ceasu ¢ amum cnodcHvle cuyyau 00N#CHbL OblMb HANPABIEHbL 8
npoghunvHvle Xupypeuueckue yeHmpul 0Jisi nposedenus: buoncuu I1H.

e [lammmentam ¢ H®1 ¢ momo3penneM Ha 00J€3Hb MOSIMOSI PEKOMEHYeTCsl MPOBEICHUE
MP-anruorpaduu u KT-anruorpadpuu [217,218].

YpoBenb  yOenutenbHocTH  pekoMenaaumii C  (ypoBeHb  [10CTOBEPHOCTH

A0KA3aTeJbCTB — D)

e [lammmentam ¢ HO1 ¢ moaTBepkIeHHON 00JIE3HBIO MOSIMOSI PEKOMEH/AyeTCsl IPOBECHUE
yIABTPa3BYKOBOTO HccienoBanus ¢ gonmieporpadpuern m KT-mepdysum mist oneHku
remMoanHamMuKu [218].

YpoBenb  yOenutenbHocTH  pekoMenaaumii C  (ypoBeHb  [10CTOBEPHOCTH

JI0KA3aTeJIbCTB — 5)

KommenrTapuu: mpebyemcs o6sa3amenvHoe HaAbOAOOEHUE NAYUEHMO8 COBMECMHO C
9HOOBACKYIAPHLIMU  HEUpoxupypeamu OJisl ONnpeoeieHus NOKA3AHUU K pPesacKyIapusayuu
2071086H020 MO32q.

e [lanmentam c¢ knauHHYeckumMu npuzHakamu H®1 wu, npu HeoOxomumocTty,
POJICTBEHHUKAM/3aKOHHBIM ~ MPEACTABUTENSIM TpPU  JTUArHOCTUKE PeKOMEH10BaHa
KOHCYJIbTAIIHs Bpaya-reHeTruKa c MIPOBEACHUEM MEANKO-TEHETUYECKOT O
KOHCYJIIbTUPOBaHMS (M  MIpoOBeA€HHWE HEOOXOAMMOro  OOCIEeIOBaHUSA IO  €ro
peKoOMEeHAaluKu) ¢  Leapl0  MHPOPMUPOBAaHUS O  3a00J€BaHUM, Pa3bSICHEHUS
FeHETUYECKOTO PHCKa IMPH JUAarHOCTUKE W B JajbHEHIIeM INpu pEIIeHUH BOIPOCOB
neropoxxaeHust [179].

YpoBenb  yOeaureabHOcTH  pekomeHaaumii C  (ypoBeHb  [10CTOBEPHOCTH

A0KA3aTeJbCTB — D)

e [lanmentam ¢ H®1 ¢ OoneBBIM CHHIPOMOM peKOMEHAYeTCsl [UIsl OLIEHKH
WHTEHCUBHOCTU 00 ¥ 3(G(HEKTUBHOCTU JI€UYCHUS NPUMEHATH CHEIHUATbHBIC IIKAIbI
OIICHKH OO0JIM, PEeTUCTPUPOBATH JIOKAIW3AIUIO, BpEMS TOSBICHUS, THII, XapakTep H

JUTUTENILHOCTH 00JIeBOro cuHapoMa [219-221]
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YpoBenb yOenuTelbHOCTH PpexkoMeHaauuidi B  (ypoBeHb [10CTOBEpPHOCTH

0KA3aTeJbCTB — 2).

Kommenmapuu: 6onv HeobX00uMO pPYMUHHO OYEHUBAMb HAPSOY C APMEPUATLHBIM
oaesienuemM, HaAcmMomou CepoeuHblX COKPAWeHUl, MeMnepamypol u Yacmomou ObIXAHUs.
nayuenma. Llenv oyenku 601U — nOHUMAHUE, YMO UCNbIMbIEAEM PeOEHOK, U YCMAHOBIeHUe
BIUAIOWUX HA Hee (akmopoe (ycurusarowux u obrecyaowux). Pymunno ucnonv3yom
CYOvLeKmusHble MemMoObl OYeHKU OOIU C NOMOWBIO WIKAL: MO 0eldem cam NayueHm uiu epad,
Medcecmpa unu pooumenu 601bHO20 pebenka. B npoyecce oyenku nposoosam uoenmuguxayuro
muna 0Oonu  (HOyuyenmueHas, HeUuponamudeckas, OUCCOYUAMUBHAs, CMEWanHas), ee
unmencusHocms (Hanpumep, no 10-6annvron wikane: crabas — 1-3 6anna, ymepennas — 46
bannos, cunvhas — donee 7 6AL108) U NPOOOJAHCUMENLHOCb, YCMAHABIUBAIOM TOKATUZAYUIO U
onpeoensaom sggexmusnocms nevenus. llpu mobom eude OOAU HYICHO NOHAML NPUUUHY U
Jleyums ee, ecii Mo 803MOHCHO.

Oyenka 6onu y oemeiti 6KIOUAC:

® auanuz npeodvioyweco onvima 60n1esvlx owyujeHull, aHamuesa 60ae3HuU, 1e4eHus
u omeema Ha nedeHue;

® auanuz OONEBbIX OUWYUeHUll 8 Hacmosauee epems (omHouenue K 6oau pebenka u
pooumernetl, TUYHOCHHbBIE 0COOEHHOCMU pebeHKa 00 0oNesHU U 8 Hacmosujee
8pems, 8epOabHble U NOBEOCHUECKUe CUSHAbL, KOMOpble UCNONb3Yem pebeHOK
0715 8blpadicenus 60U, KaK pooumeny onuculearom 00ab, Ymo 0eiaiom uiu He
denarom  pooumenu WUIU qUYda, yxaxcusarmowue 3a pebeHKoM,  Umo
aghghexmusnee 6ceco obnecuaem 601b, OuHamuxa 60U, ausiem qu O0lb HA COH,
IMOYUOHATIbLHOE COCMOSIHUE U NPUBLIYHYIO AKMUBHOCHb PEOEHKA).

IIpu oyenxe Oonu yuumvlearom HesepOAIbHbIE 3HAKU CO CMOPOHLL peOeHKA U YPOBEeHb
pazeumus nayuenma. Baoicno, umobwl pebenok cam pacckazan o ceoeti bonu. Eciu pebeHox He
MOodHcem 2080pumv, ONUCAHUE OOIU JONCUMCA HA pooumenell uiu onekyHos. Pooumenu, xax
npasuio, 3HAmM MUNUYHYI0 peakyuro céoux oemetl Ha 60w, /s oyenku 6ou y oemeti maiaouie
3 nem, a makdce y 0emell ¢ 3A0€PAHCKOU Peuesoco U YMCMBEHHO20 PA36UMUs UCNOIb3Yemcs
MemoO HaboO0eHUs 3 NOBEOCHUEM.

OcnosHble nogedenyeckue peakyuu Npu OCMpoli OONU. BbIpadceHue IuYd, OBUNCEeHUs
mena, naay u HeO3MONACHOCIb ymeuums pedbenxa, cmonwvl. Haubonee uacmo ecmpeuarowuecs
nogeodenueckue peakyuu npu XpOHUYEcKOU OONU. BLIHYHCOEHHOE NOJIOJCEHUE, HedlCelaHue e20
MEHAMb, 8blpadceHue auyd MAckooobpasHoe, cmpadaivieckoe, 6e3yuacmuoe, CHUNCEHUE

unmepeca K l’lpOUC)CO@iZW@My BOKpY2, upesmepHo - muxoe noeedeHue, noesvluleHHaA
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PazopaxcumenbHOCmy, CHUMCEHHOe HACMpOoeHue, paccmpolcmeo CHA, ZcHes, HapyuleHue
annemuma.

Mexanusmol  pecynayuu 001e60U  4Y8CMBUMENLHOCMU ONPEOeIsom Nno8edeHyecKue
ocobenHocmu demetl u NOOPOCMKO8: Npu ciabol 601U, KaK npasuio, OMCYmcmeyom Hcaioowl
Ha 0OO0nb, Npu YMepeHHOU 001U — NACCUBHBIE JHCAN0ObL, NPU CULLHOU OO0IU — HCANOObL
akmueHuvle.

s appexmusnozo nevenus 6oau BaANCHO 3HAMbB, KAK 6edym cebsi demu npu 0OOauU
PA3HOU UHMEHCUBHOCTIL:

Cnabasa 6onw. Ilayuenmol, He3as8uUCUMO OmM B03PACMA, UCNBIMBIBAIOM OUCKOM@POPM,
OHU pazopadcumesbHbl, KOHQIUKMHbBL, MeHsemcs nogedeHue. Ilnoxoe camoyyscmaue ¢ 601b10
He cesa3vleatom. bonw kax owywenue ne pacnosnarom, 4canod ne npeovAGIAION.

Annemum coxpaueH, uepyuKamu UHmMepecyomcs u upaiom, KOHMaKkm ¢ OKpylceHuem u
COH He HapyueHbl.

Ymepennaa 6onv. bonv xax owpywenue pacno3narom, HO H#anobbl NACCUBHDIE.
Annemum cHudiCeH, uepyuKamu URMepecyromcs, Ho He ueparom. Buumanue nanpsoicennoe, co

0ecnoKouHbI.

Cunvnasa 6onw. Kanobvl axmueHvle. Annemum omcymcmeyem, MO2ym Nums 600Y.
Uepywikamu He unmepecyromces. Hounou con Hapywien — uncomHus. Kowmaxmer c
oxpyacenuem omeepeairom. Ilonooscenue naccuernoe. Moocem Ovimv 2poMKULl Hepe2yIupyembiil
niauy.

Ouensv cunvnaa 6oav. Konmaxma nem, 632110 nomyxuiuil, modxcem Ovims 0Oe338)YHbllL
niauy.

Ulkanvl oyenxu 6oau (mabn. 5) nomozaiom oyeHusamv OUHAMUKY OOIU U Omeem HA
Jleyenue; cpopmuposams y pebeHKa NoHuUMaKue, Ymo K e20 60au HepaeHOOYUIHbL U NLIMAIOMCSL

HOMOYb,; CIMAHOAPMUIUPOBATb NPOPecCcuoHaIbHoe 00CyHcoeHUe D01eB020 CUHOPOMAL.

Tabruya 5. lxaner oyenku 601e6020 cunopoma y demetl pasznozo ozpacma [222—228]

Bospacr Ha3Banue mkanel Cwm.

IMPUITTOKCHUC

Jo 1 rona [Hxana orenku 6011 Y HOBOpOXKACHHBIX/ feTeit 1o 1 rona | [punoxenue 'l

(Neonatal Infant Pain Scale, NIPS) [229]

Jo 3 ner [MoBenenueckas mkana (FLACC Scale) [230] [Mpunoxenue 2
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[Ixana TakTUIBHOMN U BU3yanbHOU orieHKu 6omu (TVP

scale) [231]

IIpunoxenue I'7

Or3no7 Peiituarosas mkana Bonra-betikepa ornenku 6011 1mo [Tpunoxenue '3
JeT n3obpakenuto nuia (Face scale) [232]
[Ixama pykx (Hand scale) [233] [Mpunoxenue I'4
I{BeTHas mkana Dnanaa (Eland body tool) [234] [Tpunoxenue I'5
Crape 7 BusyansHo-ananorosas mikana [235] [Tpunoxenue I'6
JeT

Yucnosas peiiTuHroBas mmkaia [235]

Hpulmunbl UCNOJIb306AHUA UWIKATl OUECHKU 60/1uy oemeii:

e HAAUYUE UCXOOHBIX DAIOE UsmMeperust bonu 0ns CPABHEHUs C bannamu nocie Ha3Ha4eHusl

Uuiu Koppekyuu 1e4erus,

® pecysipHasdA OYeHKda 60.711/1, Hanpumep Kaocovie 4—6 uyacoe, a 6 midcenblx Cayuyaix —

yaue;

° 6bl60p wKalbl 6 coomeemcmeuu ¢ 603pacmom u KOZHMmu6H0'6€p5aﬂbelM cmamycom

pebenka;

® HAlUudue 4yemkKux Z/IHCI’I’lpyKL;LlZZ no UCNOJIb306AHUIO U UHmMepnpemayuu pes3yibmamoes,

e OJOKyMeHmupoeaunue 6 amOyIAmMOpPHOU/CMAYUOHAPHOU Kapme NayueHma HAa36aHUs.

WIKATbL U pe3yibmamos oyeHKu ooau (6 baiiax),

npu omcymcemeuu 00U YKa3bleams 8 MeOUYUHCKOU OOKYMEHmMayuu, 4mo Oonu Hem.
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3. JqueHne, BKJIIO4Yad MCIUNKAMCHTO3HYIO H HEMCIUKAMCHTO3HYIO TCPAIIUH,
AUETOTEPAIINIO, 069360.]11/IB3HH6, MEAUIMNHCKHEC NIOKA3aHUA U

IMPOTHBOIIOKA3aHUA K IPUMCHCHUIO METO0B JICUCHHUA

Ocnogy neuenuss H®I1 cocmasnsiem opueHmuposaHHoe HA NAYUEHMA NONCUSHEHHOE
HaOnoOeHue ¢ 603PACHHLIM MOHUMOPUHSOM KIUHUYECKUX NPOsGIeHUll, HANpAasieHHoe HA
paHHee pAcno3HA8aHue U  CUMHMOMAMUYECKoe JleYyeHUue OCHOJMCHEHUl No Mepe Ux
B03HUKHOBeHUs. AKmueHoe  @3aumooeucmeue MedxHcoy MeOUYUHCKUMU — CHeYUuaiucmamu
PA3UYHBIX HanpasieHull, obwecmeeHHbIMU NAUUEHMCKUMU opeanu3ayuisMu u
MHO2OYUCTIEHHBIMU NOCMABWUKAMU MEOUYUHCKUX YCIye SAGNAemcs Kpaey20lbHbiM KAMHEM 6
JledeHUU 3mo2o peoKo2o 3a001e6aHUsL.

Ilpunumasn 6o enHumarnue cemepozcenHocmv HDI muna, eounozo nooxoda K mepanuu
0anHo20 cocmosnusi He cywecmeyem. IlIpunyun neueHus OCHOBLIBAECMCSl HA UCHOAb308AHUE

CUMNMOMAMUYECKOU mepanuu, 6 sasucumocnu ont KIUHU4eCKux npogeﬂeHuﬁ.

3.1 MeaukaMeHTO3HOe JeYeHne

3.1.1 Jleuenue IIH

e [lammuentam crapme 3 mer ¢ H®1 ¢ cumnromarnyeckumu HeorepadenpHbiMu [TH
peKoOMeHAyeTcsl  Ha3HaueHue mnartoreHeTnueckod Ttepanun  MEK-nnruburopom
cenymeTnauOoM. [212,213,236].

YpoBenb  yOenurTelbHOCTH  pekoMeHgauumii B (ypoBeHb  [10CTOBEpHOCTH

J0KA3aTeJILCTB — 2)

KommenTapuu: cenymemunubd s61iemcs nepopanrbHblM — MOWHBIM — CELeKMUSHBIM
UHSUOUMOPOM — MUMO2eH-akmusupyemol npomeunkunazol 1 u 2 muna (MEKI/2), ne
KOHKypupyrouwui ¢ adenosunmpugocgamom. berxu MEK1/2 aenaiomesa kpumuyuecku 8ancHbiMu
KoMnoHenmamu pe2ynupyemo2o RAS cuenanvnoco nymu RAF-MEK-ERK, xomopwui uacmo
aKmueupyemcsi npu paziudHelX MUnax 3710KayecmeenHvlx Hosoobpasoeanuil. Cenymemunud
onokupyem akmugnocmv MEK u uneubupyem pocm KiemouHbulX JUHUL, AKMUBUPOBAHHBIX Yepes
cucnanvHoii  nyms RAF-MEK-ERK. Taxum ob6pazom uneubuposanue MEK — mooicem
O10KUpOBams npoaugdepayuio U BbIHCUBAHUE ONYXOJEBbIX KIeMmOK, 8 KOMOPbIX aKMUSUPOBAH
cuenanvuoii nyms RAF-MEK-ERK.

Hauano mepanuu cenymemunubom nposooumcsi noo KOHMpPONeM 6payd, UMeue20
onvim OaHHOU mepanuu.

Jnumenvnocms mepanuu onpeoensiemcsa UHOUBUOYANbHO 8 3a8UCUMOCU OM OMEema U

nepenocumocmu mepanuu. Ilo oannvim uccreoosanusi SPRINT-II meouana épemenu 0o navana
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omeema Ha mepanuro 7,2 mecaya (om 3,3 mecaya oo 1,6 nem). Meduana epemenu 00

Haunydwe2o omeema Ha mepanuto 14,6 mecaya (om 3,3 mecsaya 0o 2,7 nem).

Tabauya 6. Monumopune 0o u 60 épems ieuenus cerymemunubom [236]:

Ilapamemp monumopupoeanus

Kpamnocmu nposeoenusn

Qusuxkanvroe 0bcnedosanue ¢
MuamenbHol OYeHKOU KOJiCU,
CAUUCMOU 000N0YKU NOIOCMU PMA U

Hozcmel

Kaoicowvii 6uzum, 6 cpeonem, eszcemecauno

Oyenka cumMnmomos u #canob co
CMOPOHBL JHCENYOOUHO-KUUEUHO20

mpakma, 3perus U Kosrcu

Kaoicowii usum

Koncynomayusa epaua-opmanvmonoca
(oyenka MOHOKYIAPHOO U
OuHOKYIsAPHO20 3penusl
ogpmanvmockonus, ocmomp nepughepuu
2N1a3H020 OHA, ocMomp nepugepuu
2NA3H020 OHA € UCNOIb308AHUEM
mpex3epKanbHou aun3vl I onbomana,

OUOMUKPOCKONUSA 211A3HO20 OHA

Hcxoono, 3amem xasicovie 6—12 mecsayes u npu
NOABNIEHUU HOBLIX CUMNINOMOB CO CIOPOHDL

Op2caHO8 3PEHUA.

Oxoxapouozpaghus (c oyenxou hpakyuu

evlbpoca)

Hcxoono, 3amem kasicovie 3—6 mecsyes

Pecucmpayus snekmpoxkapouocpammsi

Hcxoono, 3amem npu kKiuHuueckou

Heobxooumocmu

Onpeoenenue bepemeHHOCMU
(Hccnedosanue Mouu Ha XOPUOHUYECKULL
2OHAOOMPONUH U OP. CO2NLACHO
KAUHUYECKUM PEKOMEHOAYUAM

«Hopmanvnas bepemennocmo»)

Hcxoono, danee coenacno cmanoapmHuim
npuHYyUnam OJisk NAYUeHmos, NOIYYAUUX
YUMOMOKCUYECKYIO mepanuio (no

Heobxooumocmu)
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Ilapamemp monumopupoeanus

Kpamnocmeu nposeoenusn

Jlabopamopmvie ucciedosanus

o Onpedenenue akmueHocmu
KPeamuHKUHAa3vl 8 KPOBU,

o Hccneoosanus, xapakmepusyroujue
Memabonudeckue uzmMeHeHus (Ucciedosanue
VPOBHSI HAMPUSL 8 KPOBU, UCCIE008AHUE YPOBHSL
KAus 8 KpO8U, UCC1e008anue ypogHsa 00ue2o
Kanbyus 8 Kpou, UCCIe008aHUE YPOBHS
HeopeaHuueckoeo gocpopa 6 kposu,
uccnedosanue YposHs X10puoos 8 Kposi),

o Tecmwi, xapakmepusyrowue cocmosnue
neueHu (onpeoenenue akmueHoCmu
acnapmamamuHompaucgepazvl 8 Kposu,
onpeodeieHue akmueHOCmu
ANAHUHAMUHOMPAHCHEPA3bL 8 KPOBUL). UCXOOHO,
3amem exicemecsiuHo nepevle HeCKOIbKO MecAYes,
Ooanee — Kadicovle 3—6 mecsyes

o) O6wuti (kKnunuyeckuil) anaus Kposu
PA3BEPHYMbIIL. UCXOOHO, 3AMeM eHCeMeCauHO
nepevie HeCKOIbKO Mecsiyes, oanee Kaxcovie 3—6
mecsyes

o OnpeoeneHue akmusHOCMU AMUIA3bL 8
KpO8U, onpedeieHue aKkmueHOCmu Tuna3svl 6
CHIBOPOMKE KPOBU UCXOOHO, 3ameM — CO2NACHO

KAUHUYECKOU HeoOX00UMOCIU

3.1.2 Jleuenue I'311

Tnuomsr spumenvrvix nymeu ommeuaromes y 20% nayuenmose ¢ H®I1. Axmuenoe
JleyeHue mpebyemcs NayueHmam ¢ CUMAMOMAMUYECKUMU ONYXOIAMU U NPU  HATUYUU
npoepeccuu no penmeeHonocudeckum Oanuvim. C yuemom MeONeHHOU CKOpocmu pocma
onyxoneu paouorocuyecKas OYeHKa OUHAMUKU pPA3MEPO8 ONYXOU OOIHCHA HPOBOOUMbCS 8

meuenue OIUMeNbHO20 nepuoda HAOMOOEHUsL ¢ UCNONb308aAHUEM B03ModCHOCcmel MP-

sonromempuu [199,201,237].
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Ipunamue pewenus o neueHuu OO0IHCHO OCHOBbIBAMbCS HA OAHHbIX OYEHKU 3DUMETbHBIX
@YHKYULL U BO3MOJNCHOCMU — B0OCCMAHOBIEHUA/COXPAHEHUsL 3peHUsi Ha (one mepanuu,
KAUHUYECKO20 meyeHusi 3a001e6anus U pazeumust scusneyzpoicarouux ocrodxicuenuti [201].

Ocnosnvim memooom nevenus 1311 y nayuenmoe ¢ HO1 ssnsemcs yumocmamuyeckas
xumuomepanus (cm. maon. 7) [201,238,239].

Monekynapno-nanpaenennas mepanus, ¢ UCHOAb308aHUEM npenapamos u3 pynnvi MEK-
UH2UOUMOPO8 Npedcmasiaem coool MHO2000ewarwyo HO8YI0 MemMOOUKY JledeHus NayueHmos
¢ pegpaxmepnvim  3abonesanuem. Cenekmusenvili nepopanvhviti  uneuoumop MEKI/2
cenymemuHub umeem Hauboliee HAOEHCHble HA Ce2OOHAUHUL 0eHb OanHble no aeweHuro HDI-
accoyuupogannwix enuom: 40%-nas wvacmoma omeema, cmadbuIbHOE ULU YIYHUEHHOE KAYeCEo
3peHuss Yy NAyueHmos ¢ 2AUOMOU 3PUMENbHO20 Nymu U 2-1emuss  0OecnpocpeccusHasl
sviocusaemocmo (BIIB) 96% Oviiu npodemoncmpuposansvt 6 xoode ucciredosanus Il ¢haswi.
Oonako ux 00120CcpOUHAs NOAL3A U Oe30nacHocmb mpebyem OalbHeUUX KIUHUYECKUX
uccnedosanuil [236,240-242].

Ilpenapam u3 epynnoi mTOR-uneubumopog seeporumyc** makoce Ovll usyyen y
nayuenmos ¢ H®I-accoyuuposannvimu enuomamu. B uccreoosanuu sseporumyca™®* 2 gazvl y
nayuenmos ¢ H®I-accoyuuposannvimu 2enuomamu noauvlt omeem ommeden y 4,55%, a
yacmuunwii omeem — y 9,09% nayuenmos, y 21% ommeueno ymyuuieHue Kaiecmea 3peHusi
[243,244].

K nokazanuam xupypeuuecrxoeo neuenus 1311 omnocam paspeuwienue euopoyegpanuu c
dexomnpeccuell 3pUmenbH020 Nymu, O00YCI08IeHHOU CONUOHOU UMY KUCHO3HOU YACMAMU
onyxonu. YV nayuenmog c 601bWUM OpPOUMATLHLIM KOMNOHEHMOM, Bbl3bl8alowum 001b U
sHewHIol0  Oeueypayuio, Mmodxcem Oblmb  UCHONL308AHA  YUMOPEOYKMUBHASL  ONEpayus
(debulking) c¢ ucnonvszoeanuem monvko JaAMEPANbLHOU OpOUMOmMOMUY, Komopas oaem
yoosiemeopumenvHvlie KOCMemuyecKue pe3yibmamsl U MUHUMATbHBIU PUCK NPOSPECCUPOBAHUS
0CMAamoyHoll ONYXONU.

3a nocneonue 0sa Odecamunemus ucnonvzosanue JIT pe3ko coxpamunocy y oemeti
H®I-accoyuuposannvimu I'311. B npoutnom ona cuumanace 3¢hghekmunvim Memooom JieueHus
1311 ¢ svicokumu noxkazamensimu decnpozpeccusHotl gvixcusaemocmu (BIIB) 0o 90% 6 meuenue
10 nem [245-249]. Oonaxo 6 MHO20HUCIEHHBIX PEMPOCNEKMUBHBIX UCCICO08AHUSIX COOOUIACCSL
00 omoaneHuvix nobounvix 3¢ppexmax JIT y nayuenmos ¢ HDI-accoyuuposannvimu 1311,
8KI0YAS IHOOKPUHHBIE HAPYUEHUs, YepebposacKyisapHvle 3a0oneeanus (y nayuenmos ¢ HDI
puck passumus 0Oonesnu Mouamoiia noeviuien 6 mpu paza u umeem 0onee PAHHION

MaHuqbecmauuio), yxydmeHue 3PEeHUsl, 6MOPUUHbLE 3/10KAYEeCNIBEHHble H06006pa306’aHu}1 u
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HelipoxocHumusHvie Hapyuwienus. Illockonvky nayuenmovl ¢ H®I unuyuanvno umerom Oonee
8LICOKULL PUCK pa3eumusi HOB000PA308aHUNL U YepeOPOBACKYIAPHLIX 3a00/e8aHull, 3mu
HeOazonpusmHble UCX00bl 8bI3bIEAIOM 0CODYIO 03A00UeHHOCMb 8 nonyaAyuUu nayuenmos ¢ HP1
[238,239,245,250-261].

Cywecmeyrom bonee HO8ble MemoObl 00NyUeHUs, maKue KaKk NPOMOHHASL Mepanus u
cmepeomarxcuveckas — paouoxupypeus  [245,262,263]. Onu  nokazanu  nonodicumenvHvie
Kpamkocpounvie pe3yiomamel y nayuenmoe ¢ H®I-accoyuuposannvimu 1311 u moeym cmamo
NOMEHYUATLHO KYPAMUBHBIMU 8apuanmamu ieyenus 6 oyoyuwem. Cmepeomaxcuyeckoe iyuesoe
JleyeHue Modxcem NPUMEHAMbCA Y NAYUEHMO8 C 2AUOMAMU 3PUMENbHbIX Nymell 8 Kayecmee
ONYUU € Yenvio COXPaHeHUs 3peHUs y NayueHmos ¢ OblCMPONpOPecCUpyrOmuUM yxyoulenuem
spumenvhvlx Qyukyuil [264]. Oonaxo, na cecoOHswHUL OeHb OMCYMCMEYIOM NPOCNEKMUBHbLE
OoanHvle OnumenvHo2o (bonee 30 nem) HaAONOOEHUs NAYUEHMOB NOCIe NPOBEOeHUs JIyYeBol
mepanuy ¢ NOMowbl0 OaHHbIX Memoouk. Tpebyemcs Oonbulee KOAUYECMBO UCCIeO08AHUN O
YmouneHust 6e30NacHOCmMu OAHHbIX MEMOO08 6 00J120CPOUHOM nepuode [245,265]

Taxum obpazom, ucxoos uz medxcoyHapoonozo onwvima, JIT ona neuenus 1311 y
nayuenmos ¢ H®1 modxcem 6vimsb UCnoIb308aHa MOILKO 8 KAYeCmee mepanuu CHAceHus npu
Hea(hpexmusHoCmu KOHCEPBaAMUSHOLU mepanuu U 6 KpauHe peokux cayuasx. Pewenue o
nposedenuu JIT 00#CHO ObiMb NPUHAO HA OCHOBAHUU MENCOUCYUNTUHAPHO2O KOHCUTUYMA 8
CNeYuanusupoBaHHoOM  yewmpe ¢ 00SA3aMeNbHbLIM — BKIIOYEHUeM  HeUpOOHKOJ02d,

paouomepanesma, neepoioza u ogpmanvmonoea [199,201,237,238]

e [lammentam c¢ H®I-accouunpoBannoit cumnromarudeckot I3[l ¢ kaMHUYECKH
3HaYMMbIM pPOCTOM M  NPOTPECCHUPYIOLIEH TOTEPEHd 3pEHUS PeKOMEHIYyeTCs
XUMHOTEpanusi ¢ BO3MOXXHBIM BKJIIIOYEHHEM KapOormaTuHa**, BHHKpUCTHHA®*,
BUHOMacTHHA** in OeBanu3ymadba** (cm taba. 7) [201,238,239].

YpoBeHb  y0eauTeIbHOCTHM  pekoMeHaanuii B  (ypoBeHb  10CTOBEPHOCTH
J10KA3aTeJIbCTB — 2)
KommenTapuu: npeonoumumensvnou sensemcs KomOuHayus xapooniamuna™* c

*, 01 Komopou nokazamenb J-jlemueli 6eccoObIMULHOU  BbIHCUBAEMOCTIU

BUHKPUCTIUHOM™
cocmasnsem 69% y nayuenmog ¢ panee nenevenvimu H®1-accoyuuposannvimu 311 [266].
Obwue pexomenoayuu no oyeHke NPOMUBONOKAZAHUL Neped HAYANOM XUMUOMEpanuu
1 runuu:
® obOwee KIUHUYECKOe COCMOAHUE NAYUeHMA OO0JIHCHO DblMb YO081emEopUmensbHbiM, 3d

UCKTIOYeHUeM NAYUEHMO08 C OUIHYeDATbHbIM CUHOPOMOM (8Ce cxembl);
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®  adek8amHas QYHKYUsL KOCMHO20 MO32a.
o kapooniamun®* + eunxpucmun®*: netikoyumor >2,0 x 10%x, Heumpoguivl
>0,5x 10, mpomboyumol >10 x 10%4;
o eunbnacmun™*: neimpodunet >1,0 x 10%1, mpomboyumer >100 x 10%/1;
O GuHKpucmur** + yucnapamuw** + yuxnogochamuo**:  nevxoyumol
>20x 109/11, netumpogunvt >0,5 x 109/JZ, mpomboyumst >80 x 109//1;
® omcymcmeue 2unepuy8cmsumenbHoCmu K Kapooniamuny** >3 cmenenu msaxicecmu
no CTCAE (ons cxemul kapboniamun™* + sunkpucmun™*);
® omcymcmeue HapywleHuti ciyxa >2 cmenewu msdicecmu U HeppomoxcuuHocmu
>1 cmenenu msancecmu no CTCAE (0na cxem xapbonnamun™* + @uHkpucmun™*,
BUHKpUCMuUn™* + yucniamun™* + yuxnogocghamuo™*);
e omcymcmaue nepughepuieckou Hetiponamuu >3 cmeneru msicecmu no CTCAE (sce

cxemul).

Tabnuya 7.  Pexomenoyemvle — pedxicumvl — XUMUomepanuu  nepeol  JUHUU
cumnmomamuyeckou I3l ¢ KiuHuyecku 3HAYUMBIM DOCMOM U Npozpeccupyroujei. nomepeu

spenus [201,267-270].

Ilpenapam Cxema neuenus

Hpe()noqmumeﬂbimﬂ cxema

Bunxpucmun** + Bunxkpucmun™* 1,5 me/M’ (0,05 me/ke maccvl mena, npu
Kkapboniamun** macce mena <10 ke) [makcumanvrnas 0osza: 2 mef
000CHO UNU 8 8UOe KOPOMKOU 6/8 UHDY3UU:
® Ha smane UHOYKYUOHHOU mepanuu (Hedeau I1—
24): 6 1-11 0env 1-10, 13, 17 u 21 nedenw
® Ha dmane KOHCOIUOUpyrowel mepanuu (Heoenu
25-85; 10 6-reodenvubix yuknos): 6 1-i, 8-u u 15-
Ul OHU KAAHCO020 YUKIA
Kapo6onnamun 550 me/m? (18,3 me/ke maccwl mena, npu
macce mena <10 ke) pazsedennviii ¢ 200 ma 5%
pacmeopa 0excmpo3vi ** @ guoe 6HympugeHHoU uHQy3uu
npoooaxcumensvHocmyio 1 uac:

® Ha smane UHOYKYUOHHOU mepanuu (Hedeau 1—

24): 6 1-ti denv 1, 4, 7, 10, 13, 17 u 21 nedenw

59




Ha smane KOHCOaUOupyowetl mepanuu (Heoeau
25-85; 10 6-1edenvHbix yuxnos): 6 1-i Oenwv

Kasico020 yukia

lpumeuanus:

Hemsam mnaowe 6 mecsayes pekomenoyemcs
O00NOIHUMENbHO CHU3UMb 003y 00 1/3
omHocumenvHo gvluieonucantou. Ilpu
omcymcmeuu nPosi8Ie ULl SHAYUMOU
MOKCUYHOCIU B03MONCHO PACCMOMPENDb
aoanmayuro (nogviuieHue) 003vl 8
coomeemcmauly ¢ Maccou meia.

Tepanuro MOH#CHO HAUUHAMb C KOPOMKOU
UHGY3UU BUHKPUCMUHA C NOCAEOVIOWUM

88edeHueM KapboniamuHa uepes 1 uac.

Anemepnamuenule cxemol
KOHcOnuOupyroueti mepanuu npu
Ppazeumuuy peaxyuti
2Unepuye8CmeuUmenbHoCmu K
Kapooniamumy™™>:

yucnaamun™** + sunkpucmun **
unu yuxiogocpamuo ** +

BUHKpUCMUH **

Lucnnamun™* + gunkpucmun™> kasxcovle 6 neoenn.

Bunkpucmun®* 1,5 me/m? (0,05 me/ie maccui
mena, npu macce meaa <10 xe) [makcumanvras
003a 2 me] 6onrocHo unu 8 8ude KOpomkoll 6/6
unghyzuu: 6 1-i, 8-ui u 15-1i OHu Kaxcoo2o yuxia
Lucnaiamun™* 30 me/n? (1 me/ke maccwl mena,
npu macce mena <10 ke) pazgedennsiii 6 200 mn
5% pacmeopa oexcmpo3wr** 6 eude
BHYMPUBEHHOU UHGDY3UU NPOOOIHCUMETLHOCHIBIO

3 uaca: 6 1-1i u 2-1 OHU KAXHCO020 YUKIA

Luknopocghamuo™* + sunkpucmun™* xasicovie 6

Heoelb:

Bunxkpucmun™* 1,5 me/m? (0,05 mz/kz maccel
mena, npu macce mena <10 ke) [makcumanvras
003a 2 me] 6onroCcHO Ul 6 8ude KOPOMKOLUL 6/8
ungysuu: 6 1-1, 8-u u 15-11 Onu kaxcoozo yuxia
Luxnogocghamuo™* 1500 e/ (50 me/ke, npu
macce mena <10 xe) paszsedennviii 6 200 ma 5%
pacmeopa 0excmpo3vl ** 6 ude HympugeHHou

uHgy3uu npodoasxcumenvrocmoio I yac: 6 1-i
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0enb Kaxcoo2o Yuxia
lpumeuanus:

o Jlemam maaoue 6 mecsayes peKoOMeHOYemcsl
O00NOIHUMENbHO CHU3UMb 003y 00 1/3
omHocumenbHo eviuieonucannou. llpu
Omcymcmeuu nPosi8Ie ULl 3HAYUMOU
MOKCUYHOCIU B03MONCHO PACCMOMPEND
adanmayuro (nosvluueHue) 003vl 8
coomeemcmauly ¢ Maccou meia.

eV demeti nep6oco 200a dHcuznu gvlue pucKk

paseunmus HapymeHmZ IJIEKMpPOIUMHO20 bananca

Ha gone npumereHuss YUCHAAmMuHa

e [layuenmam c 8bIpadiCeHHbIM HaApYyUIeHUem
3penuss He peKOMeHOYemcs NpUMeHeHUe
YUCNIIAMUHA 6 CEA3U C 8bICOKUM PUCKOM
pazeumus OmomoKCU4HOCmu

o Kaowcoas uz 2 komounayuii modxcem Ovlmo

68edeHa nayuenmy He bonee 5 pas (mo ecms, He

bonee 10 6-HedenbHbIX YUKIO8 XUMUOMEPANULL)

o Jleuenue ne moosicem npooondxicamvcs bonee
81 neoenu om momenma cmapma

xumuomepanuu.

Aﬂbmepnamuenble cxemol

Bunbnacmun**

Bunbnacmun™* enympugenno 60110cHO edxtcenedenbHo:

o 0,17 me/xe maccel mena — npu niowaou

2
nogepxrnocmu mena <0,6 m

2
o 5 me/m° (maxkcumanvhas pazoeas 003a - 10 me) —

2
npu niowaou nogepxrocmu mena >0,6 m

o Obwas npoooaxcumenbHOCMb MOHOMEPAnuu

sunbacmunom™> moxcem oocmuzame 70 neoenw

Bunboracmun®* + 6esayusymad**

7.
Bunbracmun™* 6 me/m:

e Ha smane unoykyuonnot mepanuu: 1 pas 6

HeoeNo 6 meyenue 6M€C}ZL;€6

e Ha smane xoncoauoupyroweti mepanuu: 1 pasz 6
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2 nedenu 6 meuenue 6—12 mecayes
besayusymab 10 me/xe:
e Ha smane unoykyuonnou mepanuu (Hedenu 2, 4,
6, 8, 10, 12, 14, 16, 18, 20, 22, 24): 1 paz s
2 HeOenu
e Ha smane koncoruoupyrowei mepanuu. 1 paz 6

3 neoenu 6 meuenue 6—12 mecsayes

e Jlanmentam ¢ H®1 c '3[, momyyaromuM Tepanuio KOMOMHAIMEH BHHKPUCTHHA®™* un
KapOormaTuHa**, 0COOCHHO JIEeTSIM MJIAJIIIIETO BO3pacTa peKOMeH/IyeTCsl MCTIOIb30BaHNe
LCHTPaIbHBIX BEHO3HBIX KateTepoB [201].

YpoBenb  yOenutenbHocTH  pexomenganmuii C  (ypoBeHb /10CTOBEPHOCTH
I0Ka3aTeJIbCTB — 5)

e [lauentam ¢ H®1 c I'3Il, nomyyarommm Tepanuio KOMOMHALMEW BUHKPUCTUHA™™* u
KapOorulaTiHa**, pexoMeHyeTcsl aJeKBaTHAs THApaTalysl: IPUMEHEHHE MPOTOKOJA B
obbeme 2000 (—3000) Mi/M° B TedeHue 24 4acoB WM Goiee KOPOTKHX IPOTOKOJIOB
rugpatanuu [201].

YpoBenb  yOenureabHocTH — pekoMenaauumii C  (YypoBeHb  /I0CTOBEPHOCTH

10KA3aTeJILCTB — 5)

KommenTapum: nayuenmam ¢ OudHyeghanonvlM CUHOPOMOM NpU  NPOGedeHuUl
euopamayuu HeobX00UM MuamenbHulil MOHUMOPUHE INEKMPOTUMO8, MACCHL Mead U OUypesd.

e [laimentam ¢ H®1 c I'3Il, nmomyyaromum Tepanuio KOMOMHALMEW BUHKPUCTUHA™™* H
KapOoIiaTuHa™*, pexkoMeHayeTCsl aHTHAMETHYecKas Tepanus: Ha (poHE NpUMEHEHUS
KapOommaTuHa** BO3MOXHO Ha3Hau€HHUE CEJIEKTHBHBIX OJIOKATOPOB CEPOTOHMHOBBIX
5HT3-penentopoB (HanpuMep, oHxaHceTpora** 5 mr/m?) [201].

YpoBenb  yOenutreabHocTH — pekoMenaauumii C  (YypoBeHb  /I0CTOBEPHOCTH

0Ka3aTeJbCTB — 5)

KommenTapuu: nepsas 0oza  oHOancempoHa**  @sooumcs 00  68edeHus.
XumuomepanesmuyecKux npenapamos, oaiee — xkaxcovie 8—12 uacos.

o [larmentam ¢ H®1 c I'3Il, nmomyyarommm Tepanuio KOMOMHAIMEW BUHKPUCTUHA™™* H
KapOorutaTuHa**, pexoMeHayercsi MPOQPHIAKTAKA IMHEBMOIIMCTHOW ITHEBMOHHUH KO-
TPUMOKCA30JI0M [cynb(aMeTokcazoa+TpuMeTonpuM]** B 103e 6 Mr tpuMeronpuma u 30
MT Ccyib(aMeToKcas3oia Ha KI' MaccChl Tella B CyTKU B 2 MpHeMa uepe3 Kaxaple 12 yacoB
[201].
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YpoBenb  yOenuTeqabHOCTH  pekoMeHaanmuii C  (ypoBeHb  J10CTOBEPHOCTH
J0KAa3aTeJIbCTB — D)

e [lanmenTtam xeHCkoro moja getopoanoro Bo3pacta ¢ H®1 c I3[, nmomywaromum
TEpanmuil0 KOMOMHAIMEH BHHKPUCTHHA®™* wm  kapOomatuHa*™*, pexoMeHIyeTcs
npuMeHeHre KouTpaneriuu [201].

YpoBenb  yOenutenbHocTH  pekoMengamuii C  (YypoBeHb  /10CTOBEPHOCTH

J0KAa3aTeJIbCTB — D)

3.2. XUpypruyeckoe JeueHue

e [Ilammentam ¢ H®1 mpu BeIpakeHHOW BHEIIHEH neduTrypamuu, OOJEBOM CHHIPOME,
CHABJICHUU JBIXATEIBHBIX MyTeH, KOMIIPECCUHU CTBOJIA MO3Ta, TIOTEPH HEBPOJIOTHUYECKOM
GYyHKIIMM ~ peKOMEeHJyeTcsl pPacCMOTPETb BOMPOC O XHUPYPrHUECKOM  JICYCHHUH
[44,114,115,271-274].

YpoBenb  yOenureabHOCTH  pekomeHaaumii C  (ypoBeHb  [I0CTOBEPHOCTH
I0Ka3aTeJIbCTB — 5)

KommmenTapuii: ¢ yuemom moco, umo IIH opmupyromes 60016 cmeonos
nepugepuyeckux Hepeos, NoHOe (PAOUKAIbHOEe) YOdleHue ONyXOoau CONPANCEHO C PUCKOM
HeobpamumMo20 NOBPeNCOeHUss HEepP8os, NOIMOMY pPAOUKAIbHOE XUpypeudeckoe ucceyeHue
npumensiom peoko. Taxoce 60 MHO2UX CIYy4aAX Onepayus HEeBO3MONCHA U3-3d MECHO20
KOHMAKmMa ONyXonu C OJICUBHEHHO  B8adCHuiMu  opeanamu. [IH — sensemcs — 8blcoko
BACKYIAPUSUPOBAHHOU ONYXOJIbIO, 8 CEA3U C YeM XUPYPIUYecKoe BMeuamenbCmeo Moxcenm Ovlms
aAccoyUuUpOBaHoO C 8bIPAINCEHHOU Kpogonomepel. B Hacmosawuii MoMeHm Xupypeuieckoe iedenue
He A6NAemcsi OCHOBHLIM chocobom nedenus [IH, paccmampusaemcs npu Hcusney2poicaouux
CUmyayusax, CeA3aHHLIX ¢ Macc-d¢gekmom  onyxonu u  mpebylowux  HemeoNeHHO20
peacuposanus. Taxoice B03MONCHO paccmompems  Xupypeuweckoe JedeHue ¢  Yelbio
acmemuyeckoll Koppekyuu nocie uiu 8 npoyecce MeOUKaAMeHmo3H020 Nedenus. B kascoom
KIUHUYECKOM  Clydyae HNOKA3aHus U 00beM  XUupypeuueckoz2o JedyeHus onpeoensiemcs
unousuoyanvro [44,114,115,271-274). Kpumepuii onepabervnocmu modxcem Oblmb OYeHeH

9KCHEPMHOU KOMAHOOUL 8payell, umerowel onvim 6 xupypeuieckom aederuu [1H.

3.3. Jleuenne AHOHBII

e [lammmentam ¢ jokamm3oBanHo ~ AHOHBII  pexomenayercss — paaMKaibHOE

XHpYyprudeckoe ynaneHue omyxomnu [215].
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YpoBenb yOeaureqabHocTH  pexkoMeHaauuid C  (ypoBeHb  /10CTOBEPHOCTH

J0KAa3aTeJIbCTB — D)

KommenrTapuu: npu nooospenuu na AHOHBII pexomendyemcs nepeuunas pe3exkyus,
ecu oHa 6e30nacHa u 8bINOIHUMA. B npomusnom ciyyae ciedyem nposecmu OUaZHOCMUYECKyio
ouoncuro noo paouosocUYecKUM KOHMpoaeMm. IOma Ouoncusi O00NNHCHA NPOBOOUMBCSA N0
VCMOMPEHUIO  MYTbMUOUCYUNTUHAPHOU — KOMAHObI, NOCKOJbKY — ONYXOAU  Mo2ym  Obimb
HEOOHOPOOHBIMU, YMO MONCEM NpUEeCmu K JOHCHOOMPUYAMETLHOMY pe3Vibmamy u3-3d

omcymcmeust 310Ka4eCmeeHnblx Yy4acmKoe Onyxojiu.

3.4. Jeuenue 300ITH

300IIH ssnsemcs Kkpatine acpecCusHol CApKOMOU MACKUX MKAHeU ¢ 02PAHU4eHHbIMU
Memooamu mepanuu u NJI0XUM NPOSHO30M OISl HCUSHU.

Ilpu  nooospenuu wna 30O0IIH 6edenue nayueHmog OONNCHO OCYWECEIAMbCS
MYTbMUOUCYUNIUHADHOU  KOMAHOOU, GKII0Uarowell 8padel-xupypeos, 6payeli-paouoiozos,
8PAUEl-NAMON020AHAMOMO8, 8PAYEU-OHKOI0208, 8PAYEU-TYYe8bIX Mepaneemos 6 npopuibHblx
yeHmpax.

o [lanuenrtam c nokanuzoBanHoil 300IIH pexkomenayercsi paguKaaibHOE XHUPYPrUYeCKoe
ynaneHue onyxouu [275-278].

YpoBens  ybOenureabHOcTH ~ pekoMmeHaaumii C  (ypoBeHb  [I0CTOBEPHOCTH

0KA3aTeJILCTB — 5)

Kommenrapuu:  waunyywum — eapuanmom — nedenus — A6NAemcs  pAOUKATbHAL
Xupypauieckas pe3exyus onyxoiu ¢ ooveme R0

e [lanmenrtam c 300IIH nocne onepaTuBHOTrO Jie4eHUs (C IEJIbI0 MECTHOTO KOHTPOJIS) WK
¢ HeonepabeabHOM OMyXOJbI0 (C MAJUIMATUBHOM 1I€JIbI0) MOXKET OBITh PEKOMEHI0BaHa
nyueBas Tepanus [53].

YpoBens  ybOenureabHOcTH  pekoMmeHaaumii C  (ypoBeHb  [I0CTOBEPHOCTH
0Ka3aTeJbCTB — 5)

o [Ilammentam c reHepanu3oBaHHOW wuinu HeonepabenbHoM 30O0IIH pexomenayercs
CapKOM-OpHUEHTHUPOBAHHBIC MPOTOKOJBI JICYCHUS C UCIOJIB30BAaHHWEM IUTOCTATUYECKOM
Tepanuy B MPOQMIBHBIX EHTPax(CM. KIMHHYECKUE PEKOMEHIAINH 110 JICYSHHIO CAPKOM
MSITKUX TKaHen) [275-277].

YpoBenb  yOenurenbHocTH  pexoMengaumii C  (ypoBeHb  J0CTOBEPHOCTH

I0KA3aTeJbCTB — 5)
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KommenTapum: nexapcmeennoe newenue 30O0IIH mooxcem skaouams makue azenmul,
Kak — 0oKkcopyouyun™*, mpabekmeoun, ugochamud™*, oaxapbazun™* u  nazonanuod.
Heoaovrosanmnas xumuomepanusi ¢ ucnoavzosaumuem ugocghamuda™* u ooxcopyouyuna™*
Modicem Oblmb HA3HAYEHA Ol YMEeHbUleHUss 00beMd ONyXoiu U o00jecdeHus XUpypeuueckKoz2o
yoaneuus;, 00HAKO dMa NPakmuka He NOAYYUld wupoko2o pacnpocmparnenus [53,279,280].
Aovroeanmuas Xumuomepanus ¢ UCNOIb308AHUEM MOU dHce KOMOUHAYUU MAaKiCe OCMAemcs
cnoprotl [277). Monomepanus aHmpayukiuHamu 4acmo UCNOIb3Yemcs 6 Kaiecmee Nepsoll
JUHUU mepanuu 01 NALIUAMUEHO20 Ne4eHUs NAYUeHmo8 ¢ Memacmamuyeckum 3a0oieeanuem
[53,280]. Pewenus 0 Jlevenuu, 0 Nep8OHAYANbHOU onepayuu u/unu

Heoaob8AHMHOU/A0BIOBAHMHOU XUMUO- UAU PAOUOMEPANUU  OOJICHbI NPUHUMAMBCS NOO

PYKOBOOCMBEOM ONBLMHOU MYIbMUOUCYUNTUHAPHOU KomanObl [199].

3.5. Jleyenue KOKHLIX Heilipoduopom

o [Ilammmentam ¢ H®1 ¢ xoxHbMEH HelpoduOpomMaMu, KOTOpBIE JOCTABISIOT MAIEHTY
TUCKOM(DOPT, peKOMeHIyeTcst Xupyprudeckoe yaainenue [199].
YpoBenb  yOenurenbHOCTH  pexoMeHaanmuii C  (YpoBeHb  /I0CTOBEPHOCTH
0Ka3aTeJbCTB — D)
KommenTapuii: yoarenue modcem npoeooumscs pasiudnbiMu cnocooamu u Ka04ams
OOHY UNU HECKOILKO U3 Credyiouux meouyunckux ycaye [199]:

o Voanenue anomanvuuix paspacmanuii mxauet (Hetpoguopomamosa)

e Voanenue 006poxauecmeenHbIX HOBO0OPA308aAHUL KOXHCU

o Voanenue - 00OpokauecmeeHHvIX  HOBO0OPAZOBAHUL ~ KOMCU — MEMOOOM
NEKMPOKOA2YIAYUU

o Voanenue  006pOKaAUeCmMBEHHLIX — HOB00OPA306AHULL  NOOKOICHO-HCUPOBOU
KAemyamku

o Jlazepuas «roazynsayus HOB000PA308AHUSL KOXMCU U NOOKONCHOU KIemuamKu
2071066l U uLeu

e Dnexmporoazynayus

e Paduouacmomnasn abasyus nepugepuieckux Hepeos, Cniemenutl, 6e2emamueHblx
2anenues

e Paduouacmommuas mepmoabaayusi

o Kpuooecmpykyus Koxicu

o Jcceuenue HOB00OPA308aHUS KONHCU U NOOKONCHOU HCUPOBOU KIEMUAMKU 20J108bl
u weu

®  Diekmporoazynayus Ho8000PaA308aHUS KOMHCU U NOOKOICHOU KIeMYAMKU 20J106bl
u weu
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o Jlazepnas Koa2ynayusi HOB00OPA308aHUSL KONCU U NOOKOICHOU KIemyamKu
20J108bl U Uleu

o Voanenue H0B000pA308aHUsL KONCU U NOOKOJICHOU KIEMUAMKU 207108b1 U Uieu
PAOUOBOTIHOBLIM MEMOOOM

o  Kpuodecmpykyusi HO8000PA308aHUSL KONCU U NOOKONCHOU KIEMYAMKU 201066l U
weu

o Jlazepnas Koa2ynayusi HOB00OPA308aHUSL KONCU U NOOKOICHOU KIeMYamKu
mynosuya

o Ucceuenue HOB000pA306aHUSL KOXNCU U NOOKONCHOU JHCUPOBOU  KIEMYAMKU
MYn08ULYA JIOKATILHOE

o Ucceuenue HOB00OPA308aHUSL KOJCU U NOOKOICHOU JHCUPOBOU  KIEeMYAMKU
mynosuua

o Voanenue HOB00OPA306AHUSL KOJNCU U NOOKOICHOU KIEMUAMKU MYI08UWYA
PAOUOBOTIHOBLIM MEMOOOM

o Diekmpokoazynsiyus HOB000PA306aAHUSL  KONCU U NOOKOJICHOU  KIeMm4amiKu
mynosuya

o Ucceuenue HOB000pA308aHUSL KOMCU U NOOKONCHOU JHCUPOBOU  KIeMUamKU
8epXHell KOHeUHOCU JIOKALIbHOE

o Ucceuenue HOB000pA306aHUSL KOXNCU U NOOKONCHOU JHCUPOBOU  KIEMYAMKU
8epXHell KOHeUHOCU

o Diexmporoaeynsayus HOB00OPA308AHUSL KONHCU U NOOKOICHOU KIeMYamKu 6epxXHell
KOHeyHoCmiu

o Jlazepuas roazynsiyusi HOB000PA308aAHUSI KOJCU U NOOKOJICHOU KIemuamKu
8epXHell KOHeUHOCU

o Voanenue H06000paz06aHusi KOJNCU U NOOKONCHOU KIEMUYAMKU BepXHell
KOHEeUHOCMU PAOUOBOTIHOBLIM MENMOOOM

o  Kpuooecmpykyusi HO800OPA308aHUSL KOJCU U NOOKOICHOU KIEMYAMKU BepXHell
KOHeYHoCmiu

o Jcceuenue HOB00OPA308aHUSL KOJMCU U NOOKONCHOU JICUPOBOL  KIemuamKu
HUDICHEU KOHEeYHOCMU TOKANIbHOE

o  Dnexmporoa2ynsyus HO800OPA308AHUSL KONCU U NOOKONCHOU KILeMYAMKU HUNCHE
KOHeyHoCmu

o Jlazepnas Koa2ynayusi HOB00OPA308aHUSL KONCU U NOOKOICHOU KIemYamKu
HUDICHET KOHEeYHOCMU

o Voanenue HO8000pazoeanusi KoONCU U NOOKONCHOU KIEMYAMKU HUNCHEU
KOHEeYHOCMU Pao0U080IHOBbIM MemoOOM

o Kpuooecmpykyus HOB000pA308aHUS KONCU U NOOKONCHOU KIEMUAMKU HUNCHEU
KOHeYHOCmU ¢ NOMOWbIO  1a3epd, Xupypeudecku, ¢  UCHOJIb308AHUEM

NEeKMPOKOA2YIAYUU UL PAOUOUACOMHOU AONAYUU.

3.6. Jleuenune oproneguyecKuX NpPosBJICHUI
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Jleuenue opmoneouueckux nposeieHuti O0O0NHCHO OCYWeCmBIAMbCs 68 NpOPUIbHBIX
MEOUYUHCKUX VUPEIHCOCHUAX, UMEIOWUX Onvlm HaO0oenus u jaeveHus nayuenmos ¢ HPDI,
MYTbMUOUCYUNTUHAPHOU KOMAHOO.

Koncepsamusnvimu memodamu nedenus, komopwvie nokasamvl nayuenmam ¢ H®I npu
HAIuUyuyu Opmoneouteckol namonocuu AeNsAemcs. ne4ebHas Qu3KyiIbmypa, mMaccax)c oowutl u
NOPAJICEHHBIX OMOEN08 ONOPHO-08ULAMENbHO20 ANNApama, Oopme3upogaHue, NpuUMeHeHuu
unghy3uil npenapamos epynnul ougocgonamos.

Opme3suposanue nayuenmam ¢ H® 1 npu narnuyuu BJICKI nokazano Ha pazuvlx smanax
JeyeHus 3abonesanus. Ha smane npedomepawerus namonocuiecko2o nepeioma Kocmeu 20j1eHu
— 6 gospacme 00 3—5 nem — u320MmogGienHue U HouleHue mymopa Ha 201eHb U CIMOony, cmapuie
S 1em — annapam 60 8Cl0 HO2Y C 3aX8AMOM KOJNEHHO20 U 20Jl€HOCHONHO20 CYCMA8d, 3aMKOBbILLL
UIU annapam Ha 8cio HO2y ¢ OBOUHbIM Ce0OM (Npu blpadcenHoM yKopoueHuu (>7 cm). Ilpu
HaIuyuu ncesooapmpo3a ulu nocie npo8edeHHO20 XUPYypeuiecko2o 6meuamensbcmed, 6
6o3pacme 0o 3-5nem (8 c6A3U C HEBO3MOINCHOCMBIO U320MOBUMb ANNApam,) NAYUeHmam
NOKA3aHO HOWeHue mymopa, 6 0Oonee cmapwem 6o3pacme (Ui NpuU  BO3MOICHOCMU
U320MOBGIeHUsl) — ANNApama 60 8Ci0 HO2y ¢ KOMNeHcayuell YKOpOYeHUs Uil ¢ O80UHbIM CLE00M.
Cpoku opme3uposanus onpeodeistomcs 3Manom JleYyeHUuss NayueHma, 6blpadCeHHOCbIO
VKOPOUEHUsL HUMCHEN KOHEeYHOCMU, ONACHOCMbIO Pehpakmyp u COCIMOSHUIO KOCIMHOU MKAHU.

Opme3uposanue (Houlenue mymopa Ha npeonjeyve Ulu annapama Ha npeoniedve ¢
3axeamom nyuezaniacmuozo cycmaea) nayuenmog ¢ H®1 npu nanuuuu BJICII maxoce noxkazano
Kak Ha smane noo20MO6KU K PEKOHCMPYKMUBHBIM BMeuamenbCmeam no G0CCMAHOBIEHUIO
YeNoCMHOCMU NOPANCEHHbIX KOCmell (C Yelnblo CHUNCEHUs 8bIPANCEHHOCU QOpMUPOsaHus
8MOPUUHBIX Oehopmayuii U Oesuayuu KUCMU), MAK U NOCLe, 8 CPOKAX, ONPedensiouuMcs
9MANoOM JleyeHusi NayueHma, ONaAcHOCMbI0 peihpaxkmyp u cOCMOSHUK KOCMHOU MKAHU.

Xupypeuueckue emewiamenpcmed, HanpasieHHvle Ha Npedynpexicoerue namoiloeuiecKux
nepelomMo8 Kocmeli 20jeHU NpeoCmasienbl 6 6uoe OCMEeOoNnIacmuK KOcmeu 20NeHU No
3a0HeMeOuUanbHol NOBEPXHOCMU ¢ NPUMEHEeHUeM aymompancniaHmamos u pasiudHblX U008
O0CMeonIacmudeckux Mamepuanos (KOMNO3UYUOHHble KOCMHO-NIACIUYecKue Mamepuabl,
KOCMHblLE ALIOMPAHCHIAHMAMbL).

Memooom evlbOopa, npu nevenuu cghopmupo8asuiuxcs ncesooapmpo308 Kocmel 201eHU,
ABNAIOMCSL:

o Ocmeonnracmuka (aymo- u arioOmMpaHCnIaHmMamamu, U30IUpPO8arHo Ul KOMOUHUPOBAHO)
obnacmu @pazmenmos nceg0oapmpo3a € UCHOLL30BAHUEM Memood YpecKOCMHO20

ocmeocurmesd, 603MOJICHO, 6 couemaHuu C NnpPpUMEeHeHuem UHmpaMeayﬂ]Z}ZprlX
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KOHCMpYKyuil (neduampuyeckue 2UOKUe CMeEPI’CHU, MeNeCKONUYECKUe KOHCMPYKYUU U

uHble neouampuieckue CIMepICHU 8 3a8UCUMOCMU O 803PACMA NAYUEHMA,).

o  Ocmeoniacmuxa (aymo- u aiIOMPAHCHAAHMAMAMY, U30IUPOBAHO UU KOMOUHUPOBAHO)
obnacmu  @pacmenmos nces0OApMpoO3a €  UCHNOAb30BAHUEM  UHMPAMEOYILIAPHOO
onoxupyemozo ocmeocunmesa y demeii cmapwie 14 nem (opuenmup — omcymcmeue
DYHKYUOHUPYIOWUX 30H POCIA KOCHEl 20A€HU,).

o  Muxpoxupypeuueckue mexHuku 3ameweHusi 0epexmos Kocmei aymompancnianmamamu
KOHMPALAMePAibHOlu — KOHEYHOCMU — NpU  HAIUYUU  BbIPAJICEHHLIX  OeqheKkmos
bonvutebepyosoil kocmu (bonee 5,0 cm) unu Kocmeri npeonieyssi.

Koppexyus emopuunvix Oeghopmayuti u ykopoueHus KoHeuHOCmeU, 6bl0ope VPO6Hs.
ocmeomomuu(ii), GbINOIHEHUU ONEPAMUBHO2O BMEUAMeNbCmed U  OYeHKe Pe3ylbmamos
KOPPEKYyuy 0Cyuwecmeaisiiomest no 00wum npasuiam niaHuposanus u Koppekyuu oegpopmayutl ¢
yuemom peghepenmubix tunuil u yenoe [281-284].

Ipu nanuuuu depopmayuil HUNCHUX KOHEUHOCMell ¢ 8ePUUHOU dehopmayuti Ha YPoBHe
30H poCma iy SNUPGU3ApHO20 omoena Kocmu y oemetl ¢ QYHKYUOHUpYoueli 30H0U pocma, npu
HAAu4uy 0OHONJIOCKOCMHBIX Oeqhopmayuil, Memooom 6blOopa sA6IAemcsi Memoo YNpasisnemoco
pocma unu 8pemMeHHo20 eemusdnugusuooesa. Ilpu 6vinoaHeHUuU KOPPUSUPYIOWUX OCIEOomOoMULL
Kocmell npeoniedvs (nocie OOCMUNCEHUs KOHCOMUOAYUU U/UIU 80CCMAHOGNIEHUS NymeM
NPUMEHEHUST MUKPOXUPYPSUYECKOU MEXHUKU) He0OX00UMO NOMHUMDb O 8bLCOKOM PUCKE PeYUOUsa
nces0oapmpo3ad U 8bINOJHAMb UX MOJILKO NPU BblpaxcenHulx deghopmayusx (bonee 20 epadycos),
3ampyoHaIOwUe CAMOOOCIYHCUBAHUE NAYUESHMA.

Ipu nanuuuu deghopmayuii 6onee 20 epaodycos y nayuenmos ¢ BJICKI, pacnonoosicenue
sepuiunbl deghopmayuu obracmu ouaguza kocmu, y demell ¢ He@YHKYUOHUPYIOWUMU 30HAMU
pocma Memooam 6ulOopa SGNAIOMCS  PA3IUUHble 6UObl  KOPPUSUPYIOWUX OCMEOmMOMULL C
UCNONb308AHUEM HAKOCIMHO2O0, 6HYMPUKOCHHO20 U YPECKOCMHO20 OCMEeOCUHmesd.

Ilpu  Hanuyuu Oegpopmayuti U YKOPOUEHUS NOPANCEHHO20 Ce2MeHmda  (ONUHHble
mpyouamosie KOCmMu) HeobX00UMO BbINOJHAMb O0CMEeOMOMUIO(U), 0OHOMOMEHMHYIO KOPPEKYUIO
oepopmayuu(ii) u  yoarumeHue HpPU  NOMOWU  MOMOPUSOBAHHBIX — UHMPAMEOYIAPHbIX
meneckonuyeckux cmepoicnett [285-287]. B kauecmee uHmpameoyiispHeix YOIUHAIOUUX
cucmem Moeym Oblmb UCHONL30BAHLI CMEPICHU, 8 OCHOBE OelCmeEuUs KOMOPbIX JeHCUm
MacHUmMHoe noje, Ul NeKMPOMASHUMHbBIL Npugood. B ciyuasx HedocmamouHol wupuHul
KOCMHO-M03208020 KAHALA YOTUHEHUE MOACEM NPOU3800UMbCs SIKcmpakopmuxanivHo [288].

Xupypauueckoe nevenue nayuenmos ¢ H®I, ¢ ocnognom, 3axnouaemcs 6 6blnOJIHEHUU

Koppekmupyruweco UHCMPYMERNMAIbHO2O emeuameslbcmead HA NO360HOYHUKE, NOCKOJIbKY
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UCNONIb3068AHUE  OPMONEOUYeCKUX U30eIull He No380jsiem OCMAHO8UMb  0ehopmayuro.
Hayuenmam mak dice modxxcem nompebO8AMbCs XUPYPSUHLECKOe BMeUulamenbCcmeo 6 CEA3U C
00ne6bIM CUHOPOMOM KAK NPU NAMON02UU ONOPHO-08USAMENLHOU CUCTEMbl, MAK U  CEA3U C
nepelomMamu. Pexomenoyemca  paccmompemsv — 803MONCHOCMb — XUPYPSUUECKO20
eMewamenbcmea Ha no36oHouHuKe nayuenmam ¢ H®1 ¢ mascenvim uckpusnenuem (yeon Koboa
ons1 borvuwon Kpuususvl >50°) uiu evicokoll ckopocmuvio npozpeccuposanus (>10° 6 200) 0
coxpaHenus Oanamca mynosuwa, Koppekyuu oegopmayuu 2pyOHOU KIemKu U VIy4uleHus
0bwezo kauecmaa dncuznu [145,289,290]

Ilpu npunsamuu pewienus o Xupypauveckom eémeuiamenbcmee HeoOXo0umMo y4umsléams
CHUdICeHUe pyHKyuu Ovixanus, degopmayuio pebep, cunepkughos, erusHue Ha MOOUTLHOCMb U
@yHKYUOHUpOBAHUE NAYUEHMA, HAKIIOH MA3a U OUCOANAHC MYI08ULYA.

e [lanmentam ¢ H®I ¢ He3aBeplIEeHHBIM POCTOM CKEJieTa PeKOMEHIYeTCsl PacCMOTpPETh
BO3MOXXHOCTh HCIIOJIb30BaHMSI HE TPEMATCTBYIOIIET0 POCTY HMHCTPYMEHTapus JUIs
CTaOHMIM3anuy Mo3BoHOYHMKA [291].

YpoBenb  yOenurenbHocTH  pekomenganuii C  (YpoBeHb  JI0CTOBEPHOCTH

A0Ka3aTeJbCTB — 4)

e [Ilanmentam ¢ H®I gnsg wuchpaBieHus CKENETHBIX JedopManuii peKoOMeHayeTcsi
pPaccMOTPEeTh BO3MOXKHOCTH BBITIOJIHEHUSI 3aJHETO CIOHIWIIONE3a C HUCIOJIb30BAHUEM
TEXHOJIOTUH JTUHAMUYECKOW (DUKCAIMMA TIO0 THUIY «IBOWHBIX CTEPXKHEH», MPUMEHEHUE
CHCTEM TUHAMHUYECKON (DMKCAIMU C BO3JCHCTBHEM Ha MO3BOHOYHHUK W pedpa (Vertical
Expandable Prosthetic Titanium Rib, VEPTR, u ero anamoru) ¢ 1einbi0 KOPPEKIUH
nedopMaruu pedep 1Mo THUIY «CIIOKEHHOTO 30HTA», MOJIMCETMEHTHBIE KOHCTPYKITHH C
wi 0e3 GUKcaluu Ta3a B 3aBUCUMOCTH OT BOBJICUCHHS Ta3a B CKOJUOTHYCCKUN W3THO
[292].

YpoBenb  yOenurenbHocTH  pexoMeHgamuii C  (YpoBeHb  J10CTOBEPHOCTH

A0Ka3aTeJbcTB — 4)

e [lanmentam ¢ H®1 npu n0XHBIX cycTaBaX, MepeaoMax JJIMHHBIX TPyOuaThIX KOCTEH, a
TakKe y MaIMeHTOB, HE CIIOCOOHBIX CAMOCTOSITENILHO XOAUTh, TIPH MepesioMax Oeapa, st
CTaOUITU3allMK OTJIOMKOB M BO3MOXKHOCTEW paHHEW BEPTUKAIM3AINU, PeaOdMIUTAIUU U
YCKOpPEHUS KOHCOJIATAITIT PEeKOMeHAyeTCst paccMoOTpeTh BO3MOYXHOCTh
WHTPAMEIY/UISIPHOTO WM HAJKOCTHOTO, a TaKXkKe codeTaHwe MeTojna WnamsapoBa u
HOTPYKHBIX METAJUTIOKOHCTpYKIHid [293,294].

YpoBenb  yOenurTeqnbHOcTH  pexoMeHaanmuii C  (YpoBeHb  /I0CTOBEPHOCTH

I0KA3aTeJbCTB — 5)
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KommenTapmii: neperomsr 6osnuxarom y nayuenmos ¢ H®OI na gpone ocmeonoposa u
803M0oicH020 Oepuyuma eumamuna D. Ilpu evibope KoHcepsamusHoco nymu JedeHus c

cuncosaruem Cﬂe()yem uzbe2amo ONUMENbHOU www06wzu3ab;uu.

3.7. Jleyenune YHAOKPUHHBIX HAPYVIICHUI

e [lanmentam ¢ H®1 c nHapymeHusMH pocTa peKOMEHAYeTCsl PacCMOTPETh BOIPOC O
TEpanuy COMATOTPONMHOM™**, mpu pa3BuTHM JOepUIUTA JIPYTUX TOPMOHOB — O
COOTBETCTBYIOLIECH 3aMECTUTEJILHON Tepanuu, Npu pa3BUTUU ucTuHHOro IIIIP — o
TepaIiy aHajoraMu ronafoubepuna [295].

YpoBenb  yOenutenbHocTH  pekomenganuii C  (ypoBeHb  /10CTOBEPHOCTH
I0Ka3aTeJIbCTB — 5)
KommenTapuii: oannas mepanus noseonsiem yay4uiums nOKA3amenu KOHe4Ho20 pocma

u coyuanvuyro aoanmayuio nayuermos 6 Ho1.

3.8. Jleuenue HEBPOJOrHYECKHUX U NICUXUATPUYECKUX HAPYIIIEHUI

B cayuae eswvipasxcennozo osucamenvnoco Oeduyuma, Bvl36AHHO20 NOOKOICHLIMU
Helipoghubpomamu, paccmampugarom 6onpoc o6 ux yoanenuu (cm. pazoen 3.4). YV nayuenmos c
HeonepabeibHbIMU  NIAeKCUPOPMHLIMU — Helpopudbpomamu,  8bI3LIBAIOWUMU — CMOUKULL
HeBpONocUYeCKULl depuyum, B03MONCHO UCHONb3068aAHUe celymemunuba (cm. pazoen 3.1
«MeouxamenmosHoe nevenue»). Bue 3agucumocmu om ocHO8HO20 8b1OPAHHO20 MemMOOA NedeHus]
(Habnooenue/xupypeuveckoe yoanenue/mapeemnas mepanus), ecem nayuenmam c¢ H®D1
NOKA3aHO0 npogedeHue 08UcamebHol peabunumayuu (1evednas QusKkyibmypa) — cm. pasoen 4.

Aumusnunenmuueckass mepanusi nayuenmam c¢ H®I1 u snunencuei Haznauaemcs 6
3asucumocmu om ¢hopmul dnunencuu u xapakmepa npucmynos. Ilpu gapmaxopesucmenmuou
mepanuuy 803MONCHbL XUPYpeUyecKoe jeueHue/cmepeomaxkcuieckoll 1yieeas mepanus.

Ha CeOOHAWMHUL OeHb He cyujecmeyem Cneyuguueckux Mmemooos mepanuu
KOCHUMUBHBIX HapyweHuli y nayuenmos ¢ H®I1. Jlna onpedenenus makmuxu JnedeHus
UHMENIeKMY ANbHbIX HAPYUWeEeHUT He0OX00UMA 8epUGUKAYUsL UX IMUOTIOSUU.

Ilpu eviasnennoll 3adepicke pebeHKa 6 NCUXOMOMOPHOM U/UNU PeuesoM pazeumuu
HeobXo00uMo Hanpasumv pebeHKa K CcOoomeemcmsaylwemy cneyuaiucmy OJsl paHHe20

emewamenbemea U KOppexkyuu. Moowcem Ovimb nonesna KOSHUMUBHO-NOEEOEHYECKAS mepanus

[89,296].
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3.9. JledyeHre INCHUXMYECKHX HAPVIIEHHMIlI M PACCTPONCTB HEeHPOHCHUXHYECKOIr0

pa3BuTHud

e [lammentam ¢ H®I ¢ JuarHOCTUPOBaHHBIMU IICUXWYECKUMHU  HAPYLIECHUSIMU
(mempeccuedl W/WIM TPEBOTrOM) WJIM PacCTPOMCTBAMH HEMPOICHUXUYECKOTO Pa3BUTUA
(PAC, CIBI', HapyiieHusl pa3BUTHSA pEeYH, YYCOHBIX HABBIKOB, MHTEIIEKTYaJbHOTO
pasBUTHSI) PeKOMEHyeTcsl IHMHAMUYecKoe HaOJIoJeHHEe Bpaua-TICUXHarTpa M Tepamus
JUarHOCTUPOBAaHHBIX  COCTOSIHUM  COIJIaCHO ~ COOTBETCTBYIOIIMM  KIMHUYECKUM
pekoMenaanusam [199].

YpoBenb yOeaureqabHocTH  pekoMeHaaumid C  (ypoBeHb  JI0CTOBEPHOCTH

JI0Ka3aTeJIbCTB — 5)

KommenTapuii: ncuxocoyuanvnoe 0Onazononyyue u cocmosnue nO3HABAMENbHBIX
npoyeccos (8ocnpusimus,, 6HUMAHUS, NAMAMU, Mblullenus u m. 0.) nayuenmos ¢ H®I cnedyem

OYeHUBAMb NPU KAHCOOM 00paujeHuU K 8payy.

3.10. Jleuenue 00J1€eBOr0 CHHAPOMA

bonesou cunopom y nayuenmos ¢ H®I mooicem Ovimv comamuueckum u 00yCio8ieH
opmoneouyecKkuMu npodremamu (CKoauo3, ncesooapmposvl) Ul HeUponamuieckum 3d cyem
CUMRMOMAMuU4ecKux Hetupoguopom. /{nsa revenus xponuveckou 6oau y nayuenmos ¢ H®I, kxak u
npu Opyeux 3a00aesanusx, UCHOIb3Yemcs: OUONCUXOCOYUATbHBIL NOO0X00, OCHOBAHHBIU HA
8bIAGNEHUU IMUOLOUU OONU Y KAHCO020 NAYUEHMA U 8030€liCEUs KAK HA COMAMO2EHHbIlU, MaK
U HA OMOYUOHANbHBIU, NCUXO2EHHbIU KOMNOHeHm OONU, KAaK Npasuio  yCUIUSaouwull
UHMEHCUBHOCTb U NPOOOIIHCUMENILHOCIb 00U, CHUdMCAIOWULL 601e801 NOPO2.

Bce memoovwl, nanpasnennvie Ha cHudiceHue Helponamuyeckol OOnU Y NAYUEHMO8 C
Heupogduopomamu MONCHO pazoerums Ha 08e OCHOBHbLE 2PYNNbL.

®  QO0vI0BAHMHbIE AHANL2EMUKU U UHMEPBEHYUOHHbIE Memoobl, HANpasieHHvle Ha
CHUMICEeHUe UHMEHCUBHOCMU 60116020 CUHOPOMA,

® namozenemuieckas mepanus (cenymemunub6  npu NIeKCUDOPMHbBIX
HeonepabdenbHuIX Heupogdhubpomax) u xupypauveckoe yoanienue, HanpasienHvle Ha
yempaneHue Smuono2uu 001e6020 CUHOPOMA.

s cumnmomamuueckoeo JnedweHus Heuponamudeckou ooau y nayuenmos ¢ H®OI
npumeHsaiom gapmaxomepanuio U uUHmMepeeHYuoHHvle memoosl aevenusa. K npenapamam I-i
JIUHUU, UCNONLIVIOWUMCS 6 JeYeHUU Heuponamuyeckou OOnu OMHOCAM AHMUKOHBYIbCAHMbL:
eabaneHmuHouovl  (2abaneHmuH, npe2abaiuH), Kapoamazenuw U  OKCKapoOazenuw u

aHmu()enpeccaHmbz U3 epynnbsl CE€J1eKmueHblx uH2u6um0p06 06pamH020 3axeama cepomoruHa u
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Hopaopenanuna (CUO3CH,; eennaghakcun, oynroxcemun) u mpuyukiuveckue (AMumpunmuiuH,
MUTHAYUNpaw). Y nayuenmos ¢ 10Kan1u308aHHOU 601610 B03MONCHO NPUMEHEHUE TUOOKAUHOBbIX
naacmuipeil. Crnedyem ¢ OCTOPOKHOCTBIO HNPUMEHAMb MPUYUKIUYLECKUEe AHMUOEnpecCanmol
86UOY UX KAPOUOMOKCUYECK020 3phpexma, 6 cryuasax kapouosackyiaprou manupecmayuu HDI
npeonoumenue  omoarom CHO3CH u wuaubonee  06e30nacHomy  mMpuyuKiuyecKoMy
anmuoenpeccanmy, MUiHayunpawy. YV nayueHmos ¢ XPOHUYECKou 00ne3Hbl0  NoYeK
2abaneHmuHoOuObl UCNONL3YIOMCA MONLKO NpU OMCYymcmeuu d¢gdexma npu uUcnoib308aHuu
opyeux Memooos mepanuu noo0 KOHMPOJEeM AHANU308 KPOBU C eHCeHeOeNbHbIM pacdemom
ckopocmu kayooukosou gunempayuu (CK®).

IIpu nesgppexmusnocmu/napyuanroHou 3¢ hekmusHocmu advIOBAHMHBIX AHATb2EMUKO
NPUMEHAIOM OnuouoHsie anarveemuku. Kax npasuno, ciedyem nauuname ¢ mpamaoona. Ilpu
He0OX00uMoCmu  66e0eHUsl  HAPKOMUUECKUX  AHANbeemUKos,  yenecooopasen  nooobop
HeobX00UMOU 003bl MOpQUHA C NepeBo0OM 8 IKBUBALEHMHYIO 003V OpYy2UX AHAbeeMUKOS
(nanp., TTC ¢penmanuna). ¥ demeti no0bop HapKomuueckux aHaibeemuKkos ciedyen nposoouns
8 YCIOBUAX CMAYUOHAPA UMU HA OOMY NOO KOHMPOIeM He8poa02a/épayd no NaiiuamueHOU
HOMOWU/AHECMEe3U0N02A-PEaHUMAMOI02d 8 C8A3U C BbICOKUMU PUCKAMU NOOOUHBIX I Pexmos.

Ilpumenenue UHMeEpPBEHYUOHHBIX Memo0o8 JleyeHus obcyacoaemcest c
NAYUEHMOM/3AKOHHBIMU NPEeOCABUMENAMU U MOdcem Oblmb NPeolodceHo Ha aOoM dmane
JleyeHus 0axce npu Xxopouiem omeeme HA Gapmaxomepanuio, eciu NOMEHYUalIbHAs Nob3a
(omkaz om aHanbeemuxos, NOJHbIU pecpecc 0071e6020 CUHOPOMA) 3HAYUMENLHO Hpesbiuidem
NOMEeHYUAIbHble PUCKU, C85A3aHHble ¢ uHmepgenyuell. B 3asucumocmu om noxkanusayuu 601e8020
CUHOPOMA U €20 IMUONI02UL, NAYUEHIY MOHCEM OblMb NPEeON0NHCEeHO NPoGedeHUe INUOYPATbHBIX
O6n0Kkad u 610Ka0 nepugepudecKux Hepeos ¢ 005S3amenbHbIM UCNOIb308AHUEM COBPEMEHHBIX
Memo0o8 V3/Rg-nasueayuu. broxadel mocym npumenamovcsa 6 mom ducie ¢ OUASHOCMUYECKOU
yenvio 05l onpeoeieHusi CUMNMOMAMUYecKol Heupophuopomvl 8 CIyYasx MHONCECMBEHHO20
nopasiceHuss U mMpyoOHOCmeu  KIUHUKO-UHCMPYMEHMANbHOU  8epughuxayuu. IIpu
HeapGexmusHocmu uiu NApYUaIbLHOU dppexmusHocmu 1e4ebHo-0UacHOCmu4ecko2o 00Ka,
Modrcem Oblmb NPeONONHCEHA UMNYTbCHAS PAOUOYACOMHAS AONAYUSA NOPAINCEHHO20 HePEa U/unu
Kopewika (paououacmommas pusomomus).

e [larmentam ¢ H®1 ¢ HeliponmaTH4ecKuM OOJEBBIM CHHIPOMOM PEKOMEHI0BAHO
npuMeHeHue #rperadanuna**. [Ipu Helipornatudyeckoi 60IM JeUeHUE HAYMHAIOT C J103bI

150 mr/cyr. B 3aBUCHMOCTH OT AOCTHUTHYTOTO 3((deKTa U MepeHOCUMOCTH uepe3 3—7

nHEl o3y MoxHO yBenuuuTh 10 300 mr/cyt. IIpoaomkuTeabHOCTh JIeYeHUS — 110 8

Heaens. [297,298].
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YpoBeHb  yOeauTeIbHOCTH  pekoMeHgauuii B (ypoBeHb  J10CTOBEPHOCTH

JI0KA3aTeJbCTB — 2)

[Taruentam ¢ HO1 ¢ pacnpocTpaHeHHBIM 0OJIEBEIM CHHIPOMOM M OTCYTCTBHEM S dekTa
Ha ¢apMaKkoTepanuio/4JacTUIYHbIM d(PPEKTOM PEKOMEHJI0BAHO TPUMEHEHHUE METOJIOB
NPOJJICHHON AaHECTe3WH, TPEXKIE BCEr0 YCTAHOBKA OIUAYPAIBHBIX IOPTOB H
uHTpaTekanbHas Tepanus [299,300].

YpoBenb  yOenurtenbHOcTH  pekoMeHgaumii C  (ypoBeHb  J10CTOBEPHOCTH

0Ka3aTeJbCTB — 5)

3.11. JleueHHe CHMKEHHSI MBIIIEYHOI CHJIbI

[Taruentam ¢ H®1 pexkoMeHI0BaHO pacCMOTPETh IMPH CHUKEHUM MBIIIEYHONW CHIIbI
#nesokapuutun 1000 mr/cyt (500 Mr x 2 pa3a B JieHb) JUIs YITYUIICHHUS MBIIICYHON CHIIBI
[301].

YpoBenb  yOenutenbHocTH  pekomenganuii  C  (ypoBeHb  /10CTOBEPHOCTH
JI0Ka3aTeJIbCTB — 5)

Kommenrapuii: npumenenue #iesoxapnumuna npu H®DI y Oemeii u3yyanoce &

KJIUHUYEeCKOM MCCJZQOOGCZHHM, Komopoée nokasauno €20 nomeHyualbHyro nojb3y 6 OMHOUWEHUU

yeenuuenust moiureunou cunvl [301], oonako ons noomeepacoenus dannoeo pakxma mpebyromes

oanvHeuuue uCCﬂe()OGClHu}Z, oxeamovlearujue bonvutee KoIUYeCmeo nayuermoe 0emcKo2o

eozpacma.
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4. MenMUIMHCKAs peadMIMTALMSA U CAHATOPHO-KYPOPTHOeE JIeYeHMue,
MeIMUIMHCKHUE MOKA3aHUA U NPOTUBONOKA3aHMA K PUMEHEHUI0 METO/I0B
MEJUIUHCKON peadujMTanmuu, B TOM YHCJIe OCHOBAHHBIX HA UCII0JIb30BAHUHT

NPUPOIHBIX Je4eOHbIX (PaKTOPOB

H®I okazvieaem 3HauumenvHoe GIUAHUE HA NCUXOCOYUATbHOE U HEUPONCUXOTI0SUYECKOe
cocmosiHue U 61Usem Ha Kauecmeo HCUZHU.

Heobxooumo, umobwvl ncuxonoe Ovli uneHoOM MYTbMUOUCYUNTUHAPHOU KOMAHObL, YMOObl
nO00epHCUBamsb NAYUEHMO8 U CeMbl NPpU NPUHAMUU pPeuleHUull O OUAcHOCmuKe, 6e0eHUlU U
neuvernuu [199].

Ilpu cmabunvhom comamuueckom cmamyce U OMCYMCMEUU NPOMUBONOKAZAHUIL,
nayuenmam ¢ H®1 noxazano nposedenue JIOK. He npomusonoxkazano nocewjeHue CnopmueHbix
KPYIHCKOB U CEKYUUL.

Hcnonvzosanue memooos meOuyunckol peabuiumayuu onpeoensiemcs UHOUSUOYAIbHO, 8
3a6UCUMOCIU OM KTUHUYECKUX NPOsI8IEeHUL 3a001e8aHUs

Peeynapnas  ¢usuueckas  mepanusi  u  peabunumayus — CnocoOHbl  NOBLICUND
APOOOINCUMENLHOCb U KAYeCMB0 JHCUZHU NAYUEHMOS8, VAVYUUMb UX QVHKYUOHALbHBIN U
COYUATLHBI CIAMYC.

Peabunumayusa nayuenmos ¢ HO 1 cmasum neped coboii credyrowue yenu:

®  ygeauyums MOOUIbHOCHb NAYUEHINOG,
®  npedomepamums pazeumue KOHMPAaKmyp 6 CyCmasax u ampopuro muiuiy,
®  3aMeO0nUMsb NPOCPecCcUpO8aHue OPMoONneOUdecKUx OCIOHCHEHUI.
IIpoyecc Oocmudicenus NOCMABIEHHbIX Yerell peaburumayuu onpeoensem cieoyoujue
3a0aqu:

®  He 00nyCmums opMUpoBarUs PAHHUX KOHMPAKMYp,

®  3aMednUmb npoyecc ampohuu mMvluy 8credcmesue a0UHaAMuu,

®  nPOOAUMb PYHKYUOHATLHYIO AKMUSHOCHb NAYUECHM OB,

®  NpPenamcmeosams pa3eUmuIo KOHMpPAKmyp cycmago8 KOHeuHocmel,

®  ygeruyumsv  NOOGUICHOCMb  NAYUEHMO8  (COXPAHUMB/NOBbICUMb  00beM U
amMnaumy0y 08UICEHUIL);

® 0amb BO3MONCHOCHL (PUIUONOSUUECKOMY pA3BUMUI0 U  (DYHKYUOHUPOBAHUIO
BHYMPEHHUX OP2AHO8 U CUCTEM.

Memoowv peabunumayuu nayuenmos ¢ H®D 1 odenamcs na nemexuuueckue (K HUM

omuocamces usuoneyenue, ne4edOHAs PUIKYILIMYPA, MACCANC, PACMANCEHUE Mbludly U Op.) U
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mexHuueckue (Opmesuposanue U KOpcemuposanue mynosunyd U KOHeUHOCmell), BKIYAs
XUpypeuueckyro KOppeKyuio OpmoneoutecKux npoonem, npensimcmeyiouux ux
Pe3VIbMAMUBHOMY BbINOJHEHUI) U Opyeue Memoobl (HAN0JCeHUe YUPKYISPHBIX 2UNCOBbIX
NOB530K; pOOOMUUPOBAHHAS MeXaHomepanusi npu 3a001e8anusx nepughepuieckol HepeHou
cucmemvl, NPUMEHeHUEe MPEHANCEPO8 PeadUIUMAYUOHHBIX, NIABAHUE).

Hcnonvzosanue memo0os mMeOuyuncKol peabuiumayuy onpeoesiencsi UHOUSUOYAaIbHO, 8
3a8UCUMOCMU  OM  KIUHUYECKUX NpPOSAGNIeHull 3a00/1e6anuss U @QYHKYUOHAIbHO20 CMAmyca
nayuenma:

e Jedicavue,
® cuosyue,

®  xoosyue.

4.1. PeadOuauranus Jexauyux NANMEHTOB

OCHOBHBIM TIOJIO)KEHHMEM TAaKMX  IMAlMEHTOB B JOMAllHUX YCIOBHUSX SIBJISETCS
HOJIOKEHHUE «IeXKa», KOTOpOE YrpokaeMo (OPMHPOBAHUEM HPUBBIUHBIX, 3aIIOMUHAIOIIUXCS
IIOPOYHBIX YCTAHOBOK KOHEYHOCTEH M HX CErMEHTOB BBMJly JEWCTBUS CHUJI I'pDaBUTALlUU Ha
KOHEYHOCTH M OTCYTCTBHS CIIOCOOHOCTH OOJBHOTO K aHTHUTPABHTAIIMOHHBIM JBIKEHUSM, a
TaK)Ke BO3HUKHOBEHUEM OCJIOXHEHUH. BBUIY XapakTepHOH Ui TakuX JeTel (B CHIly cllaboCTH
MBILII-3ATyKTOPOB Oenep) MO3bl «iIeka Ha CHMHE C MOBEPHYTHIMH HapyxXy Oexpamm»
(bopMUPYIOTCS HE TOJBKO MapaIMTUYECKUE BBIBUXH Ta300€JPEHHBIX CYCTaBOB, HO U BO3ZHHUKAIOT
TSKENBIX MpOJIeKHEH Ha OonpmMx Beprenax Oenep. O4eHb BaKHO B ATOM KOHTEKCTE, YTOOBI
NOJIOXKEeHHe peOeHKa B TOCTeNM M Ha JIH0OOH ApYyroil MOBEPXHOCTH ObUIO (PYHKLIMOHAIBHO
BBITOJHBIM M IPENOTBPALAIIO BO3MOXHOCTb pEaJU3allid IOPOYHBIX YCTAHOBOK M HX
OCIIO’)KHEHUH.  J[Is1 3TOro peKOMEeHAYIOTCS YacThle CMEHbl IOJOXKEHHUS Tela B IOCTENH;
UCIIOJIb30BAaHUE IMOJPYYHBIX CPEJICTB, KOTOpPbIE MOTYT JIETKO HM3MEHSATh CBOIO (QopMy H
OPUHUMATh BEC KOHEYHOCTHU Ha ce0sl, TEM caMblM UMHUTHPYS aHTUTPaBUTALIMOHHOE JeicTBUE
(HampuMep, MaTpac, HaMOJHEHHbIH 31akaMu). CTUMYIISALUS TOBCEAHEBHOM aKTUBHOCTU — UTPHI
U Jpyrve aKTUBHBIE 3aHSTHUS, KaK C HCIOJb30BAaHHWEM CIEHUANBHBIX MPUCIOCOOIECHUI
(Harpumep, oOJeryeHHble UTPYIIKH), TaK U 0€3 HUX, JOJKHBI MPUMEHSTHCS B MaKCUMAJIbHO
BO3MO>KHOH CTETIECHHU.

Lenu peabunuTanuy JeXadux MalueHTOB:

e yBEIMYEHHE OO0beMa M aMIUIMTYIbl AKTHBHBIX/TIACCUBHBIX IBI)KEHUH B JIIOOOM
CETMEHTE Tela WU KOHEYHOCTEH;  yJIydlIE€HHWE  CTENEHW  KOHTPOJIS
TOJIOBBI/JIBUKEHU B TpaHCBEP3aJbHOM IUIOCKOCTH B TOJIOKEHHM «JIeXa Ha

CIIMHEY;
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® YIy4lIEHWE PYYHON MAaAHUMYISALMUH; CO3[JaHUE YCIOBUM Il Pa3BUTHUS U
HOPMaJIbHOTO (PYHKIIMOHUPOBAHUS BHYTPEHHUX OPIaHOB;
e 3aMelJIeHHE Pa3BUTUS UCTUHHBIX aTpoduii MbIIIl U aTpoduii Oe3neicTBus;

e pa3paboTKa CyCTaBOB M MPO(MUIAKTHKA 00pa30BaHUS KOHTPAKTYP.

Jlexxaunm nanuentam ¢ HO1 pexomenayroTes ynpaxHeHus jgedeOHONW (HUKYIBTYpHI €
LEJBI0 YBEIMYEHHS O0beMa W aMIUINTYIbl JBHXKEHUH W NPO(UIAKTUKH Pa3BUTHUS
koHTpakTyp [302].

YpoBenb  yOenutenbHocTH  pekomenganmuii  C  (ypoBeHb  /10CTOBEPHOCTH
0Ka3aTeJbCTB — D)

KomMmenTapmii: 6o spems zanamuil puzuueckou mepanueil ¢ 1exrcavumu nayueHmamu

y()06H0 ucnoJjibzoeamsb pe3uHoevble Ujiu mpAnudHsvle J1eHmbl 0151 NOOBEUIUBAHUSL CE2MEHMO8

KoHeynocmel. Takou cnocob nooxooum OJisi NPUMEHEeHUs KaK HA 6epXHUX (niedu), maxk u Ha

HUMCHUX KOHEYHOCMAX (0e0po-KOJIeHO-20/IeHD).

Jlexxaunm mnanuerntam ¢ H®1 ¢ pecnuparopHbIMM HapyLICHUSMH PeKOMEHIYeTCs
Maccak IPYJHON KJIETKH JUIsl MPOUIAKTHKY JIETOYHBIX OCIIOKHEHUH U TMITOBEHTHIISIINN
[302].

YpoBens  yOenutenbHocTH  pekomenganuii C  (ypoBeHb  /10CTOBEPHOCTH
JI0Ka3aTeJIbCTB — 5)

Jlexxaunm nanueHtam ¢ HO1 pexkoMeHnayeTcsi BepTUKaIU3alMs € LEIb0 MPOPUIAKTUKH
OpTOIEINYECKUX OCJIOKHEHUII OCHOBHOIO 3a00J€BaHMs U CO3/aHUs (PU3HOIOTMUECKUX
YCIIOBHI 11 HOPMAJIBLHOTO Pa3BUTHS U GYHKIIMOHUPOBAHUS BHYTpeHHUX opranoB [302].
YpoBenb  yOenurTenbHOcTH  pexoMeHaamuii C  (YpoOBeHb  /10CTOBEPHOCTH
JI0Ka3aTeJIbCTB — 5)

Jlexxauum nanuentaM ¢ HO1 pexomeHnayroTest opTe3bl 1Uisi KOHEYHOCTEW M TYJOBUIIA,
MeNUATM3UPOBAHHBIE U QJaNTHPOBAHHBIC JJIi WHBAIMJAOB MPHUCIOCOOJICHUS ISt
MMO3UIIMOHUPOBAHUS (CUCTEMBI ISl OPTOCTATHYECKON TOMNEPKKUA) C MEIbI0 TPHUIAHHS
MPUIOIHATOrO0, PYHKIIMOHAIBHOTO MOJIOKEHUS ¢ He0OX0oauMon (QuKcarueit TyJI0BUIIA U
MOJIZICPIKKOM TOJIOBH TSI TOOYXIEHUS K IBUTATEIbHOM akTuBHOCTH [302].

YpoBenb yOeaurenabHocTH  pexkomeHaauuid C  (ypoBeHb  J10CTOBEPHOCTH
0Ka3aTeJbCTB — 5)

CumgstunM U nexkayuM namueHtam ¢ HD1 mus oOecreueHust oOImied MOOMILHOCTH

PEKOMEHYIOTCH KPECIAa-KOJSICKU C PYYHBIM MPUBOJIOM C JOTIOJHUTEIBHON (uKcarueit

76



— MOJJICPXKKOW TOJIOBBI M Tea, B TOM uucie st 6onpHBIX JLII, mporymounsie (st
WHBAINIOB U JeTei-unBaiunios) [302].

YpoBenb  yOenurTeqnbHOcTH  pekoMeHaanmuii C  (YpoBeHb /I0CTOBEPHOCTH
0Ka3aTeJbCTB — 5)

e Jlexxaunm nanuentam ¢ HO1 B MoJ0KEHUU CUAS C IENBI0 MPENATCTBUS 00pa30BaHUIO
CKOJIMOTHYECKOU JephopMariii T03BOHOYHUKA PEKOMEHIYeTCsl MCIIOJIb30BaHUEe OpTe3a
TYJIOBUILA (pyHKIIMOHATHHO-KOPPUTHPYIOIIETO KOpceTa), H3rOTOBJICHHOI'O
WHJIMBUIYQJIBHO TIO CJIENIKY C MCIIOJIb30BAHUEM BBITSKEHUS meTiied ['uccoHa 3a rosioBy
[302].

YpoBenb  yOenureqnbHOCTH  pexoMeHaamuii C  (YpoBeHb  /10CTOBEPHOCTH

I0Ka3aTeJIbCTB — 5)

4.2. PeaOnauranys CUASYNX NAIUECHTOB

s cudsuux nayuewmos KpauiHe BANCHO COONI0O0eHUe NPUHYUNA O003UPOBAHUS
Gusuueckoll Hacpy3Ku, BHeOpeHUs. puzueckoll mepanuu 8 00PaA3 HCU3HU.

Beoywee nonooicenue - nonodicenue «cuosy, 66udy claboCmu CKelemHblX Mbluly,
HeCnocoOHOCU K CaAMOCMOSMENbHOMY USMEHEHUIO NONONCeHUs Mena/no3vl U NocpeuHoCmsx
HOCMYPANbHO20 — KOHMPOJSL — (OopMUpyemcsi  HeCUMMEMPUYHbIL — NAmmepH  NOCAOKU:
HepagHOMepHOe pacnpeoeieHue onopsvl Ha KOCMU masd, ¢ opmuposaruem nepexoca masza u
bvicmpoe pazsumue CKOAUOMu4eckou oegopmayuu no360HoOUYHUKa. B cesasu ¢ smum ocoboe
BHUMAHUE OO0IHCHO NPUOABAMBCA CUMMEMPUYHOMY DA3BUMUIO TENO0CTIONCEHUs NAYUEeHMO8 U
NPAGUILHOMY NO3UYUOHUPOBAHUIO.

e CupsuuM nanuertam ¢ HO1 6e3 koHTpakTyp Ui MOAAep:KaHUsl BEPTUKAIBHOMN MO3bI U
CIOCOOHOCTH K TMEPEJBIKEHUI0 C IIOMOIIBIO CPEACTB JIOMOJIHUTEILHOW OMOPHI
pPeKoMeHAyeTcsl HCIMOJIb30BaHNE HMHIWBUIYaTbHBIX CIEIHUATN3UPOBAHHBIX OPTE30B —
OpTOTEMYECKUX alapaToB Ha HU)KHUE KOHEYHOCTH U Tynosuie [302].

YpoBenb  yOenutenbHocTH  pekomenganuii  C  (ypoBeHb  /10CTOBEPHOCTH

0Ka3aTeJbCTB — 5)

e CuasuuMm nanueHtam ¢ H®1 nnsg ynydmieHuss OCaHKM M JIBUTATENbHBIX (PYHKIMMA
PEKOMEHAYIOTCS OpTe3bl Ha TYJIOBHUINE — KOPCEThl (PYHKIMOHATbHO-KOPPUTHUPYIOIIHE
(rpyno-nosicanuHo-KkpectioBbie Tuna TSLO) [302].

YpoBenb yOeaureqabHocTH  pexkomeHaaumii C  (ypoBeHb  J10CTOBEPHOCTH

0Ka3aTeJbCTB — 5)

e CuaguuMm namueHtam ¢ H®D1, oOmamaromuM JOCTATOYHOM CHIIOHM, IS OOJErYeHHS

CTOSSHUA H XO}II)6I)I C TIOMOMIBKO APYTHUX JIMI PEKOMEHAYIOTCH OPTOINCANYCCKUC
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anmnapaTthl — OOJIErYeHHBIH arnmapar Ha HUKHHE KOHEYHOCTH U TYJIOBHILE WM alllapaThbl
Ha TOJICHOCTOITHBIN U KOJEHHBIM CyCTaBbl, WJIM allapaThl HA BCIO HOTY, WM ammnapar Ha
HIDKHHE KOHEYHOCTH U TYJIOBHIIIE JIJIsl peuunpokHoii xoap061 (RGO) [302].

YpoBenb yOeaureqabHocTH  pexkoMeHaaumidi C  (ypoBeHb  J10CTOBEPHOCTH
0Ka3aTeJbCTB — 5)

CupasuuMm nanventaM ¢ HO1 nig okazaHus MOMOIIM MAIMEHTY B MOBCEHEBHOM JKU3HH,
pPa3BUTUSL U TOAJCPKAHUS €XKETHEBHO HCIOJIb3YEMbIX MM HaBBIKOB PEKOMEHAYyeTCsl
sprotepanus [302].

YpoBenb yOeaureqabHocTH  pekoMeHgauuii C  (YypoBeHb  /I0CTOBEPHOCTH

0Ka3aTeJbCTB — D)

4.3. Peadbuauranus XoAAUYUX NAUEHTOB

ﬂ]lﬂ X00a4UX nayuermos COXparAaAemcs npuopumentHocms npuHyunos 003up06aHuﬂ

Qusuueckoti Hacpy3Ku u 8HeOpeHUs hu3U1UecKol mepanuu 8 NO8CEOHEBHYIO HCUZHD.

Jlemu 0anuou epynnvl Cmpemsamcsi K akmueHoMy nepeodsUNCeHU0 U Xo0boe.

B yenom ona xoosuux Oemeil 6 cpasweHuu ¢ CuOAYUMU OeMbMU XAPAKMEPHO 0Oolee

MACKOE medeHue opmonec)uqecmtx OCNOHCHEH U (pas’eumue KOHmpaxkmyp 6 cycmaesax

KOHeuHocmell, hopmuposanus degpopmayuu NO360HOUYHUKA) U UX NPOSPECCUPOBAHU.

lleru pea6wmma14uu X00AYUX nayuesmos HnpumepHo me oJke, 4mo u 'y CUOAYUX

nayuennios c oobaesnenuem yejiu noevluteHus 6blHOC]ZL[GOCWZM/WZO]ZEPCZHWZHOCWZM K ¢M3M116CKMM

HA2PY3KaAM.

Crossuum nauumentam ¢ H®1 ¢ uenpio ykpemiaeHuss BceX TPyl MBI TYJIOBHINA
peKoOMeHayeTcsl SXKEITHEBHBIC PACTSIKKH, KOHTPOJIb OCAaHKH, TUHAMHUYECKOE YKPEIUICHUE
MJICYEBOr0 MOsICa, MOSICHULIBI, @ TAK)KE AKLEHT Ha €KEJHEBHbIC JOMAIIHUE TPEHUPOBKHU
[303].

YpoBenb  yOenureqnbHocTH  pexoMeHgamuii C  (YpoBeHb  J10CTOBEPHOCTH
JI0Ka3aTeJIbCTB — 5)

XopstunM manuentamM ¢ H®1 s ymydineHuss OCaHKM W JIBUTATENbHBIX (DYHKIIMA
PEKOMEHIYIOTCH OPTE3bl Ha TYJIOBHUIIE — KOPCETHl (PYHKIIMOHATHHO-KOPPUTHPYIOIITHE
(rpyno-nosicanuHo-KpectiioBbie — THma TSLO) [302].

YpoBenb  yOenurenbHocTH  pexoMeHgamuii C  (ypoBeHb  I0CTOBEPHOCTH

0Ka3aTeJbCTB — 5)
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5. llpoduinakTuka U JUCNaHCEPHOEe HADJIIOAeHUEe, MEeIUIIMHCKHE MOKA3aAHUS U

NMPOTUBONOKaA3aHUA K IPUMECHCHUIO METO0B HpO(l)I/IJ]aKTl/IKI/I.

5.1 Meauko-reHeTH4eCKOe KOHCYJIbTUPOBAHHE U 00CIeJ0BAHNE

o [Ilammmentam ¢ H®1l wu wieHaM ceMbH PpeKOMEHAYeTCsl TIPOBEACHHE MEIHUKO-
TEHETHYECKOTO0 KOHCYJIBTUPOBAHUS TPH IUIAHWPOBAHWU CEMBU C IIETBIO ONpPEAETICHUS
IPOTHO3a MOTOMCTBA M TAKTUKH JalibHeero oocnenoanus [11]

YpoBenb yOenureabHocTH  pekoMengammii C  (YpoBeHb  /10CTOBEPHOCTH
0Ka3aTeJbCTB — 5)

o [lanmentoB ¢ HO1 pexomenaoBano nponH(pOpMHPOBaTH O BO3MOKHOCTH ITPEHATATBHON
U MPCHMIUIATAIMOHHON JUAarHOCTHKA TpPU  IUIAHUPOBAHUHU  JICTOPOXKACHUS  C
npoduiakTuueckon mespo [11]

YpoBenb  yOenureqabHOcTH  pexoMeHaanmuii C  (YpoBeHb  /10CTOBEPHOCTH
J0Ka3aTeJbCTB — D)

e B cempsax nanuentos ¢ HO1 pexomengoBaHo 1npoBeieHHE MOJIEKYISIPHO-TEHETUYECKON
JIMarHOCTUKY TIPH MPEHATAIBHON U MPESUMIUIAHTAIMOHHON JIUArHOCTHKE (B 3TOM Ciiydae,
KaK TpaBWJIO, WACHTH(UIMPYETCsS MaTOreHHBIA BapHaHT, HAWACHHBIM y mpoOaHaa) c
npodurakTuueckoi mespto [11].

YpoBenb  yOenureabHocTH  pekoMenganmii C  (YypoBeHb  JI0CTOBEPHOCTH

JI0Ka3aTeJIbCTB — 5)

5.2 Baknuganus

e [lanmentam ¢ H®1 pexomeHaoBaHO NpOBEACHHE BAKLUMHAIMU B COOTBETCTBUM C
HAIIMOHAJFHBIM KaJIeHJapeM NPOQMIAKTHIECKAX TPUBUBOK C IIENBI0 MPO(UITAKTUKA
MH(DEKIIMOHHBIX 3200JIeBaHUII/CHIDKSHUSI TSDKECTH MX mposiBieHuii [304].

YpoBenb  yOenureqnbHocTH  pexoMeHganun C  (ypoBeHb  A0CTOBEPHOCTH

0Ka3aTeJbCTB — 5)

Kommenmapuu: HOI ne ssnsemcs npomusonokasanuem K npo8edeHuio 8aKyuHayuu ¢
ucnonvzoeanuem eakyur noooeo muna [lIlpuxaz Munsopasa Poccuu om 06.12.2021 Nell122u
«Ob6 ymeepacoeHUU HAYUOHANLHO2O KANeHOaps NpOQUIAKMUYECKUX NPUBUBOK U KANEeHOAps
NPOUIAKMULECKUX NPUBUBOK NO INUOEMULECKUM NOKA3aHuAM», Memoouueckue ykazanus MY
3.3.1.1095—02. Meduyumnckue npomugonokazanus K npo8edeHur0 nPOGUIAKMUYecKUx nPUUEOK
npenapamamu  HAYyuOHANbHO20 KAleHOAaps NPUBUBOK], a makdce O 6AKYUHAYUU HNPOMUE

koponasupycHou ungexyuu nosoco muna (COVID-19), 6 coomeemcmeuu ¢ uncmpykyuamu K
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npenapamam [305). Ilnanosyio ummynuzayuio nayuenmy ¢ H®1 nposodsm 6 coomeemcmeauu ¢

HAYUOHA/IbHBIM KCUZ@HOCZP@M npoqbuﬂakmuqecmx npusuUBoK 6 nepuod CMabuIbHO20 COCMOSHUSA

MeToa AMarHOCTUKH IHoka3zanus Bospacr KparHocth

OCHOBHO020 3a0071e8anUsl. le/l passumuu OHKOJI02UYEeCKUX 3abonesanull HeobX00UMO yuecniob

NpUHYyUnsvl 6aKYUHAYUU UMMYHOKOMNPOMEMUPOBAHRbIX NAYUUERMOB.

5.3 O01me NPUHINMNLI AUCIAHCEPHOro HA0 I0neHus vV nanuenTos ¢ HD1.

o Jlerell, y KOTOPBIX BBISBJISETCS TOJBKO LIECTh MM OoJiee MATEH «Ko(he C MOJIOKOM», He
COOTBETCTBYIOIINX KputepusiMm auarHosa HD1, pexomenayercss HaOmI0IaTh, KaK €CIU
ObI y HUX OBLTO 3a00JieBaHKe, TaK Kak y 95% u3 Hux pazobercss HO1 [306].

YpoBenb  yOenureabHOCTH  pekomeHaaumii C  (ypoBeHb  [I0OCTOBEPHOCTH

0KA3aTEJbCTB — D)
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OcmoTp Bpaua- Kimanueckas onenka 0-8 ner - eXeroaHo, 1 paz B 6
oprasbmoJiora I'3II: M€C. — M0 MOKa3aHUIM
- OLICHKa OCTPOTHI,
TI0JIEH 3pEHUS U
TJIa3HOTO JHA
OKT CKpUHUHT IJTHOM 0-8 ner - KOTJIa €CTh
ONTUYECKUX MyTeH BO3MOYXHOCTh
Ocmotp Bpaua- - Kiinnnueckas oueHnka 0-18 ner - exxeroaHo 1o 10 ner
HEeBpPOJIOra ITH, koxHBIX -1pazB2roma—
Ocmotp Bpaua- Heiipopubdpom, crapuie 10 net
JETCKOro OHKO0JI0Ta npuszHakoB 300I1H, -1pazB3roga—
WIN BPa4a-1eTCKOro OITyXO0JIEH FOJIOBHOI'O B3pOCIIbIE
OHKOJIOTa/reMaToJiora | Mosra - B [IEPHO/] Iepexojia OT
- Onenka MOAPOCTKOBOTO K
HEBPOJIOTUYECKOTO B3pPOCIIOMY BO3pacTy
nepuura MO>KET IOTPeOOBATHCS
Oosee yacras
CUCTEMAaTHYeCcKas
KIIMHUYECKasl Ol[eHKa
MPT rojioBHOro - IlosiBiienue, JIF000H - HHUNIHAJILHO U J1ajiee
MO03ra U JIMLEeBOro MIEPCUCTEHLUS WIN M0 KIIMHUYECKUM
oT/es1a yepena ¢ nporpeccus MOKa3aHUAM
BHYTPHBEHHBIM HEBPOJIOTUYECKOU
KOHTPAaCTHPOBaHHEM CUMITOMATHKH
10 MOKA3aHUAM - [Togo3penue Ha
I'3I1/monuTopusr I'311
- [Ipu HeyGenuTensHOM
WM HEHAJIS)KHOM
o(ranbMonornyeckom
o0cie0BaHuU Y
MaIMEeHTOB cTapiie 2 JeT
- [Iono3penue Ha
OITyXOJIb T'OJIOBHOTO
MO3ra/MOHUTOPUHT
OITYXOJIH
- [Ipu nimannpoBanumn
XUPYPTrUIECKOTO
JIEUEHUS OITyXOJIH
TOJIOBHOT'O MO3ra
- CKpUHHUHT IpU
HEBO3MOXXHOCTH
coOIroIeHUs
PEKOMEH Al 110
0 TaTEMOJIOTUYECKOMY
MOHHUTOPHHTY
MPT no3BoHOYHHKA - [TosiBiieHue, 000 - UHULMAJIBHO U J1aJiee
(onuH otTaen) ¢ MEePCUCTEHIUS WIN 0 KIIMHWUYECKUM
BHYTPHBEHHBIM nporpeccust MOKa3aHUSIM
KOHTPaCTHPOBaHUEM HEBPOJIOTUYECKON
CUMITOMATUKH
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- One”ka TMHAMHUKHA
HMEIOIINXCS
OITYXOJIEBBIX
oOpa3oBaHUit

- [Ipu nianupoBanuu
XUPYPTHUUECKOTO
JICUEHUS OITYXOJIH
CIIMHHOT'O MO3Ta

- CKpUHUHT TIpU

HEBO3MOXXHOCTH
CcOOIrOIeHUS
PEKOMEHIallui 110
HEBPOJIOTHYECKOMY
MOHUTOPHUHTY
MPT msarkux TkaHeid | CKpUHHMHT BO3MOXKHBIX 10 ner u - OJJTHOKPAaTHO
B peKUMeE «BCE TeJI0) ITH 18 ner
(kopoHapHasi [Ipn nammuuu [TH mo0oi - OJTHOKPaTHO
NPOCKIHS, PEKUM TM000i JToKaNIn3alul — - IpU HEOOXOAUMOCTH
STIR ¢ mogaBjeHueM OLIEHKA anbHEHIIErO
JKHUpa) pacnpocTpaHeHus MOHHUTOPHHIA B CIIy4asx
MyJsbTU(OKaTbHBIX [TH
Y cTaHOBIIEHHBIN Ir060H - OJIHOKpATHO, Jajee 1o
nuario3 HO1 npu ITOKA3aHUSAM
HEBO3MOXHOCTH
coOroAeHUS
PEKOMEH Il 110
MOHHTOPHUHTY
MPT msarkux tkaneid | OueHka Tr060H - HHALAAJIBHO
(onHoii 00J1acTH) € cumnroMarudeckoi [TH - 1 pa3 B 6 mec. Ha poHe
KOHTPACTHPOBAHHUEM Tepanuu
NpH KJIMHUYECKH CeIyMETUHHOOM
snayumou ITH - IpH
IIPOrPeCCUPOBAHNUN
CHUMIITOMOB
- [IpU MOJIO3PEHUH Ha
300ITH
- [IpH TJIAHUPOBAHUU
XUPYpPrU4€CcKOro
JICUEHUS
IIIT/KT ¢ ITono3penue Ha To60# - OJJHOKPAaTHO
daynezoxcuraoko3oii | 300IIH,
Qg depeHranbHbIN
JTMarHo3
Onnodoronnasn - Pyrunno n3berath To60# - TOJIKO ITPH HaJIUYUU
smuccuonHas KT HAa3HAYCHUSA MTOKA3aHUI
KOCTeH cKejieTa - JluarHoctuka
OpTOTIETNYECKUX
COCTOSIHUI

5.4. Aucnancepuoe Hadawoaenne gereid H®1 ¢ riimomMoii roJJ0BHOT0 M0O3ra
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1. Cembu demeii ¢ HD1 oondxcuvl Obimv NPOUHDOPMUPOBAHBL O BOZMONCHBIX CUMNIMOMAX
U NPUBHAKAX ONYXO.ell 207I06H020 MO32d.

2. Knunuyeckas oyeHka O00INCHA NPOBOOUmMbCs 6 ghopme cOopa aHamHe3a NAYueHma u
OYEHKU NPU3HAKO8 ONYXOJNU 20JI06H020 MO032a4 (8 4ACMHOCMU, HeoOblyHas uiu Oecnokoawjas
20/106HAsL 00Ib, IHOOKPUHHbLE NPOOIEMbL, CE3AHHbIE C OUCPHYHKYUEU cUNOMANAMYCA, 0YA208ble
HeB8pOoNIo2UYeCcKUe HApPYuleHus, Heuponcuxoio2uieckue Hapyulenus, noseienue ulu ydyaujeHue
SNUNENMUYECKUX NPUCMYNOB8) U OONICHA NOBMOPSAMbCA NPU KAHCOOM NOCEWeHUU 8padd c
MOMEHmMAa NOCMAHOBKY OUACHO3A.

3. Pymunnas MPT 2onoenoco mo3ea He nokazana Oemsim, Y KOMOPbIX OMCYMCmMeyem
1311 u komopbie Haxo00amMcs 8 CMAOUILHOM COMAMUYECKOM CIAamyce U He UMeIom KIUHUYECKUX
NPUSHAKOS ONYXO0auU 207106H020 Mo32a. OQonaxo ecau y pebeHka ecmb KIUHUYECKUE NOO003PEeHUs
Ha OnyXolb Mo32d (nepeyucienvl 8 nyHKme 2), mo ciedyem peKomMeHO08ams OUACHOCIUYECKYIO
8UZYaANU3AYUIO.

4. [na nevenue cumnmomamuueckou enuomvl y oemei ¢ H®DI ucnonvzytomes me dce
nOO0X00bl, YUMo U NPU JedeHuu cnopaoudeckou enuomol y oemeil 6ez HO1. MexcoucyuniunapHas
KOMAHOA O0JINCHA HA3HAYAMD ledeHUe.

5. Cneoyem uzbecamo JIT npu enuome HU3KoU cmenenu 310KkavecmeeHnocmu, xoms JIT
Modcem nompebo8amvCs, KAK 6AXHCHbIU 6APUAHM Jle4eHUs, NpU 2lUoMe BblCOKOU CMeneHu

3/10KA4YeCmeeHHOCmUu.

5.5. lncnancepuoe Hadaonenue nereil H®1 ¢ ko:xxHo0i Helipodudpomoii

1. Knunuueckas oyenka, cOCMOAWAs U3 BU3VAILHOZO OCMOMPA U NATbNAYUU, OO0JHCHA
HAYUHAMbCA ¢ MOMEHmMA NOCMAanosKku ouaznoza HDI u noemopsamscs npu Kaxcoom nocewjeHuu
epaua.

2. Huckomgpopm onsa nayuenma 0onxcer Oblimb OCHOBHLIM NOKA3AHUEM ONlsl JIeYeHUs.

3. Voanenue moorcem npogoOUmMbCS pA3IUUHBLIMU CROCOOAMU: € NOMOWbIO Jazepd,
XUpypeuuecku, ¢ UCHOAb308AHUCUM INEKMPOKOAZYIAYUY UIU paduoyacmomuou abnayuu. Ecau
YOansemcs HeCKOIbKO ONyXoJell, 2UCMONIOSUYEeCKAsl OYEHKA BCeX KIUHUYECKU OYEBUOHBIX MEIKUX
KOJICHBIX Hetipoghubpom He mpedyemcsi.

4. Yuumvieas msoicecmov suoumvix nposeienuti npu H®DI ¢ xooacroili Helipogubpomoti,

NAYUEHMAam ¢ KOHCHOU Hetpoduopomol ciedyem npeodiodcums NCUXON0SUYECKVI0 NOOOEPIHCK)

5.6. lucnanceproe Hadmoaenue gereit HP1 ¢ nuexkcndopmHuoii Heiipodhudpomoii
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1. Knunuueckas oyeHKa OOANCHA NPOBOOUMBC NymeM HAOA0eHUs, Nalbnayuu u
HeBPOL02UYeCK020 OCMOMPA KIUHUYUCMAMU, umelouumu onvim pabomul ¢ HPI.

2. Knunuueckas oyenxa IIH Oondicha Hayunamvcsi ¢ MOMeHmMA NOCMAHOBKU OUACHO3A
UNU POIACOEHUSL U NPOBOOUMBCS NPU KANCOOM NOCEWeHUU 8DAYA.

3. MPT 6 pexcume «8ce meno» 00JHCHA NPOBOOUMbCS OISl OYEHKU PACHPOCMPAHEHHOCU
onyxonego2o npoyecca 6 gospacme 15-20 nem unu panee, no NOKA3AHUAM.

4. Yacmoma nosmopHwvIX SU3YVATU3AYULL OOIICHA ONPEeOensmvCss UHOUBUOVATLHO
MYTbMUOUCYUNTUHAPHOU KOMAHOOU HA OCHO8e OYEHKU YVPOBHS pPUCKA OJisl KOHKPEMHO20
nayuenma. /s nayuenmos ¢ evicokum puckom pazeumus 300ITH moodcem bvimsb paccmompena
B03MONCHOCMb NPOBEOEHUsl boTlee Yacmou OYeHKU.

5. Kaunuyeckuii monumopune IIH Oonowcen Hauunamvcsi npu nepeéoM 6blsANeHUU U
HOBMOPAMbCAL 80 8PEMS KAAHCO020 GUIUMA.

6. Cumnmomamuueckue IIH mpebyrom nposedenus MPT nopadxcenHou 30HbL.
Cumnmomamuueckue [1H mpebyrom obciedosanus ¢ 6oiee KOPOMKUMU UHMEPBATAMU, 8 CE53U
¢ puckom pazeumusi AHOHPBII, 3O0IIIIH. [lenecoobpasno ucnonvzoseams IIOT/KT ¢ @I
(npeonoumumenvro IIIT/MPT) 6 couemanuu ¢ kiunuyeckou oyenxou u oannvimu MPT

7. Ilpu cumnmomamuueckoti ITH onepayus sgnsemcs eOUHCmMEEeHHbIM MEMOOOM NedeHUs,
KOMOpblll NOMEHYUATLHO MONCEN 8bLIEYUNb ONYXOJlb.

8. MEK-uneubumopwr  mocym  paccmampuseamvcsi KAk eapuawm  JjleYeHus
cumnmomamudeckou [1H u neonepabenvnoti cumnmomamuyeckou [1H

9.  Pewenue o newenuu IIH Oondcho  npunumamvcs U BbINOJHAMbCSA

MYTbMUOUCYUNTUHAPHOU KOMAHOOU, oOaadarouel onvimom 6 oonacmu HD1.

5.7. Incnancepuoe Hadaonenue aered HO1 ¢ opOUTAJILHON H NTepHOPONTAILHON

Knunuueckasa oyenxa nayuenmos ¢ H®DPI, y xomopwix nooospesaemcs Haauyue
opouUMAnbLHOU U NEPpUOPOUMANLHOU NAEKCUDOPMHOU HEeUpODUOPOMBL, OOAHCHA 3AKTIOUAMBCS 8
QusuxanoHom 0bcredosanuu Ha npeomem bregaponmosa, nNponmo3sa, omeka 6ex, opoOUMaIbLHOU
OUCnAA3UY U/UTU OUCTNONUU, UCKPUBTIEHUA (Nepu)opoumanbHo2o ckeiemad, nyrbCayuu 21aza u
KOCO2A3USL.

Oyenka 3penusi u peppaxyuu, noaeu 3penus, 21a3HOU NOOBUNCHOCMU U YEHMPOSKU, d
Makce OyYeHKa OUCKA 3PUMENbHO20 Hepa OJisl UCKIIOYEHUs 2layKOMbl Ul Heuponamuu
3pUMeNbHO20 Hep8a OONHCHbBL ObIMb OCHOBHBIMU dManamu obciredosanus nayuenmos ¢ H®1, y

KOMOpbIX nodo3pesaemcs opoumanvras u nepuopoumanvrasn I11H
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MPT 2onoenoco mozea u opoum ¢ KY credyem nposooums ecem demsm ¢ nodospenuem
Ha opoumanvHyio u nepuopoumanvuyio I1H.
Ilo so3mooicnocmu nayuenmam ¢ H®I cinedyem uzbecamv KT ecnedcmeue 1yuesoti

Hazpy3Ku

5.8. Iucnancepuoe Hadoawaenne gereid H®1 ¢ 300IIH u AHOHBIT

1. Knunuyeckas oyenxa 300I1H Oondicha cocmosims u3 oyeHKU cledyiouux ¢akmopos:

e Pocm onyxonu: bvicmpoe ygeauueHue pasmepa Uil usMeHeHue cKopocmu pocma
cywecmeyroweu [1TH.

o bonesoii cuHOpom: 6HOBb NOAGUBWIUNCS, NOCMOSHHLIN, HOYHOU, MPYOHO
KOHMPOUpyemblil

o BHOBb NOAGUBWUICSA — HeBPONOcUYeCKull  (Uiu  Osucamenvhwill) — Oepuyum,
cencopublii depuyum. Credyem oopawams BHUMAHUE HA MAKUE CUMAIMOMbL, KAK:
HapyweHus (yHKyuu mMouego20 ny3vips, KUUleyHuKda, npoojemvl ¢ 21omaHuem u
3ampyOHeHHOe ObIXAHUe.

e Koncucmenyus onyxonu: nossieHue yniomueHus 6 pavee msaexou I11TH

2. Ecnu KnuHu4ecKue nPpU3HaKu u CUMNMOMbl YKA3bl8AI0M HA 310KAYECMEEHHYI0 ONYX0.lb,
uccnedosanue credyem navamo ¢ pecuonanvrot MPT ¢ KY u [I9T/KT ¢ QAT

3. Ilpu nooospenuu na AHOHBII unu 300IIH pexomendyemcs nepuyHas pe3exyus,
ecu OHa be30nacHa u 8blNOIHUMA. B npomuenom ciyuae ciedyem npogecmu OUASHOCMUYECKYHO
ouoncuro noo paouosocUYecKuM KOHmporiem. Ima Ouoncus O00JHCHA NPOBOOUMBCS HO
VCMOMPEHUIO  MYTbMUOUCYUNTUHAPHOL — KOMAHObI,  NOCKOJbKY — ONYXOau  Mocym  Oblmb
HEOOHOPOOHBIMU, YMO MOJNCEM HNPUBECmU K JIOHCHOOMPUYATNENbHOMY pe3yibmamy u3-3d
OmMCymcmaeusi 310Ka4ecmeeHHblX y4acmKko8 Onyxou.

4. Ilpu 300IIH 0cHO8HbIM MemOoOOM JleueHUs SGIAemcs CPOUHAs XUpypeuyeckas
pezekyus (eciu dmMo B03MONCHO), HAONIOOAMENbHAS MAKMUKA 68 OAHHOU Ccumyayuu He
npuemaema.

5. Pewenus 0 Jledenul, 0 Nep8OHAYANTLHOU onepayuu u/unu
Heoao0vblOBAHMHOU/AOBIOBAHMHOU XUMUO- ULU PAOUOMEPANUU  OOJIHCHbL NPUHUMAMBCS NOO
PYKOBOOCMBOM ONIMHOU MYTbMUOUCYUNTUHAPHOU KOMAHOWL.

6. Ecmu ouaenos AHOHBII noomeepaicoen Ouoncuei, mo nepeudHbviM 8aApUAHmMOM
JleyeHUs 00aHCHA Obimb paduxanvras onepayus 6 ooveme RO.

7. Ecnu AHOHBII ne mooicem 6Ovbimb pe3eyuposand, NepeoHAYANbHLIU CKPUHUHE C

nomowwpto MPT ¢ KY Oonoicen nposooumucs ne pedxce oonoco pasza 6 6 mecayes. B ciyuae
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POCma Onyxonu Ui yCulieHus CUMnmomos oociedosanue 00axcHo sxatovamo IIT/KT ¢ DI
Ilocne nepsonayanvHoll KIUHUYECKOU OYEHKU UHMEpP8asl HAOII0O0eHUs O0ANCeH ONpeoensmvCs

xapakmepucmukamut onyxoJju.

5.9. CkpuHHHT HA (boHE Tepanuu ceJJTYMEeTHHHOOM

Ha c¢one mepanuu cenymemunudom OO0NdICEH  OCYUECMBIAMbC  HeNpepbleHblll
MOHUMOPUHZ — HedcelamenvHblX peakyuii (no  obpawenuro  nayuenma). Illayuenmam

PpeKoMeHOYemcst cOoOuams 0 1H00bIX HOBLIX HAPYULEHUSX/USMEHEHUSX COCMOSHUSL 300P0GbA.

Ilepen Hauajaom IlepBble 3 Mecsina Mocaenyomas
Tepanuu Tepanuu Tepanusi
OcMoOTp Jeyarero + + Kakaple 3 Mecsia
Bpaya C OLIEHKOU
COMAaTHYECKOTO
cTaryca (Bpad-
HEBpOJIOT, Bpay-
OHKOJIOT, Bpau-
JIETCKHUI OHKOJIOT,
Bpay-meauarp)
9XO-KI ¢ onenkon + + KaXkaple 3 MecsiIa
OB
OKT ¢ onenkoit + + Kaxaple 3 MecsIa
unTepBasa QT
Knuanueckuii ananmms | + + KaXJIple 3 Mecsia

KpOBHU Pa3BEPHYTHIH,
6/x kpoBu (001K
6emnoK, anbOyMuH,
MOYEBHHA, KPEaTHHHH,
JIAT, KOK, AJIT,
ACT, numna3sa,
NaHKpeaTHyecKas
aMMI1a3a, OOIIHi
npsiMoi OMITMPYOUH,

AIIEKTPOJIUTHI)
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OcmoTtp Bpaua-
odranpmorora B cBere
IIEJIEBOM JIaMIIBI, C
OLICHKON COCTOSIHUS
CeTYaTKU U
3pUTENBHON (PYHKIUU

B LIEJIOM

Ka)Kaple 3 MecAaIa

OcMoTp Bpaua-
9HJIOKPUHOJIOTA,
Bpava-JepMaTosora,
Bpava-KapauoJiora,
Bpava-

TaCTpOOHTCPOJIOTA

I1o nokazanusm

I1o nokazanusm

I1o nokazanusam

MPT B pexume «Bce +
TEJIO»
MPT o6mnactu ¢ I[TH + Kaxnpie 6 mecsiieB

(B Oonee panHue
CPOKH TpU

TIOSIBJIGHUH Kaj100)
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6. Opranuzanus OKa3aHus MeJUIMHCKONH MOMOIIH

ITaimentam ¢ H®PI, B 3aBUCHMOCTH OT HEOOXOAWMOCTH, MOKET OBITh OKa3aHa
MEUITMHCKAs TIOMOIIIb JIFOOOT0 BUJA, YCIOBUA, POPMBI, TPETYCMOTPEHHBIX 3aKOHOAATEIbCTBOM
Poccuiickoit @enepanuu.

Benenuem nanuentoB ¢ H®1 o0plyHO 3aHMMAaeTCs Bpay-HEBPOJIOL, IPU BBISBICHUU
HOBOOOpA30BaHMM TaKXe BpPay-ACTCKUM OHKOJIOT, MO KIMHHUYECKOW HEOOXOIUMOCTH — Bpad-
neauaTp, Bpad-odTambMosor, Bpad-IepMaTOBEHEPOJIOT, Bpad-HEBPOJIOT, Bpad-HEHPOXUPYPT,
Bpay-TPaBMaTOJIOr-OpPTOIIE]l, Bpay-IICUXUATP, -AETCKUM dHIOKPUHOJIOT, BPA4-racTpO3IHTEPOJIOT,
Bpay-NyJIbMOHOJIOT U Jp.

Yame rocnuranu3anusi OCYyILIECTBIISIETCS B HEBPOJOTMYECKOE OTAECICHHUE, a TaKXKe, MpU
MOSIBJICHUU TIEKCU(DOPMHBIX HeWpopuOpoM WM JIpYrHMX HOBOOOpa3OBaHMM, B JETCKOE
OHKOJIOTHYECKOE OTACIICHHE. B 3aBHCHMOCTH OT KIMHHYECKHUX CHMIITOMOB T'OCITMTAIH3aIlUs
BO3MOXHa B XUPYpPrUY€CKOE, OPTOIECANYECKOE, SHIOKPHUHOJIOTMYECKOE, MYJIbMOHOJOITHYECKOE
WIH OTAETICHHS IPYTUX Ipouiei.

[loBropHass rocnuTanu3anus B CTalMOHAp OCYIIECTBIAETCS ISl JICYEHUs, KOHTPOJISA
JTUHAMHUKHU TEpaIiy, T0OO0YHBIX 3((HEKTOB TEparuy, KOHTPOJISI COCTOSIHUS PA3IMYHBIX OPTaHOB U
CHCTEM.

[InanoBass BakumHamuss y mnanueHToB ¢ H®1 mnpoBoauTcss B COOTBETCTBHH C
HarmmonaneHpiM =~ KalleHZapeM MOpOo(UIAKTHYECKUX TMPUBUBOK C YUYETOM KJIMHMYECKHX
MPOsIBIIEHUH O0JIE3HH U OCIIOKHEHUH.

Heo6xomuMbie ocMOTpBI Bpauel-CreUaIuCcTOB, JIa0OpaTOpPHbIE U MHCTPYMEHTAJIbHBIE

o0creoBaHUS M peKOMEHAyeMas 4acToTa UX MPOBEIEHUs IpeJICTaBlIeHa B pa3zene 5.3

IHoxaszaHus AJ1d VIAHOBOM TOCIUTAJIH3ALMNH

1. MIPOBEJICHUE JUArHOCTUKH U JIEUEHUs, TPEOYIOMNX MPOIOJIKUTENBHOTO (IHEBHOE
WJTU KPYTJIOCYTOYHOE NMpeObIBaHNE) MEIUIIMHCKOTO HAOMIOICHUSI U MOHUTOPUHTA
KIIMHUKO-Ta0OpaTOpHBIX  TOKa3zaTesled, B T.4, IUIAHOBOE KOMIUIEKCHOE
oOcieioBaHMe ISl PEIICHUs] BOIPOCa O Ha3HAUEHUH/OMpe/eNeHUs] IOKa3aHui K
cellyMeTUHHOY, MOHHUTOPUHI 3G (EeKTUBHOCTH Tepanuu Hu oueHku HA vy
MAlMEHTOB, MOJYYaIOLUX CETyMETHHUO;

2. HE00XO0AUMOCTh MPOBENICHHS Pa3IMYHBIX BUJOB IKCIEPTH3 MM 00CIEI0BaHUS B
MEIUIMHCKOW  OpraHM3alliM IIpY  HEBO3MOXXHOCTH  IIPOBEJEHUS HX B
aMOYJIaTOPHBIX YCIOBUAX (B TOM uMcie opopMIIeHHE 3aKII0UeHUs (pereparbHOro

KOHCHJINyMa/BpauyeOHON KOMHUCCHH ),
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COCTOsIHUE, TPeOyrolee aKTUBHOTO JICUECHHUS M KPYTIIOCYTOYHOTO METUIIHHCKOTO
HaOJIIOIEHUS

OTCYTCTBHE BO3MOXHOCTH OOCCIICYCHUs Teparnud B aMmOyJaTOpHBIX U
CTalMOHAPO3aMEIIAIOIINX YCIOBHUIX

HEOOXOAUMOCTh TPOBEICHHS Pa3IMYHBIX BHUIOB DKCICPTH3 MM O0OCICIOBAHHS B
MeI[PII.[HHCKOfI OpI‘aHI/I?:aI_[I/H/I HpI/I HCBO3MOXKXHOCTH HpOBeI[eHI/ISI nux B

aMOYJIaTOPHBIX YCIIOBUSX, TPEOYIOIIMX JUHAMUYECKOTO HAOTIOACHHUS.

IMoka3anus NI HEOTJIOKHON/IKCTPEHHON rOCITUTAIN3ALMHA

1.

OCTpBIE YrpOKarolIMe JUIsl JKA3HA M PA3BUTHS OCJIOKHEHUM COCTOSHMS,
TpeOyIONIFe HEOTIOKHOTO JICUCHUS, B TOM YHCIIC MHTCHCHBHOW TEPAITNH, a TAKKE
KpPYIJI0CYTOYHOTO MEAMIIMHCKOTO HAONIOIEHUsT M MPOBEIEHUS CHEIHaTbHBIX
BUJIOB OOCJI€IOBaHMSI U JICUEHHUs COIJIACHO TMpHKa3zaM [0 MaplIpyTHU3aluH,

IIPUHATHIM B PETHOHE.

Iloka3aHusa K BbINMCKE NAIAEHTA U3 cranmoHapa

1.

OTCYTCTBHE YIpO3bl Ul KU3HU IAlMEHTa W yrpo3bl Pa3BUTHs OCIOKHEHUH,
TpeOyIOMMX HEOTJIOKHOTO JIEYCHUS TPH  3aBEpIICHHE JHATHOCTHYECKUX
MEpONPHUITHH.

CTa0MJIN3alUs COCTOSIHUS M OCHOBHBIX KIIMHHKO-1a0OpaTOPHBIX IOKa3aTesei,
OTCYTCTBHE HEOOXOIMMOCTH B NMPOJODKUTEIBHOM METUIIMHCKOM HaOII0JeHUN
(IHEBHOE UM KPYIJIOCYTOYHOE NMpeObIBaHuE);

BBITIOJIHEH IJIaH OOCJe0BaHUS U JICYEHMs MallMeHTa, JAaHbl PEKOMEHIAlUH I10
JanbHeHeMy HaOII0IeHUIO U JICUSHHIO.

HE00X0MMOCTh NEpPEeBOJia MallMeHTa B JIPYroe MEIUIMHCKOE YUpEexXJeHHE WU

YUPEKACHNUE COLIUAIIBHOTO OOECIIEYEHHU.
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7. JonotHuTEeIbHASA HH(pOpMaLusA (B TOM Yuc/Ie (aKTOPbI, BJUAIOLINE HA

UCX0/1 3200J1€eBAHNS UJIM COCTOSIHUA)

7.1. OnleHKA 0TBETA HA TePANMUIO

OneHka OTBETa OCYILECTBISETCS C MOMOUIbIO pPE3yIbTaToB BomomeTpuueckoro MPT

obmactu ITH. Ilpu onenke orBera Ha JieueHne oobeM [TH pekoMeH10BaHO OLIEHMBATh COTJIACHO

kpurepusm REINS [307]:

KaK IpaBWiIO, BBIOMpAIOT HaubOosiee KIMHUYECKH 3HauuMblii owar [IH —
TapreTHhIN ovar;

oyar JI0JKeH ObITh U3MEPUMBIM (HE MeHee 3 cM® WK 3 ¢M B 0JHOI IUIOCKOCTH);
JOJDKEH BU3YalIM3UPOBAThCs, KAK MUHUMYM, Ha 3 cpe3ax;

JOJDKEH HMMETh YEeTKHE KOHTYPBI BO BCEX H3MEpPEHHSX M OBITh XOPOIIO
Pa3IMYUMBIM CPEAH OKPYXKAIOUINX TKAHEH;

npu [IH ouens OGonbuioro odbema IOMYCTMMO HPOBOJUTH HM3MEPEHHE YacTu
OIyXOJIM C MCIOJb30BAaHUEM BOCIIPOM3BOAMMBIX AHATOMHYECKHX OPHUEHTHUPOB.
HyxHo cTpemutbes nuameputh Oosnbiryto yacts [1H;

HekoTopsle [TH BKIrO4aroT y310BbI€ O4aru, OTTPaHUYEHHBIE OT OCTAJIILHOM MacChl
OIlyXOJIM, YTO IO3BOJIIET M3MEPUTHh MX OTAENbHO. CKOpPOCTh MX pOCTa MOXKET
ornnuarecsa oT ocranpHOM wactu IIH. Takue y3noele wactu IIH wmoryr

PaCliCHUBATHCA KAK TapTCTHBIC OYaru.

CDOpMy.Ha HU3MCPCHUMA o0beMa OITYXOJIH.

V=n/6x AXxBxC=052xAXxBXxC (cm’)

A = nnuna (cM) B = mmpuna (cm) C = TommuHa (cm)
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Kputepun oteeta INH Ha Tepanuio REINS

‘_ I'porpeccus 3abonesaHus
* yBenu4yeHvne obbema
TapreTHoro o4ara Ha 220%
OT NCXOQHOTO

- Crabunusauus saboneeaxus
* uameHeHve obbema TapreTHoro
oyara Ha <20% oT ucxogHoro

YacTu4Hbin oTBET
* yMeHblleHne obbema TapreTHoro
ovara Ha 220% oT UcxoaHoro

MonHbin otseT 100% UCYE3HOBEHWE TAPrETHOrO o4ara
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Kpurepuu oneHky kayecrsa MeJUIMHCKON NOMOLIHU

Kpurepun kavyecTBa

OneHkKa BLINOJTHEHHUSA

(1a/ner)

[Taruenty ¢ nogo3penneM Ha H®1 BBIIIOJIIHEHO MONEKYJISPHO-

TCHCTUYCCKOC TCCTUPOBAHUE

Ha/uer

[Taniuenty ¢ H®1 BpImoTHEH OO (KITMHUYECKUH) aHAINA3

KpOBU

Ha/aer

[Taniuenty ¢ H®1 BoInoTHEH 0OIITHIT aHAIM3 KPOBU
OMOXMMHYECKH 001eTepaneBTuYecKuil (HOHU3UPOBAHHBIH

KaneIui, pochop, Maraumid, menoynas gocdarasa)

Ha/uer

[Taruenty ¢ H®1, koTopomy miiaHupyeTcs XUpypruieckoe
BMEUIATEIbCTBO, BBIIIOJHEHA KOAryjJorpaMmma

(OpI/ICHTI/IpOBO‘lHOG HCCIICIOBAHUEC CUCTCMbI FeMOCTa3a)

Ja/uer

[Taruenty ¢ H®1 ¢ momo3penuem Ha [P n/unm ¢ 3amepxkoi
pOCTa BBIMOJIHEHBI HCCIIEA0BAHNE YPOBHS JIIOTEUHU3UPYIOIIETO
TOPMOHA B CBIBOPOTKE KPOBU, UCCIIEOBAHUE

(b OMTHKYTOCTUMYIUPYIOIIETO TOPMOHA B CBIBOPOTKE KPOBH,
HCCJIEJOBaHUE YPOBHs OOIIETr0 TECTOCTEPOHA B KPOBH,

HCCIICOJOBAHUC YPOBHA O6HIGFO 9CTpaaunojia B KpOBU

Ja/uer

[Tatmenty ¢ H®1 ¢ nogo3penunem Ha CTT-nedpunur
BBINOJIHEHO UCCIIEI0BaHUE YPOBHS HHCYJIMHONIOAOOHOTO

poctoBoro ¢axropa I B kpoBu

Jla/uet

[Taruenty ¢ H®1 ¢ BBICOKOPOCIOCTBIO BBIIIOIHEHO
ucciieloBaHue 6a3aJbHOrO YPOBHS COMAaTOTPOITHOIO TOPMOHA B

KpPOBH, HHCYJIMHONOJO00HOTO pocTOBOr0 (akTopa I B kpoBu

Jla/uet

[Tatmenty ¢ H®1 ¢ 06beMHBIMU 00pa30BaHUSIMU
HAJIIOYE€YHUKOB BBIIIOJIHEHO UCCIIEJOBAHUE YPOBHS

MeTaHe(pPUHOB U HOPMETAaHE(PPUHOB B MOYE

Jla/uet

[MTaruenty ¢ H®1 ¢ u30b1TOUHOM Maccoii Tena/oxupeHnemM

BBITIOJITHCH FJ'IIOI(O3OTOJ'ICpaHTHBII71 TECT

Ha/aer

10.

[Taruenty ¢ HO1 npu Hanuuuu/nosiBIeHUN HEBPOJIOTHUECKOM
CUMITOMATUKH W/WJIH TIPH MOSBIEHUHU O0JIEBOTO CHHApPOMA B

KOHEUYHOCTSX BbIoTHeHAa MPT mo3BoHOYHMKA (OJIUH OT/IEN) C

Ha/aer
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Kpurepuu xkauecrBa

OneHKAa BLINOJHEHUSA

(na/uer)

BHYTPUBCHHBIM KOHTPACTUPOBAHUCM

11.

[Taruenty ¢ H®1 npu nanuuuu I1H Beimosnnena MPT msarkux

TKaHEH B PEIKUME «BCC TCIIO»

Ha/uer

12.

[Tatmenty ¢ HO1 co 3puTenbHbIMU CUMIITOMAMU WU
kinHu4Yeckumu npusHakamu ['311 Beimoanena MPT rosnoBHoro
MO3Ta U JIMIIEBOTO OTJIejIa Yepena ¢ BHYTPUBEHHBIM

KOHTPaCTHUPOBAHUCM

Ha/uer

13.

[Nanuenty ¢ H®1 npu Hanumuuu KIMHUYECKUX MPU3HAKOB
OIYXOJIM TOJIOBHOrO Mo3ra BbinojHeHa MPT roioBHoro mosra

C BHYTPUBCHHLIM KOHTPACTHUPOBAHUCM

Ha/uer

14.

HaI_II/IeHTy c HO1 IIpH IIOAO3PCHHUH HAa OCTCOIICHUIO BLIIIOJIHCHA

PECHTITCHOACHCUTOMCTPU A

Ha/uer

15.

[Tarmenty ¢ H®1 n mogo3pennemM Ha nedopManuio cerMmeHTa
(oTzena) KOHEYHOCTEH, TO3BOHOYHMKA BHIMOJIHEHA
peHTreHorpadust MopaxeHHONW 4aCTH KOCTHOI'O CKeJeTa B ABYX

CTAHAAPTHBIX INPOCKIUAX C 3aXBATOM CMCIKHBIX CYCTaBOB

Ja/uer

16.

[Tanmenty ¢ H®1 npu nono3peHnn Ha OIyxoJIeBoe
o0pa3oBaHue B OPIOLIHOM MOJIOCTH BBINOJIHEHO
yIBTPa3BYKOBOE HCCIIEI0BaHUE OPTaHOB OPIOLIHOM MOJIOCTH,

OpraHoB MaJIOTO Ta3a

Ha/aer

17.

[Tanmenty ¢ H®1 npu nono3peHnn Ha HaIu4Ke OIyXO0JIEBOTO
00pa30BaHus MATKUX TKAHEH BBHIIOJIHEHO YJIBTPa3BYKOBOE

HCCIeI0BaHNE MITKUX TKaHEH

Ha/aer

18.

[Tanmenty ¢ H®1, koTopoMy mutaHupyeTcst Tepanus
CeTyMETUHHOOM, BBITTOJIHEHA PETUCTPALIHS

AIIEKTPOKAPIMOTPAMMBI, 3XOKapAnorpadus

Ha/ner

19.

[Tanmenty ¢ H®1 npu Hanmuuu npr3HAKOB MTOJIOBOIO Pa3BUTHUS
(panee 8 et y neBovek u 9 JieT y MaJIbYMKOB) BBITOJHEHA
peHTreHorpadus KUCTEH U JI/3 CyCTaBOB € ONpe/ieJICHUEM

crenienn qudepeHIpPOBaHMS CKelleTa («KOCTHBIA BO3pacT)

Ha/aer

20.

[Tanmenty ¢ H®1 npu Hanmumu 31u30/10B apTEPUATILHON

TUTIEPTEH3UHU BBITTOTHEHO Y3 HaamoueyHKOB

Ha/aer
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Ne OneHka BbINOJTHEHHUS
Kputepuu xkauectBa
(na/uer)
21. | ITarmmenTy ¢ HO1 u snmternicueidr/moio3peHneM Ha STHIICTICHIO Ha/aer
BBITNOJIHEHA 3JIeKTpodHIIedanorpadus
22. |[Tauuenty ¢ HO1, nonyuaroeMy cexyMeTHHUO, BBITOJIHACTCS Ha/uer
0o0muii (KIMHAYECKH ) aHAJIU3 KPOBH Pa3BEPHYTHIN KaXKbIe 3
Mecsia Tepanuu
23. |[Tauuenty ¢ HO1, nonyuaroemy cexyMeTHHUO, BBITOIHACTCS Ha/uer

axoKapauorpadus Kaxape 3 Mecsia Tepanun
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IIpunoxenne Al. CocraB padoueii rpynnsl mo paspadoTke U NepecMoTpy

KINHUYICCKHUX peKOMeHI[aHI/Iﬁ

Kynes Cepreii VBaHOBHMY, NOKTOp MEIMLMHCKHUX Hayk, akaaeMuk PAH, nupekrop,

denepanbHOe  TOCYJAapCTBEHHOE OIOPKETHOE HayyHoe yupexjaeHue «Meauko-

FEHETUYECKUM HaydHbld 1eHTp wuMeHu axkagemuka H.II. boukoBay, riaBHbIN

BHEIITATHBIM CIELMAIMCT MO MEAUIMHCKON reHeTtuke Munsapasa Poccuu, IlpesuaeHt

Acconyanuy METUIMHCKUX reHeTUKoB (AMI')

Macuan Anekcell AneKCcaHIPOBUY, JOKTOP MEIULMHCKHUX HAyK, YJIEH-KOPPECIIOHACHT

PAH, mnpodeccop, 3amecTutens TreHepalbHOrO JAUpEKTopa-AupekTop HMHcTutyra

remMaroJioruu, MMMYHOJIOTHH U KJIICTOYHBIX TCXHOHOFHﬁ, CDez[epaanoe ToCyAapCTBECHHOC

OropkeTHOE yupexacHue «HamnoHaIBHBI MEIUIIMHCKUN HCCIIeIOBATCILCKHA IICHTP

JIETCKOM TE€MaTOJIOTUH, OHKOJIOTMM WM WMMYHOJOruu wuMeHu Jmutpusi PoraueBay

MuHnucrepcTtBa 31mpaBooxpaHeHuss Poccuiickori  ®dexepanuu, JOLEHT  Kadeapbl

MOJUKIMHUYECKOM neauarpun € Kypcom I[eTCKOﬁ IréMaToJIOrniy M OHKOJIOI'HMH,

npodeccop kadeapsl MOTUKIMHAYSCKON MEANATPUU C KYPCOM JETCKOW TeéMaTOJIOTHH U

oukoiiorun ®PI'AOY BO  «Poccuiickmii  HAMOHAJIBHBIA  HCCIIEIOBATEIHCKUMI

MeauuHckui yausepeureT uM. H.M. TIuporosa» Munszapasa Poccuun

bapanoB Anekcanap AnekcanapoBud, akagemMuk PAH, mpodeccop, 1.M.H.; TOYETHBIH

npesuaeHt Coro3a neauarpoB Poccun, coBetHuk pykoBoautens HUW nemmatpum u

oxpanbl 310poBbsi nereid HKI[ Ne2 OI'BHY «PHIIX wum. akan. b.B.IlerpoBckoroy,

npodeccop kadeapsl neauatpuu u aerckoit peemaronorun ®I'AOY «llepsoiit MI'MY

um. .M. CeuenoBa» MunznpaBa Poccun (CeueHOBCKHMN YHUBEPCUTET), TJIaBHBIN

BHELITATHBIN CIIEUANUCT neauatp Munszapasa Poccun

HamazoBa-bapanoa Jleiina CeiimypoBHa. akagemuk PAH, mnpodeccop, n.Mm.H.,

npe3usieHT Coroza nenuarpoB Poccun; mact-npesugent EPA/UNEPSA; pykoBoauTens

HUWM nemmarpum u oxpanel 310poBbs nereil HKI[ Ne2 OI'BHY «PHIX um. akan.

b.B.IlerpoBckoroy, 3aBeIyIOIast Kadeapoi (haKkyIbTETCKON nenaTpumn

neauarpudeckoro gakynpbrera PI'AOY BO «PHUMY um. H.U. Iuporosa» Munsapasa

Poccumn, rnaBHBIN BHEMITATHBIA JETCKUN CHEIHAIUCT MO MPO(PHUIAKTUYSCKON METUITIHE

Munsapasa Poccuun

HopodeeBa Mapuna IOpreBHa, KaHAMIAT MEIUIIMHCKUX HAYK, HEBPOJIOT, IUJIEHTOJIOT,

Bpay BBICIIEW KaTEropuu, BEAYIINA HAYYHBIA COTPYIHUK OTHENA ICUXOHEBPOJIOTMH M

OIMUJICIITOJIOIH, dDeI[epanLHoe ToCyJdapCTBECHHOC aBTOHOMHOC 06pa303aTeJleoe

YUYpPCKACHUC BBICIICTO O6pa3OBaHI/I$I «Poccuiickuil HallMOHAJbHBIM HMCCIIEO0BATEIbCKUM
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MenuiuHckuid yauepceuteT umenu H. U. [Tuporosa» MunucrepcTBa 3paBoOXpaHEHUs
Poccuiickoit ®enepanmn — HaydHo-uccie1oBaTebCKUil  KIIMHUYECKU HHCTUTYT
NeauaTpuu M eTCKoi xupypruu nMmenu akajgemuka lO. E. BenprumieBa, pykoBoauTeNb
®denepalibHOTO IIeHTpa (HaKkoMaTo30B

Junukuna KOnus BanepreBHa, KaHIUIAaT MEIULIMHCKUX HAYK, 3aBEAYOLIasl OTACICHUEM
XHUMHOTEpANuu OHKOreMaTosioruyeckux 3abosnesanuit 1 TKM mns nereit, @enepanbHoe
rOoCy/lapCTBEHHOE  Oroj/pkeTHOe  yupexkaeHue  “‘HamuoHanpHBIA — MEIUIIMHCKHIA
HCCIIEIOBATENILCKUI IIeHTp uMeHu B. A. AnMazoBa” MuHuUCTEpCTBa 3paBOOXPaHEHUS
Poccuiickoit ®eneparuu

Tepemienko ['asimHa BukTOpOBHA, KaHIWIAT MEOUUMHCKMX HAyK, 3aBeAyrolas
PEHTTEHOJIOTUYECKUM  OTAeneHueM, @PenepasibHOE TIOCYAapCTBEHHOE  OIOJKETHOE
yupexaeHue «HanuoHanmbHBIH MEIUIUMHCKHM HCCIENOBATENbCKUNA LEHTP JETCKOMN
reMaTOJIOTUH, OHKOJIOTMM U UMMYHOJOTMU UMeHu Jmutpus PoraueBa» Munucrepcrsa
3apaBooxpanenus Poccuiickoii denepaunu

I'paueB Huxkomait CepreeBud, AOKTOP MEIMIMHCKUX HAyK, 3aBEAYIOIIHMN Kadeapoit
XUPYPTUM C KYypCOM OHKOJIOTMM M PEKOHCTPYKTHUBHO-IIJIACTUYECKON XHPYpPrHUH,
3aBEAYIOIIMM  OTIEJIECHUEM OHKOJOTMU U JIeTCKOM  Xxupyprum, PeaepanbHoe
rocygapctBeHHoe  OwokerHoe  yupexaeHue — «HamumoHalbHBIA — METUIIMHCKUI
HCCIIEA0BATEIbCKUN LEHTP JETCKOW I'eéMaTOJIOTHH, OHKOJOTUHA M MMMYHOJIOTMM MMEHHU
Jmutpus Porauesa» Munucrepcrtsa 3apaBooxpanenus Pocculiickon denepanuun

JIsBoBa Onbra AJleKCaHIpPOBHA, JOKTOp MEIMLMHCKHX HaykK, JoLeHT, denepanbHOE
rocyJapCcTBEHHOE OI0/DKETHOE 00pa30BaTEIbHOE YUPEKJACHHE BBICHIErO0 00pa3OBaHHS
«YpanbCKMii  TOCYJapCTBEHHBIM  MEAMIMHCKHM  yHUBepcUTeT»  MMHHMCTEpCTBA
3npaBooxpaHeHus  Poccuiickonn — @enepauuu, CTapmiuid  HAay4YHBIM  COTPYIHUK,
denepanbHOE TOCYAAPCTBEHHOE aBTOHOMHOE O00pa3oBaTeIbHOE YUPEXkKAECHUE BBICIIETO
oOpa3oBaHMsl «YpaJbCKUM (enepalbHbIl YHUBEPCUTET MMEHM IEpPBOTO IPE3UIEHTA
Poccun b.H. Ensuunay, Bpau HeBposior, ['oCygapCTBEHHOE aBTOHOMHOE YUYPEXKICHUE
31paBooxpaHeHus CBepIoBCKoi obnacTu «JleTckas ropoJickasi KIMHHUYECKas: 00JIbHUIA
Ne 9 ropon ExarepunOypr»

CepoBa Harampss KoHCTaHTHHOBHA, JOKTOp MEIWIMHCKUX HayK, Tmpodeccop,
PYKOBOIUTENb  IPyHNbl  OPTAIbMOJOTHYECKUX  HCCIENOBaHHWM, 0o TanbMOJIOT,
@enepanbHOe  TOCYNApCTBEHHOE  aBTOHOMHOE  yupexaeHue  «HanmonanbHbIM
MEIUIMHCKUN  HCCIENOBAaTENIbCKUM  LEHTP HEHUPOXUPYPTMH HUMEHHM  aKaJeMHUKa

H.H.bypaenko» Munucrepcrsa 3apaBooxpanenus Poccuiickon @enepannu
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MapeeBa Onua MuxaiinoBHa, Bpad AeTCKUN oHKousior, DeneparbHOE roCyAapCTBEHHOE
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Kymuposa Dmna BsiueciaBoBHa, JOKTOp METUIIMHCKUX HAyK, HAYYHBIM KOHCYJIBTAHT,
otrnen oOmieil onkojoruu, PenepanbHOE TOCYIAPCTBEHHOE OIOKETHOE YUPEKIICHUE
«HauuoHabHBI MEIULIMHCKUM HMCCIEN0BATEIbCKAN LEHTpP OHKoJoruu uMenu H.H.
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OonpHUIA» JlemapTamMenTa 3paBooXpaHeHus ropoia MOCKBBI

3axapbsiH Exarepuna AHaTosibeBHA, KaHAWAAT MEAUIIMHCKUX HAayK, Bpady-TPaBMaTOJIOT-
opronej KJIMHUKH KOCTHOW MaTOJIOTHH, CTApIIMK HAay4dHbIA COTPYAHUK oTAesneHus Ne |
KOCTHOM marosioruu, @DeneparbHOe TOCYAAPCTBEHHOE OIODKETHOE — YUpEeKICHUE
«HaunoHabHBIM MEIUUMHCKUN HCCIEN0BATEIbCKUN LIEHTP AETCKOM TPAaBMAaTOJIOTUU U
oproneauun umenu ['.M. Typnepa» MuHucrepctsa 3apaBooxpaHeHus Pocculickon

denepauun
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17.

18.

19.

20.

21.

22.

Crepano  JImutpuii  HukomaeBwu,  crapmmii  crnenmanuct,  DeaepaabHoe
rOoCy/lapCTBEHHOE  Or/pKeTHoe  yupexkaeHue — «HamuoHanpbHBIH — MEIUIIMHCKUN
HCCIEA0BATEIICKUN LEHTP IETCKOW IeéMaTOJIOTMH, OHKOJOTMH U UMMYHOJIOTMM MMEHHU
Jmutpus PoraueBa» MunuctepcTBa 3apaBooxpanenus Poccuiickoit deneparuu
Masepkuna Hanexna AnekcanapoBHa, JOKTOP MEIULIMHCKUX HAYK, HEHPOIHIOKPUHOIOT
1-ro Heipoxupypruueckoro otnaeiaeHusi (nerckas Heipoxupyprus), DenepanbHoe
rOCyJIapCTBEHHOE  ABTOHOMHOE  yupexacHue  «HauuoHaIbHBIN ~ MEAUUMHCKUN
HCCIIEIOBATEIIbCKUIT LIEHTp Hehpoxupyprum uMmeHu akagemuka H.H. Bypaenko»
MunuctepcTBa 3apaBooxpanenus Pocculickoit @eneparuu

OunpoBa Ilonuna BsiuecnaBoBHA, KaHIMJAT MEIUIMHCKUX HAyK, Bpay TpPaBMaTOJIOT-
opromen, Bepredposor, denepasbHOE TOCYJApPCTBEHHOE OIOKETHOE YUPEXKJIECHUE
«HaunoHanpHbli  MEAMIIMHCKAA  MCCIIENOBAaTEIbCKUII LEHTP TPaBMAaTOJIOTMU U
oproneauu umeHu akaaemuka [.A. Wnuszapoa» MuHucrepcTBa 3/1paBOOXpaHEHUS
Poccuiickoit ®enepanun

Boponnna Bepa PemoBHa, kaHAMZAaT MEAMUMHCKUX HAayK, Bpayd-I€pMATOBEHEPOJIOT,
KOHCYJIbTaTUBHO-IMAarHOCTUYECKOe  otraeneHue, DenepanbHoe  rocyJapCTBEHHOE
aBTOHOMHOE 0Opa3oBaTelbHOE YUpeXJeHue BbIciiero obpa3zoBanusi «Poccuiickuit
HALIMOHAJIBHBIA  MCCIEAOBAaTEIbCKUA MEIULMHCKUN yHHBepcuter wumenn H. .
[Inporosa» MuHuncrepcTBa 3apaBooxpaHenus Poccuiickonn ®enepanum — Hayuno-
HCCIEA0BATENIbCKUN KIMHUYECKUA WHCTUTYT NEIUATPUM U AETCKOM XUPYPIMH HWMEHH
akagemuka lO. E. BeabTuiesa

Bamkmanze Haro [I>xymOepoBHa, AOKTOp MEIMLMHCKHMX Hayk, Ipodeccop Kadeapsl
(bakynbTeTCKOI neauaTpun MEeUaTPUIECKOTO ¢akynbrera, denepanpHOE
rOCyJJapCTBEHHOE aBTOHOMHOE OOpa30BaTENIbHOE YUYPEXJAEHHE BBICIIErO 0O0pa30BaHUS
«Poccuiicknii HAallMOHAIBHBIA HCCIENOBATEIBbCKAN MEIUIMHCKUN YHUBEPCUTET HUMEHHU
H. U. IluporoBa»  MunucrepcrBa  3apaBooxpaneHus  Poccuiickon — Denepanmu,
pyKoBOIUTENb OTAeNa Op(aHHbIX Ooye3He M NPODUIAKTUKA HHBAIUIU3UPYIOLINX
3aboneBanuit HUUW nmemmarpun u oxpansl 310poBbs aereit HKL[ Ne2 ®I'BHY «PHXI]
uM. akaa. b.B. IlerpoBckoro»

Cy3znanoB Bacunuit AnexcaHapoBuY, KaHIUAAT MEAUIIMHCKUX HAyK, CTApIIUNA HayYHBIN
COTPYIHHUK, Bpad-TpaBMaTojior-oprornen, PenepajbHOE TOCYAapCTBEHHOE OOJKETHOE
yupexaenue «HoBocuOMpCKuil Hay4HO-MCCIe0BATENbCKUI MHCTUTYT TPAaBMATOJIOTUU U
oproneauun  uMm. . JI. [luBesana» MuHucrepctBa 3apaBooxpaHeHus Pocculickoi

denepauun
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23.

24,

25.

26.

27.

28.

29.

CanpsiknHa Kcenns AHJIpeeBHa, Bpau-I€pMaTOBEHEPOJIOT, ®denepanbHOE
rOoCy/lapCTBEHHOE  Or/pKeTHoe  yupexkaeHue — «HamuoHanpbHBIH — MEIUIIMHCKUN
HCCIEA0BATEIIBCKUN LEHTP IETCKOW IeéMaTOJIOTMH, OHKOJOTMA U UMMYHOJIOTMM MMEHHU
Hmutpus PoraueBa» MunuctepcTBa 3apaBooxpanenusi Poccuiickoit denepanuu.
Maxkamosa EnuzaBera CepreeBHa, Bpau-HeBposior, denepanbHOe TroCyAapCTBEHHOE
ABTOHOMHOE yupexaeHue «HauuoHaIbHBI MEIUIMHCKUN HKCCIIEIOBATEIbCKUI LEHTP
Helpoxupypruu uMeHn akazemuka H.H. bypnenko» MunucrepcrBa 34paBOOXpaHEHUS
Poccuiickoit ®eneparuun

I'yzeBa Banentuna lIBaHOBHa, NOKTOpP MEAMIMHCKHX HaykK, Ipodeccop, 3aBeryromas
Kadenpoll HEBPOJIOTUH, HEUPOXMPYPIMM M MEIWLMHCKOM TreHeTuku, denepanbHOe
rocyJapCcTBEHHOE OI0/KETHOE 00pa30BaTEIIbHOE YUPEKIACHHE BBICHIErO 00pa30BaHMS
«Cankrt-IlerepOyprekuii roCyapCTBEHHBIN HeANaTPpUIECKUN MEIULUHCKUI
yHUBepcUTET» MuHucTepcTBa 3apaBooxpaHeHus Poccuiickoit denepanuu, riaBHBII
BHEUITATHBIN JETCKUl cnenuanuct MunsznpaBa Poccuu mo HeBposoruu, 3aciyXeHHbINH
nesitens Hayku Poccuiickon @enepanyun

Kupruzos Kupunn HropeBud, kaHIuaar MEIUIIMHCKUX HAyK, JOLIEHT, 3aMECTUTEINb
JUpEKTOopa IO HaydyHOH M oOpa3oBaTelibHOW paboTe, U. 0. 3aBelyIOLIEro, BeAyHIMH
Hay4HbId COTPYJHMK OTIEICHUSA JACTCKOM TpaHCIUIAaHTalMUM KOCTHOIO MO3ra M
TeMOIIO3TUYECKUX CTBOJIOBBIX KIJIETOK, DenepalibHOE TOCYJapCTBEHHOE OIOKETHOE
yupexacHue «HanuoHalbHBIM MEIMLMHCKUM HMCCIIEI0BATEIbCKUM LEHTP OHKOJIOIUHU
nvenn H.H. bnoxuna» MuHnucrepctBa 3apaBooxpanenuss Poccuiickon denepanuu,
HCIIOJIHUTENbHBIN 1upekTop Poccuiickoro oOmiecTBa 1€TCKUX OHKOJIOIOB U T€MAaTOJIOrOB
CynelimanoBa AmuHa MaroMmenoBHa, cTapiiMii Hay4yHbBIH COTPYIHUK, Bpad-IeTCKUN
OHKOJIOI' JIETCKOTO OHKOJIOTHMuYeckoro otaeneHus Nel (XumuoTepanmuu oOIyxoJei
TOpakoaOAOMUHANBHON JOoKanu3anuu), denepanbHOe TOCYAAPCTBEHHOE OOKETHOE
yupexaenue «HannoHanbHBIM MEOUIIMHCKUM HMCCIIEI0BATEIbCKUM LEHTP OHKOJIOTHMHU
nMmenn H.H. biioxuna» Munucrepcrsa 31paBooxpanenns Poccuiickon @enepannn
Tpynun HOpuit FOppeBny, 1OKTOp MEAMLIMHCKUX HAyK, CTapLUIMi HAay4HBIM COTPYAHUK,
Bpay-paguosior,  @DexepanbHOE  TOCYJApCTBEHHOE  AaBTOHOMHOE  YUpEXIACHHUE
«HanmoHampHBI MEIWIMHCKUN HCCIEAO0BATENIbCKUN LEHTP HEWPOXHUPYPrUU HMEHH
akanemuka H.H. Bypnenko» MunncrepcTBa 3npaBooxpanenns Poccniickoit denepanuun
[NTanyma JlronmMuna VBaHOBHA, KaHAMAAT MEAMLIMHCKHX HAyK, Bpad-OHKOJIOT, Bpay-
JNETCKUM OHIOKPUHOJIOI, BEAYLIUH HAY4YHBIM COTPYAHHUK, 3aBEAyIOLlas OTIEIOM

ontumm3anuu Tepanuu omyxonei [[THC, dexepanbHoe ToCyqapCcTBEHHOE OIOIKETHOE
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30.

31.

32.

33.

34.

35.

36.

37.

yupexjaeHue «HamnuoHanbHbIH MEIUIIMHCKUN HCCIEI0BATEIbCKUM IEHTP JETCKOM
reéMaToJOTHH, OHKOJIOTUM U UMMYHOJIOTUM UMeHH [Imutpus PoraueBay MunHuctepcTsa
3apaBooxpanenus Poccuiickoii denepaunu

AnncumoBa Mura BanumoBHa, KaHAMAAT MEIMLIMHCKUX HAYK, 3aBeAyrollas OTIEIOM
OpraHu3aly MEAUIMHCKON mnomoinu, Bpad-reHeTuk @I'BHY «Meauko-renerndeckuii
HayuyHbld LeHTp uM. akagemuka H.I1. boukoBa», unmen Acconuanuv MEIUIIMHCKUX
TEHETHKOB

Cy660tun JImutpuii Muxaiinosud, Bpad-renetTuk @I'BHY «MI'HIL», uien Accoumarum
MEJIULUHCKUX T€HETUKOB

CeupunoBa Banepuss BanepreBHa, Bpau-T€HETHK OT/AENIa OpPraHU3allMd METUIIMHCKOU
MTOMOLIY, MJIAAIINNA HAay4YHbIH cOTpyAHUK jabopaTtopun myrareHesa ®I'BHY «Menuko-
F€HETUYECKUI HaydHbIM LeHTp uM. akagemuka H.II. boukoBay»

Penuna Cpernana AdanacbeBHa, KaHAUIAT MEIULIMHCKUX HayK, Bpau-reHeTHK OI'BHY
«MenuKO-TeHeTUYECKU HaydHbIM LeHTp uM. akagemuka H.II. boukoBay», uieH
Accoumanyuu MEAUIMHCKAX T€HETUKOB

CenumssanoBa Jlmiua PoGepToBHa, KaHIUIAT MEIULIMHCKUX HAyK, 3aBENIyIOIIasl OTEIOM
CTaHJapTU3alUMU M H3y4YEHUs OCHOB JoKa3zartesnbHOW Meauuuuabel HUM nemmarpum u
oxpanbl 310poBbsi nereid HKI[ Ne2 OI'BHY «PHIIX wum. akan. b.B.IlerpoBckoroy,
noteHT kKadenpsl neauarpuu u nerckoir pesmaronoruu GI'AOY «lepseiit MIMY uwm.
N.M. CeuenoBa» MunzapaBa Poccun (CedeHOBCKUI YHUBEPCUTET), OLEHT KadeIpbl
¢bakynpTeTcKOl neauatpuu neauarpuyeckoro gaxyinprera PIAOY BO «PHUMY um.
H.N. Tluporosa» Munzapasa Poccun, unen Coro3a neguatpoB Poccun

CmupnoBa Onbra SIKoBIE€BHA, Bpau-TEHETHK, CTAPIINN HAYYHBIM COTPYAHHMK OTIEia
CTaHJApPTU3aLUM U H3YyYEHHUS OCHOB JoKas3arenpbHOW MenuuuHbl HUW nenmarpumn u
oxpanbl 310poBbs aered HKL[ No2 ®I'BHY «PHIUX um. akan. b.B.IlerpoBckoroy, wien
Cotro3a neguatpoB Poccun

KypxoBa Haramusa BsdecnaBoBHa, KaHIUIAT MEIULIMHCKUX HayK, BEAYIIMM Hay4dHBIN
corpyauuk HUW neguatpun u oxpansl 310poBbs aereit HKI] Ne2 ®I'BHY «PHLX um.
akan. b.B.IlerpoBckoro», unen Cor3a nenuarpoB Poccum, unen Accouuanuu
MEIHUIIMHCKUX TeHETUKOB

CypkoB AHnpern HukosaeBud, JOKTOpP MEIUIMHCKUX HAyK, 3aBEIYIOIIMI OTACICHUEM
TracTPOIHTEPOJIOTUU VIS IETEN CTAlMOHApa JUIs AETEN, 3aBEAYIOIIUN OTAEIOM HAay4YHBIX
OCHOB JIETCKOI racTpO’HTEPOJIOrHH, TeNaToJOTuu U MeTabonndyeckux Hapymenuit HUN

neauatpud M oxpanbl 310poBbs neredl HKI[ Ne2 ®I'BHY «PHIX wum. axan.
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38.

39.

40.

B.B.IleTrpoBckoroy», npodeccop kabdeapsl GpaxymbTETCKON MEeIUATPUH TETUATPHUIECKOTO
¢dakynsrera ®I'AOY BO PHUMY um. H.U. [Tuporosa Munszapasa Poccun.

®enoceenko Mapuna BilagucnaBoBHA, KaHIUAAT MEOUUMHCKUX HayK, 3aBEAYHOLIAs
OTJIEJIOM Pa3pabOTKK HayYHBIX MOJXO0/I0B K UMMYHHU3AIIUU MAIIUEHTOB C OTKJIOHEHUSIMU B
COCTOSIHUM 3J0pPOBbSI U XPOHUYECKUMHU OOJE3HSIMHU, BEIYIIUNA HAYYHBIH COTPYIHUK,
Bpau-nenuarp HUU neguatpum u oxpansl 310poBbs gereit HKI[ Ne2 ®I'BHY «PHIX
uMm. akan. b.B.JlerpoBckoro», momeHtT Kadenpsl (PakyIbTETCKOW MeAUaTpUn
nequarpuieckoro dakynprera DI'AOY BO «PHUMY um. H.W. ITuporosa» MuHn3apaBa
Poccun, unen Coroza nequatpos Poccun

Kapkamanze I'eopruii ApumioBud, KaHIuAaT MEIUIMHCKUX HayK, Bpay-HEBPOJIOT,
3aBEAYIOIIMM OTIIEJIOM Pa3BUTHUS MO3Ta B OHTOreHe3e, (POPMUPOBAHUS KOTHUTHUBHBIX
byakiuit u Helpodbuonorun HUM neamatpum u oxpansl 310poBbst nereit HKI[ No2
OI'bHY «PHIIX nm. akan. b.B.IlerpoBckoro»

VYerunoBa Hartanesi BsuecnaBoBHaA, JOKTOP MEAMIIMHCKAX HAyK, Bpad-TICUXHATP,
OpraHu3aTop 3APaBOOXPAHECHUSA, 3ABEAYIOIIMKA OTAEJIOM COUMAIBHOW TMEIUATPUH U
OpraHu3alyy MYJIbTUIUCUUIUIMHAPHOTO comnpoBoxaeHus nered, HUW negmatpumn wu
oxpanbl 310poBbs Aeted HKI[ Ne 2 ®I'BHY «PHIX wum. akan.b.B. IlerpoBckoroy,
I'bBY3 «HayuHo-npakTUYECKUI LIEHTP NCUXUYECKOTO 370POBbsI JETEH U MOJPOCTKOB HM.

I'.E. CyxapeBoii [I3M».

KoH}uKT HHTEpPECOB: OTCYTCTBYET
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Ipunoxenne A2. MeronoJiorust pa3padoTki KJIMHAYECKHX PEeKOMEH AN

IleseBasi ayIUTOPHA JAHHBIX KJIMHHYECKHX PEKOMEHIAIMIA:

Bpayu-HEBPOJIOTH
Bpauyu-JIETCKHE OHKOJIOTH/TEMaTOJIOTH
BpauU-AETCKUE OHKOJIOTH
BpauUu-0(PTAIbMOJIOTH
Bpa4yu-/1€pMaTOBEHEPOJIOTH
Bpauu-TPaBMaTOIOIU-OPTONEAbI
BpauU-AETCKUE SHJOKPUHOJIOTH

Bpadn-9HAOKPHUHOJIOI'

© 0o N o g B~ w D PE

Bpadun-ACTCKHUEC KapaANOJIO0TH

[ERY
o

. Bpauu-KapAUO0JIOTH

[
[

. Bpa4u-JI€TCKUE XUPypru

=
N

. Bpauu-Xupypru

=
w

. MCIUIIMHCKHEC IICUXOJIOI'HN

[EEN
NN

. Bpauu-TIICUXHUATPbl JCTCKUC

=
ol

. Bpa4U-TIICUXHATPBI

=
»

. IeANaTPhI

-
\‘

. Bpauu-CTOMAaTOJIOr"

=
oo

. Bpa4u-O0TOJIapUHI'OJIOTH

Ta6mmna 1. [lkanma oueHkH ypoBHEH [gocToBepHOCTH aokazarenbcTB (YII) s

MCTOA0B JUArHOCTUKH (I[I/IaFHOCTI/IquKI/IX BMeI_HaTCJ'IBCTB)

YA Pacun¢poska

1 Cucrematnueckre 0030pbl MCCIEAOBAHUNA C KOHTPOJEM pedepeHCHBIM METOJOM MU
cUCTeMaTH4YecKHil 0030p paHAOMHU3UPOBAHHBIX KIMHUYECKUX HCCIIEAOBAaHUM C
NpUMEHEHUEM MeTa-aHajn3a

2 OTnenbHBIE HCCIENOBAHUS C KOHTPOJEM pePEepeHCHBIM METOJOM WM OTIEIbHBIC
PaHIOMU3HPOBAHHBIE KIIMHUYECKHUE WCCIIEAOBAaHUS W CHCTEMAaTHYEeCKHe 0030pHI
UCCIIeIOBaHMM J1I000T0 AM3aiiHa, 3a UCKIIOUEHHEM PaHIOMU3UPOBAHHBIX KIMHUYECKUX
UCCIIEIOBaHM, C TPUMEHEHNEM MeTa-aHalln3a

3 HccnenoBanus 0e3 MOCIEAOBATEIBHOTO KOHTPOIS pePEepeHCHBIM METOJIOM HIIH

HcciacagoBaHus C pe(l)epeHCHI)IM METOAO0OM, HE ABIAOIIMMCA HE3aBUCHUMBIM OT

HCCICAYEMOTI'0 METOJAa WM HCPAHIOMHU3UPOBAHHBIC CPABHUTCIIBHBIC UCCIICAOBAHUSA, B
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TOM YHUCJIC KOT'OPTHBIC UCCIICAOBAHUA

HeCpaBHI/ITeJIBHBIe HCCiIca0BaHud, OIMMCAHNEC KIIMHUYCCKOIO Ciiy4das

Hmeetcs aumb 000CHOBaHHE MEXaHHU3Ma I[CﬁCTBPIS[ NI MHCHUEC DKCIICPTOB

Ta6auma 2. Illkanma oleHKH YpOBHEH IOCTOBEepHOCTH mokazarenscTB (YI) s

METOJ0B MPOGUIAKTUKH, JIEYCHUS U peaduautanuu (MpodUIaKTHUECKHX, JIeYeOHBIX,

pea6I/IJ'II/ITaI_[I/IOHHBIX BMeH_IaTeJ'IBCTB)

YA Pacuu¢pposka

Cucremarnueckuit 0630p PKU ¢ npuMeHeHneM mera-aHaan3a

Otnenpabie PKU u cucrematnyeckue 0030pbl HMCCIIENOBAaHMMA J0OOTO JU3aifHa, 3a

HCKIIIOUCHHUECM PKI/I, C IPUMCHCHUEM MCTa-aHaJInu3a

HepaH[[OMI/I?;I/IpOBaHHI)IC CPaBHHUTCJIbHBIC UCCIICAOBAHNA, B T. 4. KOTOPTHBIC UCCIICIOBAHUSA

HeCpaBHI/ITCHBHHe HCCJICAOBAHUS, ONMMCAHUC KIIMHUYCCKOr'o Ciiy4dasl UJIM CCPUU CIIydacB,

HCCICOOBAHUA ((CHW&ﬁ'KOHTPOHB))

Hmeercs b 0O0OCHOBaHHE MEXaHU3Ma ZIGfICTBPISI BMCIIATCIIBCTBA (I[OKJII/IHI/IIIGCKI/IC

I/ICCJIGZ[OBaHI/Iﬂ) HJIKM MHCHHUE SKCIICPTOB

Tadauma 3. Ilkama omnenku ypoBHeH yOenutenbHOCTH pexomenpamuii (YVYP) mis

METOJI0OB NPO(MUIAKTUKH, JTUArHOCTHKH, JIEYeHHS U peaduiaurauuu (IpouaaKTHYEeCKUX,

JANarHoCTHYCCKHX, JIC‘-IC6HBIX, pea6I/IJ'II/ITaI_[I/IOHHBIX BMeI.I.IaTeJ'ILCTB)

YYP Pacuugposka

A CunpHas pexkoMeHJalus (Bce paccMarpuBaeMble KpuTepuu 3(P(EKTUBHOCTH
(ucxonpl) ABISAIOTCS BAXXHBIMM, BCE UCCIIEOBaHUS MMEIOT BBICOKOE WIIU
YIOBJIETBOPUTEIBHOE  METOJNOJIOTMUECKOE  KauyeCcTBO, WX  BBIBOABI IO

HHTCPCCYIOIINUM UCXOAaM ABJIAIOTCS COFHaCOBaHHBIMI/I)

B VYcnoBHasg pekoMeHJaus (He BCe paccMaTpuBaeMble Kputepuu 3(()eKTUBHOCTH
(Mcxonpl) SIBISIFOTCSL BaXHBIMU, HE BCE MCCIEIOBAHUS HMEIOT BBICOKOE WU
YJIOBJIETBOPUTEIHHOE METOJIOJIOTHYECKOE KAayecTBO M/MIM HX BBIBOJBI IO

HHTCPCCYIOIINM UCXOOaM HE ABJIAKOTCA COT. J'IaCOBaHHLIMI/I)

C Cnabast pekoMeHanus (OTCYTCTBHE JTOKA3aTEIhCTB HAJJIS)KAIIEro KauyecTBa (BCe
paccMaTpuBaeMbie Kputepuu dPQPEKTUBHOCTH (MCXOJbI) SBISIOTCS HEBAXKHBIMU,
BCE HCCIIENOBAHUSA UMEIOT HU3KOE€ METOMOJIOTHUECKOE KAUYECTBO U UX BBIBOJLI I10

MHTEPECYIOIIUM UCX0IaM HE SBIISIOTCS COTJIACOBAHHBIMHU )
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IMopsinok 00HOBJIEHUS KIMHUYECKUX PeKOMEHIaln.

MexaHu3M  OOHOBJEGHHMS  KIMHUYECKMX  PEKOMEHAALMK  TMpeaycMaTpuBaeT  HX
CHUCTEMAaTUYECKYI0 aKTyallu3allMi0 — HE peXe YeM OJMH pa3 B TPU TIoja, a TaKKEe MpU
MOSIBJICHUH HOBBIX JAHHBIX C MO3MIMU JIOKA3aTEIbHOW MEIUIMHBI IO BOMPOCAM JIUArHOCTUKH,
JedeHus, NpoPUIAKTUKY U peaOuINTalud KOHKPETHBIX 3a00JIeBaHUN, HATMYUHU 00OCHOBAHHBIX

JIOTIOJTHEHNI/3aMeuanuii K paHee yrBepka¢HHbIM KP, HO He yame 1 paza B 6 mecses.
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Ipunoxenne A3. CipaBo4Hbie MaTepHAJIbI, BKIKYas COOTBETCTBHE
NMOKA3aHUH K IPUMEHEHUI0 U MPOTHBONOKA3AHM, CIIOCO00B NMPUMEHEHUA U
1103 JIeKAPCTBEHHBIX NPENapaToB, HHCTPYKIMHU 110 IPMMEHEHHI0

JJEKApPCTBCHHOI'0 IIperiaparTa

IIpuaoxenue A3.1. Cnoco0bl NPUMEHEHHS] W HHCTPYKIMSA 10 NPHUMEHEHUIO

ceJIYMeTHHH0A

IIpuem cenmymeTnHMOA OCYIIECTBISIETCS ABa pa3a B JIeHb — IEPOPAIBHO JUINTENIBHO Ha
TOJIOAHBIN XKEeTyJI0K (3a 2 yaca J0 ebl uiu depe3 1 vac mocne) B go3e mo 25 mr/m° 1Ba pasa B
(50 Mr/m* B CyTKH).

Crnenyer u3beraTb COBMECTHOIO IpHEMa CeTyMETMHHOA C HEKOTOPBIMH IpernapaTaMu.
BemectBa, criocoOHbIe MOBBICUTh KOHLIEHTPALMIO CEIyMETUHNOA B KPOBH: KIAPUTPOMUIIMH™*,
SPUTPOMHULIUH**,  TpeUn(pyTOBBIA  COK, HMTPAKOHA30J, KETOKOHA30Jl,  (IIyKOHA30**,
TUKJIONUAWH, oMemnpazon™*. B cmywae, ecam m30exarb NaHHOW KOMOWHAIIMM HEBO3MOXKHO,
cieflyeT NMPOBOAWUTH TINATEIbHOE HAONIOJEHHE 3a MAlMEeHTAaMHU JUIsl BBIBICHHUS BO3MOXKHBIX
HE)KENNaTeNbHBIX SBJICHUA M CHU3UTh J03Yy celymeTuHuOa. BemiectBa, crnocoOHbIE CHU3UTH
KOHIICHTPALIUIO CEeTYMETHHHOAa B KpOBU — (eHUTOMH™*, pudamnuuuu**, kapOamazenua™*,
npernapaTsl 3Bepo0osi.

ITpuem BuTamuHa D 1 ero aHanoroB He MPOTUBOINOKA3aH, UCKIIIOYUTh BUTaMUH E/anbda-
Toko(epoa arerar, orpaHUYUTh FPEeHIPPYTHI.

Crporo o0s3aTenbHO AJI MAllMEHTOK, BEAYIIUX IOJIOBYIO KM3Hb — KOHTpALENIUs BO
BpeMsl Tepanuu + | Hemems mociie MOCHeHero IpueMa Iperapara; Imepel HadaloM Teparuu
PEKOMEH/IOBAaHO TpOBe/eHUEe TecTa Ha OepeMeHHOCTb. CenyMeTMHMO MOXeT CHHXKaTb
3 PEKTUBHOCTh MEPOPATbHBIX KOHTPALICNITUBOB; HCCIEAOBAaHUS Ha >KMBOTHBIX IOKa3aJlu
HAJIMYME PENPOAYKTUBHOW TOKCHYHOCTH: IMOpHOQETaTbHas CMepTh, CTPYKTYPHBIE ITOPOKH

pa3BUTHS, CHIDKEHHE Macchl ioa [308].
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Ipunjao:xenue

A3.2. Bo3MOKHBIE

JICKAPCTBCHHBIC

B3aMMOJeiiCTBHS npu

NpUMeHeHnH ceJymeTnHuoa [309]

I'pynnbl IIpumepsl JieKapcTBEHHBIX PexomMenanum no npuMeHeHNI0 B KOMOUHAIINHT
npenaparos npenaparos € CeTyMEeTHHHOOM
HUHruonTopsI Mouwnvte unecuoumopvt CYP3A4: OMHOBpEMECHHOC MTPUMCHCHHC HEe PEKOMEHI0BAHO
CYP3A4/CYP2C19 | IIpomusosupychvie npenapamst. CrnenyeT paccMOTpETh allbTEPHATUBHBIE METObI
WHJIMHABUP, HENI(PUHABUD, PUTOHABHD | TEPaIUH
AHMUbUOMUKU-MAKPOIUObL: IIpu HanMUUMK KU3HEHHBIX TIOKa3aHUH K
KIapUTPOMUIIVH, TETUTPOMHUIIH HCTIONB30BAaHHMIO HEOOXOINMO MPEAYCMOTPETh
Komnonenmut coxa epetingppyma: CHHKEeHHe /103bl Npenapara:
OepraMoTTHH 25 Mr/mM° x 2 p/cyt — 20 Mr/mMx 2 p/cyT
Ilpomusgozpudrosvie npenapamat. 20 mr/m?x 2 p/eyt — 15 Mr/mM?x 2 pleyr
UTPaKOHA30JI, KETOKOHA301
Ymepenusvte unzuoumopor CYP3A4:
SPUTPOMHUIINH, (HIYKOHA30I
Mounote unzuoumopor CYP2C19:
TUKJIOTIU/INH, (ITyOKCETUH
Ymepennstii unzuoumop CYP2C19:
OMenpason
HNnaykTopsl Mouwnste unoykmopor CYP3A44: OnHOBpEMEHHOE IPUMEHEHHE HE PEKOMEHI0BAHO
CYP3A4 Harpumep, GeHUTONH, pUGaMITHINH, CriocoOHBI CHU3UTH KOHIICHTPAIHIO CETYMETHHNOA
KapOaMa3enyH, Ipenaparsl 38epo0os B IJIa3Me
MPOBIPSBICHHOTO
Ymepennvie unoykmoput
uzoghepmenma CYP3A4:
Hanpumep, 603eHTaH, IPUMHUJIOH,
(henobapbuTan
Ipenaparsl, Amntaronuctsl Hp-penentopon He BiusitoT Ha pacTBOPUMOCTH KarCcyl
CHUKAIOLIHE THCTaMHHA He BiusitoT Ha KOHIIEHTPALIMIO ITpenapara B KpOBU
KHCJIOTHOCTh WMHrnbéurops! IpOTOHHOM MOMIIBI U ero 3 PeKTUBHOCTh
JKeJTYIOYHOT0 COKa | (KpoMe oMerpasoia)
ButramuHbl Burtamun E OnHOBpeMEHHOE IPUMEHEHNE He PEKOMEHI0BaHO !
Kamcyna cenymernnn6a 10 mr — 32 mMr BuTamMmuHa
E
Karmcyna cenymernnn6a 25 mr — 36 Mr BuTamMuHa
E
[NoBbImenue prcka KPOBOTCUEHHUH HA TEPANINN
aHTHKoarymssHTaMu (Bapgapus, ALILL)

Ipuiaoxenune A3.3. HexkeaareabHble SBJEHHS NPH NPUMEHEHHUH CeJYMETHUHHOA
[309]

HaunOonee dacThIMH HeXeNaTeJbHBIMUA IMOOOYHBIMU H(dexTaMu Ha (OoHE TaHHOH

Tepanuu sBistorcs (cornacHo uccinenoanuto SPRINT-II): ractpounTecTHanbHAsE TOKCUYHOCTD
(Imapesi, TOIIHOTAa, PBOTA, CTOMATUT, CYXOCTh BO PTY); KOKHAasi TOKCUYHOCTH (akHedopMHas

ChbIllb, TMAPOHMXHUS, W3MEHEHHE COCTOSHMSI BOJIOC, CYXOCThb KOXKH); OOIIKME HapylmIeHHUs

(acTeHMYeCKME HapyIICHUs, JHMXOpajka, nepudepudeckuii oTek); JabopaTopHble U

HHCTPYMCHTAJILHBIC U3MCHCHUA (O‘{CHB 4acTO 0ECCHMITOMHOE ITOBBIIICHHE K(I)K, ITOBBIIICHUC
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ACT, AJIT, xpeaTuHrHA, TUOATLOYMUHEMHUS, CHIDKCHHE T€MOTJIO0MHA, CHIDKEHUE (PpaKIuu
BbiOpoca (®PB), noseimienue AJl); co CTOpOHBI OpraHOB 3peHUsl (HEUETKOCTb 3pPEHUs, PEIKO

OKKJIIO3MsI LIEHTPAJIbHOM BEHbI CETUATKU, OTCIONWKA CETYATKH).

. IPU TOSIBJICHUM TOKCUYHOCTH HEOOXOJAMMa KOHCYJIbTAIMSI Y3KHX CICIUAIHUCTOB 110
HEOOXOOUMOCTH,

. T1000€ MPOSIBIIEHUE TOKCHYHOCTH JTOJDKHO ObITh oreHeHo no mkaie CTCAE (cm.
npwi. ['8).

Koorcnas moxcuunocmos — naubonee yacmoe HAL.

Bo Bpems siedeHust cenmyMeTHHHOOM 4acTo MOKHO HAOMI0/IaTh pa3HOOOpa3HbIe KOKHBIC
BBICBHIITAHUS, CBSI3aHHBIC C MEXaHM3MaMH JCHCTBUS 3TUX npenapaTtos [34,240,310].

Haubonee ys3BUMOMN, Kak MpaBUIIo, SIBISIETCS KOXa JIUIA U IJIeY, IJI€ MOTYT MOSBUTHCS
BBICBIIIAHUSL CXOKHE C TOAPOCTKOBBIMU akHe (yrpsmu) [34,240,310,311]; wHorma Chilb
NOSBIISICTCS HA JIAJIOHAX W TOAOIIBAX, B BUJAE CYXOCTH, OOJIE3HEHHOCTH, TPEIIWH: MOXKET
BO3HHMKHYThH BOCIIAJICHUE KOXH BOKPYT HOT'TEH Ha pykax u Horax (maponuxuu) [309]. [Toutu Bce
MAIUEHTHI, MTOJIYYaOIIUe CETyMETUHUO UCIBITHIBAIOT CYXOCTh KOXKHU B Pa3HOW CTENEHU, MHOTIA
OueHb BbIpakeHHYI0. Koka CTaHOBUTCS OY€Hb YYBCTBUTEIHHOM K COJHILY, CHIIbHEE pearupyeT
Ha TPEHHE M OBITOBYIO XUMUIO, MOKET BOSHUKHYTH 3y U OOJIE3HEHHOCTb.

OOBIYHO 3TH pEaKINH MOSBISIOTCS Yepe3 HECKOJIBKO He/Ieb MOCie Havalla Teparu 1 B
OOJIBIIMHCTBE CIy4YaeB HE SBISIIOTCS TSHKEIBIMH, HO MOTYT MOCITY>KUTh MPUUMHOM CHIKEHUS
JI03bI WJIM OTMEHBI TIpernapara, OeCroKOsIT ManueHToB U ux poautencit [309,310].

OO6yuenue mNPOPUIAKTUKE JAEPMATOJIOTHYECKON TOKCUYHOCTH JIOJDKHO TPOBOJUTHCS
OTHOBPEMEHHO C HAyaJloM TEpaluyd CeIyMETHHHOOM Ui BCEX TIalUeHTOB, YTOOBI
MOJJEPKUBATh BIAKHOCTh KOXH M MHHUMH3UPOBaTh pHUCK HHGekuuu. [ns Toro, 4rtoOsbl
CHHU3HUTb BEPOSATHOCTh BOSHUKHOBEHMS IMPOSBICHUN JAEPMATOJIOTHYECKON TOKCUUHOCTH CIIEAYeT
npuaepKuBathes psiaa npasui [309]:

1. PexkomMeHnyercsi €XeJHEBHO MNMPUHUMATh HEMPOAOJDKUTENbHbIN (5—10 MuHYT) U He
TOpSIYME JIyIll, HE MCIIOJIb30BaTh MEHY JJs BaHH. J{JIsl OUMIIEHUs KOKU MCIIOJB30BaTh
MSTKHE OUMIIAIOLINE CPECTBA Ul CyXOH, UyBCTBUTEIBHOM MM aTOMMYHOM KOXH (Tenu,
MacJia, CHH/IEThI) 6€3 100aBOK U apoMaTH3aTOPOB.

2. He pactupath KoKy MOYaJIKaMH, CKpabaMu, TIOJIOTEHIIEM (TIPOMOKATB).

3. Orka3arbcsi OT apOMAaTHU3UPOBAHHBIX CTHPAIBHBIX MOPOIIKOB, KOHIUIIMOHEPOB Oenbs,

MblJIa U KpE€Ma C I[O68.BJ'ICHI/ICM OTAYLICK. HpI/I CTUPKEC TIIATCJIIbHO BBIITOJACKUBATD,
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10.

11.

12.

13.

HCIIOJIB30BaTh PEXKHUM JT00aBOYHOTO TIOJOCKAaHMS (WM ajuleprus, JCTH) CTHPATbHON
MAIIHHEI.

B Teuenmne 3—4 MuHYT mocie BOAHBIX MPOILEAYp Ha CJlerka BIAXHYIO KOXY U [0 Mepe
HEOOXOUMOCTH B T€UCHUE JIHS, HAHOCUTH SMOJIEHThl — CMSITYAIOIINE U YBIAKHSIOLIUE
cpencTBa ans KoxH. [IpeArnodytutrensHO MapKu Ui CyXOM, YyBCTBUTENBHOM WIIU
ATOMUYHON KOXKH, CHEIUATU3UPOBAHHBIEC CPEJCTBA YXOJa 3a KOXKEW JJIs MalUEHTOB,
MOJIYyYaroUIUX TapreTHyo Tepanuto. KpeMsl cieyeT HaHOCUTh OOUIIBHO, HE pexe 2 pa3 B
JI€Hb, Ha BCIO KOXY MOJIHOCTHIO.

Koxa B mepuol BBICHIIIAHUI CTAHOBUTCS OYEHb UYBCTBUTENIbHA K COJIHEYHBIM JIydam,
MOATOMY Ha TEPHOJl JICUYECHUs HE CIeAyeT HaXOIUThCA TOJ NPSIMBIMH COJIHEYHBIMHU
JydaMu (HE 3aropartb, CTapaThCsl HAXOJUTHCS B TCHH).

Bo Bpems npeOpiBanMs Ha yiHIle 005S3aTENbHO 3alIUIIATh KOXKY OT BO3JCHCTBHS COJHIIA.
Jlist 3TOrO MOKHO HCIIOJIB30BAaTh OJIEXKAY, HUIANBI U KENKH ¢ TOJIIMHU. OTKpBITHIE
YYaCTKU KOKH HE0OXOIUMO 3alllilIaTh C IOMOILBIO COJHIE3AIIUTHBIX cpencTB. Crenyer
ucnonp3oBath cpeactea ¢ SPF  He Hmxke 30, MmMPOKOro CHEKTpa 3allMThI,
obecneunBarommue 3amuty ot UVA UVB. IlpeanoututenbHbl  cpeacTBa €
MUHEPATbHBIMU (PUIBTPAMU B COCTaBe (AMOKCU] TUTAHA WM OKCHUJ IIMHKA), OHU MEHBIIIE
paszapaxaioT Koxy. @OoTo3alIUTHRIE CPEACTBA HEOOXOAUMO OOHOBIISATH KaXKIble 2 daca
npeObIBaHUsT Ha YIUIE, HCIOJb30BaTh E€XEAHEBHO AK€ €ClIM Bbl HE IUIaHUpPYETe
HAXOJHUTHCS HA yIUIIE.

HatenbHoe Oenbe u HOCKHM JOKHBI OBITH CBOOOJHBIMM, M3 HaTypalbHON U HE TPyOoi
TKaHU, 0€3 TYTUX PE3UHOK.

OOyBb ciienyeT BbIOMpATh MO pa3Mepy, OHa JOKHA ObITh CBOOOJHOW W yMOOHOMU, HE
JOJI’KHA HAaTUPATh.

Hortu HyXHO CTpu4b aKKypaTHO, HE KOPOTKO W POBHO (HE BBIpe3aTh YTOJNKH, a
3aKpYIJIATh UX), 4TOOBI M30€KaTh JIMITHEN TpaBMaTH3aL1H.

VYV nerelt MOAPOCTKOBOTO BO3pacTa Ha (POHE Tepanmuy 4acTO BO3HUKACT aKHENOA0OHas
CBITTb B 0OJIACTH JUIIA U TIJIeY.

C nenpro nmpounakTUKH BO3MOKHO HCIIONIb30BaHUE Kpema mumekponumyc 1% 2 paza B
JeHb WK KIMHAaMUALKH 1% 2 pa3a B IeHb AJTUTEIBHBIM KYPCOM.

bputbcst Hyx)HO OepeXHO, HE HCIOJIB30BaTh CIHPTOBBIE JIOCHOHBI, TOCHE OpPUTHA
HAHOCHUTH YBIIQKHSIOIIHHI KPEM.

[Tpu mosiBeHuu OO0 CHIMH, TOKPACHEHHUSI, OUIYIICHHS 3y/1a U OOJIE3HEHHOCTH KOXH

HE00X0/1MMO 00paTUTHCS K JieyaleMy Bpauy.
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Ipunoxenne A3.4. YnpapjeHue HexenarelbHbiMu siBaeHusvu (HHA) Ha done

Tepanum ceaymMeTuHuoom [309]

[TapoHuxun — HEOOXOANUM PETrYISAPHBIA MATKUNA YXOJ] 32 HOI'TAMU C YBJIQXHSIOIIUMHI
M a/CeNTHYECKUMHU CPEJCTBAMHU, BAHHOYKU C XJoprekcuauHom Ha 10—15 mun 2-3
pasza B JIeHb €Ille /0 MOsBICHUS NMapoHuXuu. [Ipy mosiBiIeHUN MapoHUXUU T00ABUTH
— mynupouuH 2% Masp U ¢uayounHonuaa aneronun 0,025% masp (y gereit crapiie
2 J1leT) — HAHOCHUTH IOCNIe KaXJ0H BaHHOYKM. B cilyuyae reHepaan3oBaHHOTO
Iporecca WIM OTCYTCTBUSL OTBETa Ha TONMYECKYK TEpanmuio aHTHOAKTepHalbHas
Tepanusit per 0s (KIMHIAMULIUH, JOKCHULMKIMH), KOHCYJbTallUs  Bpaya-
JIEpPMaTOBEHEPOJIOTa €  BO3MOXKHBIM  HA3HAYeHUWEM  IIpemapara  [PYIIIbI
«TJIFOKOKOPTUKOM/IbI B KOMOMHAIIMK ¢ AHTUOMOTUKAMU» WM «TIFOKOKOPTHKOUB! B
KOMOMHAIMK € IPYTUMU MpenapaTamm».

DK3eMaTo3Hasl Chlllb — IPUEM AHTUTMCTAMHHHBIX IIPENapaToB IpU HAJIWYUM 3YAa.
Hcnonb3oBanue ABaXKpl B I€Hb THAPOKOpTU30HA** 1% Ma3u (y aeteil crapie 2 jer)
Wi nuMmepkponumyca** 1% kpema. Ilpu yxyameHun — no06aBUTh TPHAMUIMHOIOH
0,1% 2 paza B geHb. Ilpm HEOOXOAMMOCTH — TeEpPOpaJbHBIA MpPUEM
IJIFOKOKOPTUKOMI0B, COBMECTHOE BEJIEHUE C BPaUOM-IEpPMaTOBEHEPOJIOTOM.
@ouIMKYJIsIpHAs ChIIb — JBAX/bl B JIEHb KJIMHAAMULUH PACTBOP Ul HapYKHOIO
npumeHenuss 10 mr/mn (y nereit crapme 12 ser) u 100aBUTh XJIOPTEKCUAMH™* B
BaHHy. [lpm yxyamenun — A00aBUTh JOKCHUIMKIMH** (cTapme 8 1er),
aMOKCUIIWILIMH**  (mmagme 8 ser). IIpomosKuTenbHOCTh aHTHOaKTepUaibHOU
Tepanui — MUHUMYM 4 HEJeNIW WU A0 paspemieHuss cuMntomoB. CoBMECTHOE
BEJICHUE C BPa4OM-/1I€pMaTOBEHEPOJIOTOM.

CyxocTp JnajioHeif/cron — yBIaXHEHHWE 3 pa3a B JIeHb, MHUHUMH3UPOBATh
Tpenue/nasnenue. llpu yxynmenun — no6aButh kpeMm ¢ 10% moueBuHO#M 3 pasa B
nenb. [Ipu nanpHelnem yxyameHU — J00aBUTh CpeACTBa HAa OCHOBE KJI0OeTas3oja
nponuonara 0,05% 2 pa3za B JI€Hb, COBMECTHOE BEJIEHHE C BpPaAuUOM-
J€PMaTOBEHEPOJIOTOM.

[Ipn nosiBneHnn akHEQOPMHOW KOXHOM CBHIMM — HAPYKHO JABAXIbl B J€Hb
KJIMHAAMHUIIMH pacTBOp JAJs HapykHoro npumenenus 10 mr/min (y ngeteit crapmie 12
JIET) ¥ Ma3b ¢ THIPOKOPTU30HOM 1% (y mereit ctapiie 2 JeT), OUUIIAIOIINE CPECTB

Ha OCHOBe OeH30uIa nepokcuaa. HpI/I HCOGXOI[I/IMOCTI/I — IIepopajibHasA
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aHTHOaKTepuanabHas Tepanus (JOKCHIMKIMH**, ximmaHmamunua**). CoBMeECTHOE
BEJICHUE C BPAYOM-/IEPMATOBEHEPOJIOTOM.

[Ipu mosiBIEHMM JWape — HCHOJb30BaHME Jonepamuna**. ToiarenpHOe
HaOmroJieHne 3a cuMmnTomMamu konuta (muapes) wim nepdopanuu KKT. Ilpu
MOSIBJICHUHU KaJI00 — KOHCYJbTALUS Bpada-racTpPOIHTEPOJIOra U/UIH Bpada-IeTCKOTo
XUpypra, pu HEOOXOAUMOCTH — CPOYHAs TOCTIMTAIIU3AIUS B CTAIIOHAD.

[Ipy acMMITOMATHYECKOM CHIDKEHHUH (PAKIMU BBIOpOCA JIEBOTO KEIyI0YKa
(OBJIXK) na 10% cnenyer ormenuth mpemapaT Ha 4 Hemenu. Ecan OBJDK
BOCCTAHOBUTCS, TO HeoOxoaumo BepHYTh B 50% noze. Eciu camxenne ®BJDK Ha
20% wmm Ha 10%, Ge3 BoccTaHOBIEHUS uepe3 4 HeAelHu, TO CIEIYyeT OTMEHHUTh
npenapar Haecernaa. Ilpum cumnromatmyeckom cHmwkenue OBJDK wmm cHuxeHue
OBJDK 3 unu 4 cTeneHH TSHKECTH — MPEKPaTUTh NPUMEHEHUE CeTyMeTHHHOA U
HEe3aMeUIUTEILHO 00paTUThCS K Bpady-AeTCKOMY KapAUOJIOTy.

VY manueHToB ¢ AMArHOCTUPOBAHHOW OTCIOMKOW NMUTMEHTHOIO SMUTEIUS CETYATKU
WU I[CHTPAJbHOM CEpO3HOM peTUHOmNaTuerd O0€3 CHIKCHHS OCTPOTHI 3PEHHS
o TambMOIOTUYECKOE OOCIEOBaHNUE CIEIyeT MPOBOAUTH Kaxable 3 HeAenu 10
paspeiieHuss siBIeHU. B ciydae AMarHOCTUPOBAHMSI OTCIOMKM MUTMEHTHOTO
SIUTENUS CETYATKU WIM IEHTPAJbHON CEPO3HOW PETUHOMATHH C HAPYIICHHEM
OCTPOTBHI 3pEHUs, TEpaNUI0 CEITYMETUHHOOM CleyeT NPUOCTAHOBUTh, a TIpH
BO300OHOBIICHUH TE€pPANUH 103y CleyeT CHU3UTh. Eclii y manuenTa quarnocTupoBaHa

OKKIJIFO3U BE€HBI CECTYATKU, TCPAITNIO CeJ'IYMeTI/IHI/I6OM CJICAYCT IMMOJIHOCTBIO.

Ipuaoxenue A3.5. U3meHeHue a03bI CEJIYMETHHHOA B 3aBHCHMOCTH OT THKECTH

HA1 [309]

Crenenp 1sxkectu no CTCAE (cMm. mpui.

r's)

PexoMeHmanuu 1o U3MEHEHHUIO 10351

Crenmenr 1 wmm 2 (mepeHocumas) —

[Iponomxarh Tepanuio M KOHTPOJIUPOBATH

KOHTPOJINPYETCS c MMOMOIIBIO | COCTOSIHHE MO KJIMHUYECKUM MMOKa3aHUSIM
COIIPOBOAUTEIBHON TE€PAITUU

Cremenr 2  (HenepeHocumasi) — He | [IpHocTaHOBUTH Tepamuio A0 YMEHbBIICHUS
KOHTPOJINPYETCS c MOMOIIBI0 | TOKcHYHOCTH 70 O mim 1 cTeneHu, CHU3UTH

CONPOBOAUTEIBLHON TE€PAITMU WIIN CTENEHb 3

JI03y Ha OJIMH YPOBEHb MPHU BO30OHOBIECHUHU

TCpannunu (B COOTBCTCTBUH C
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PCKOMCHAAIUAMUA MO0  CHHIKCHHUIO  JO3bI

rpenapara rnpu HexenaTeJIbHbIX PeaKIUsiX)

Crenens 4

[TprocTaHOBUTH TEpanMiO 10 YMEHbIICHMS
TokcHMyHOCTH 10 O mnu 1 creneHu, CHU3UTh
7103y Ha OJIUH YPOBEHb IPH BO30OHOBIICHUH
Tepanuu (B COOTBETCTBUU c
PEKOMEHJALUsAMU IO  CHIDKEHUIO 03Bl
npernapara Ipu HeXelaTeIbHbIX PeaKIUsX).
PaccMmoTpeTs HE0OXOAMMOCTD TPEKPAICHHS

Tepanuu.
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IIpunoxenne b. AnropuTmsl 1eiicTBUIl Bpaya

IIpuao:xenue b1. Aaropurmsl AeiicTBHii Bpaua npu auarmocruke INH
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: |
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134



Hpuiaoxenue B. Undopmauus A4 nanueHra

Heiipopuopomaroz 1 tunma (H®1) — ogHo wu3 Hambonee pacnpoCTPaHEHHBIX
FEHETUYECKUX 3a00JIeBaHUM, KOTOpPOE BCTpeYaeTcs B momyisaiuu ¢ dvactorod 1 nHa 3000
HOBOpOXXIEHHbIX B Mupe. IIpuumnoit passutus H®1 sBasercs nospexnenue reHa NFI,
KOTOPBII KoaupyeT 0eok HelpopuOpomMuH.

CymectByeT curHanbpHbId TyTh RAF-MEK-ERK. AxTuBamus 3Toro CUrHajabHOTO ITyTH
cBs3aHa ¢ npoiudepanreld (aKTUBHBIM JEJICHHEM, pa3pacTaHheM) M BbDKMBaHUEM KIETOK. B
HOpME aKTHUBALMIO 3TOT0 CHTHAJIBHOTO MYTH MOJABIAET Oenok HerpodudbpomuH, HO mpu HO1
neeKTHbII Hepo(uOPOMUH He CIIOCOOEH OCTaHOBHTH NEpeady CUTHAJIOB 110 ATOMY IYTH, YTO
MPUBOAUT K HEKOHTPOJIUPYEMOM npoiaudepaud  KJIETOK W BO3HUKHOBEHHIO  Kak,
TOOpPOKAUeCTBEHHBIX OMyXxoJiell u3 000704YeK mnepudepruueckux HepBOB (HEHPOUOPOMBI,
TICKCU(OPMHBIE HEUPOPHOPOMEBI), ONMyXoJieH W3 TJIHAIBHBIX KIETOK (TJIHOMBI), TakK W
3JI0KAQUYECTBEHHBIX OITyX0JIeH n3 000510ueK neprupepruIeckux HEPBOB.

Huarno3 H®1 wmoxeT OBITH MOCTaBIEH HAa OCHOBAHWM HAJIWYUHM ONPEICICHHBIX
KJIMHUYECKUX KPUTEPUEB, TAK U HA OCHOBAHUHU MOJIEKYJIIPHO-TEHETHUYECKOr0 MCCIEI0BAHMS, B
pe3yabTaTe KOTOPOTo OMpeeisieTcsi maToreHHblid BapuanT B reHe NF1.

Huarno3 H®1 Moxer OBITh TOCTaBICH HA OCHOBAaHWM HAJUYUH OIPEACIICHHBIX
KJIMHUYECKUX KPUTEPHUEB, TaK U HA OCHOBAHUU MOJIEKYJISIPHO-TEHETUYECKOI0 UCCIIEI0BaHus, B
pe3ynbTaTe KOTOPOTO ONPEAENsIeTCsl NaTOTeHHbIN BapuaHT B reHe NF1.

Knunnueckast kaptuna H®1 kpaiiHe pazHooOpasHa. Y nammentoB ¢ HO1 BeTpeuarorces
pa3IuyYHble KJIMHUYECKHE TPOSBICHHsS 3a0oseBaHUs (HEBPOJIOTMYECKHE, OpPTONEINYECKHE,
SH/IOKPUHOJIOTHYECKHE, Kapanonoruueckre). Cepbe3HbIM OCIOKHEHUEM TEUYEeHUs 3a00JIeBaHUS
ABIIsIETCS 00pa30BaHUE OIMYXOJIe HEPBHOM CHUCTeMBbI. B 3aBUCMMOCTH OT KJIMHHUYECKON KapTHHBI
narueHTaM HeoOX0IMMO Ha0MI0AAaThCS B TPO(PUIBHBIX IIEHTPaX.

[IpenckasaTb BapHaHT KIMHUYECKOIO TEYEHHS] B KaXKJOM KOHKPETHOM  cllydyae
HEBO3MOJKHO, JaXke B paMkax ojHON ceMbu poautenb ¢ HO1 u metn ¢ HO1 (apnsronuecs
HOCHUTEJISIMU OJIHOTO M TOTO K€ MaTOoreHHoro BapuaHTa B reHe NF1) Moryt mmerb abCOIOTHO
pa3Hble KIIMHUYECKHUE MPOSIBJICHUSI.

VYuuteiBas paznudHbie Bo3MOKHBIC nposiBieHus HD1, nabnroneHue u nedyeHune aeTen ¢
JaHHBIM  3a00JIEBaHUEM  SBIIAETCS HENMPOCTOM 3adayeil U JODKHO  OCYHIECTBISATHCS
MYJIbTUAUCIUILTHHAPHON KOMAaH/ION CIIEUATMCTOB PAa3IMIHOTO MPOdUs.

B P® cymiecTByeT MekpernoHallbHasi OOIIEeCTBEHHAsI OpraHU3allvs COACHCTBUS TTOMOIIN
nanueHTam ¢ HelpodudpomaTosom «22/17» — 3TO HEKOMMeEpUECKasi OpraHu3alus, Co3/1aHHas

poauTensMu pedeHka ¢ Heiipopubpomarozom 1 Tuna.
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IIpunoxenne I'1-I'N. IlIkanbl oieHKH, BONPOCHUKYU U APYrue OLleHOYHbIE

HHCTPYMEHTBI COCTOSTHUA NMAIMMCHTA, IPUBCACHHLIC B KIMHUYCCKUX

PEKOMECHIAIUAX

IIpuaoxenue I'l. IIkajaa oleHKH 001 V HOBOPOKIACHHbIX/AeTel 10 1 roga

HaszBanue Ha pycckom s3bike: Llkana oreHku 0071 y HOBOPOXKACHHBIX/AeTel 10 1 roga

OpurunanbpHoe HazBanue: Neonatal Infant Pain Scale, NIPS

Hcrounuk: Lawrence J. et al. The development of a tool to assess neonatal pain //

Neonatal Netw. 1993. Vol. 12, Ne 6. P. 59-66.

Tun: mkaaa oneHKn

Ha3znauenue: mikama oIeHKH OOJM y HOBOPOXKICHHBIX/ZIETe 10 1 roma — 310

MOBEJICHUECKU I HHCTPYMCHT OLICHKHU oo y I[eTefI, POAUBIIUXCA KaK JOHOIICHHLIMH, TaK H

HCAOHOIIICHHBIMU. Ona BKIIIOYaeT OLCHKY CJICAYIOIIUX IMMapaMCTPOB: BLIPAKCHUC JIMILA, ILIaY,

JIbIXaHHUE, PYKH, HOTH, COCTOSTHHUE BO30YKICHHUS.

Conepxanue:
IToxka3areinb 0 6as10B 1 6ama 2 6as1a ban
JIbI
Paccnabnennsie | I'pumaca. CxaTbl MBILIIIBI JIUIIA,
MBIIIIIIEL. 1300pOKICHHBIH 7100,
Boipaxkenue | CrniokoiiHoe CTpaJalIbueCKy U30THYThI OpOBH,
JNIA JINIIO, oAOOPOJIOK U YENTIOCTh

HEUTpaIbHOE (HeraTMBHOE BBIpAKEHUE JIUIA —

BbIpa)KEHHE HOC, pOT, OpOBH)
CunbHBIN
Tiay.
CunbHbBIN

OrtcyrcTBUE

XHBbIKaHbE, YMEPEHHBIE KpHUK,
Inag* I1aya,
MPEPHIBUCTHIC CTOHBI BBICOKHIH,

CITOKOMCTBHE
MIPOH3UTETBH
BIi,
HEIPEPBIBHBIN
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[pixanue BusyanbHoe n3meHenue
pacciabiieHHoOe. | IpIXxaHus. Basixanue Bo3ayxa
JbIxaHue OO6b14HOE 115 HeperyyspHoe, ObicTpee —
JTAHHOTO OOBIYHOT'0, PBOTHBIE JABHIKCHMSI,
pebeHka 3aJlepKKa JIbIXaHus
Pyku Pyku cOrHYTBI/BBITSHYTHI.
paccialeHsl. HanpspkeHHbIE, BEIIPAMIICHHBIE
Her PYKH, HaNpsHDKEHHOE W/WITN
Pyku HaNpsHKEHHOCTH | ObICTpOE IBUKEHUE, crHOaHue —
MBI, pyK
Ci1y4yaliHbIe
JBUKECHUSI PYK
Horu Horu cornyThI/BBITSHYTHI.
paccialeHsbl. HanpspkeHHbIe, IpsiMble HOTH,
Her HaIpsDKEHHOE W/ WA OBICTpOE
Horn HANpsHKEHHOCTH | IBUKEHHUE, Cru0aHie HOT —
MBIIIII,
CIIy4daiiHble
JBUKEHUS HOT
Con/npo0yx e
HUE.
CHOKOMHBIH, CyetnuBoe coctosHue. Tpesora,
Cocrosinue
MUPHBINA COH CO | OECIIOKOMCTBO 1 HEPBHbIE —
BO30Y:KIeHUA .
CIIy4aifiHBIMU JIBUKEHUSI
JBUKCHUSIMU
HOT;
CymmMmapHblii 02

* BHuMaHue: O€3MOJIBHBIN TUTa4 MOXET OBITh MPOCYMMHPOBAH, €CIIM PEOCHOK WHTYOUpPOBaH U

a4 O4CBUACH IO ABHUKCHUAM PTa U JIKMLA.

Korou: YPOBCHB 0o BBIPAXXCH B BHUAC CYMMBI OaioB 3a KaXObIA M3 MIECTH

napamMmeTpoB; MUHUMAJIIBHO BO3MOXHass CyMMma 0amioB — O, MaKCUMAaJIbHO BO3MOXKHas — 7.

CyMMma 0asuioB BBIIIE TPEX O3HAYAET HATHYUE OOJIH.
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Ipuao:xenue 1'2.

IloBenenueckass mkajga FLACC (face,

legs, activity, cry,

consolability) nys gerei 10 3 Jer

Ha3zpanue Ha pycckom s3bike: [loBeneHueckas mkana

Opurunansnoe Haspanue: FLACC behavioral scale

Hcrounuk: Merkel S.I. et al. The FLACC: a behavioral scale for scoring postoperative
pain in young children // Pediatr. Nurs. 1997. Vol. 23, Ne 3. P. 293-297.

Tun: mkanaa oeHKn

Hasnauenue: Illkana y4yuThIBacT BBIPAKEHUE JIULA, ABUKEHUS HOT, XapakTep KpUKa, a

TaK)Ke HACKOJBKO PeOCHOK IMOIAeTCsl YCIOKAMBAHUIO U OCOOGHHOCTHU ero moBenaeHus. Oormas

onenka 1o mkaie FLACC paBHa cymme 0ayuioB 1O BCEM ITYHKTaM OIMUCAHMS.

Coneprxanue:
bana
ITapameTpnI XapakTepucruka Bbamasl
OLICHKH
HeonpenenenHnoe BbIpaykeHUE WK yIbIOKa. 0
Penko — rpumaca wnM CIOBUHYThIE OpOBH.
1
JIuno 3amkHyTOCTh. He mposiBisier nnrepeca.
YacToe M MOCTOSIHHOE JpO’KaHUE MOAOOpOJIKA. 5
CxuMaHMe YeToCTeN.
HopwmanbsHoe nonoxeHue, pacciadieHHOCTb. 0
He wMoxer HalTH HOPMAJIBHOIO ITOJIOKEHUS,
Horu 1
TOCTOSIHHO JIBUTaeT Horamu. Horu HampspKeHsl.
Bpbikanue uiv nogAHMMaHUE HOT. 2
JlexuTt CioKOMHO, MOJIOKEHHE HOPMAIIBHOE, JIETKO 0
JIBUTAETCSI.
JABuxenust
Kopuurtcs, cnpuraeTcs Bepes v Ha3al, HampspkeH. | 1
Boirubaercst n1yroit; puruiHOCTb; MOJAEPTrUBaHUS. 2
Her nnava (B coctossHuu 60opcTBoBanus U Bo cHe) | O
CroHeT wiM XHBIYET; Bpemss OT Bpemend |1
Ilnayv KaITyeTCs.
Jonro miayer, KpUYUT WM BCXJIMIBIBAET; 4aCTO
2
KaITyeTcs.
JloBoJIEH, CITIOKOEH 0
Hackoibko
YcnokamBaeTcsi OT TNPUKOCHOBEHHMU, OOBATHH,
nojajaercs 1
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YCNOKOEHUI0 | pa3roBOpoB. MOXXHO OTBIICYb.

TpynHo ycriokoutsb 2

CymmapHbIii 0awr:

Kitou: MunumaneHas ounenka paBHa (0, makcumanbHas — 10 Oamiam. Yem Bblie

OLIEHKA, TeM CHJIbHEe 00JIb U TeM XYKe ceOsl 4yBCTBYET peOCHOK.

IIpuao:xenue I'3. Peiitunrosas mkaJja Boura-beiikepa s gereid ot 3 1o 7 jer

Haszpanue Ha PYCCKOM A3BIKC: peﬁTHHFOBaﬂ IIKaJja BOHra-BeﬁKepa OLICHKH 6o 10

M300paXEHUIO JINA

OpurunasibpHoe Ha3Banue: The Wong—Baker Faces Pain Rating Scale

Uctounuk: Hockenberry M.J., Wilson D., Winkelstein M.L. Wong’s Essentials of
Pediatric Nursing. 7th-th Editi ed. Elsevier Mosby, St. Louis, 2005.

Tun: mkanaa oneHKn

Hasnauenwue: onenka 6onu y nereit ot 3 g0 7 et

CO,I[Cp)KaHI/Ie, KIIFOY.:

Q) (&
S~ /-\
1 3 4 5
He 6onut Ensa YyTb-4yTe YMepeHHo O4eHb HeBbIHOCMMO
60MNbHO 60MbHO 60nbHO 60MBHO 605bHO

Iloscuenus: pe6eHKa IIpOCHT: <(HOK3)KI/I, KaK CHUJIBHO Y TeOs ceifuac OOIHUTY. I/IHOI‘I[a,

HCIIOJIB3Y: 3Ty IIKaly, pe6eHOK MOXKET OOJIbIIE OIPEACIIATE CBOU YMOIIUHU, UEM 00JIb.

Ipuaoxenue I'4. Illkana pyk ajas gerei crapuie 3 Jer

Ha3Banne Ha pycckowm ssbike: [lkana pyk
OpurunanbpHOe Ha3BaHue: The Finger Span Scale
Ucrounuk: Merkel S. Pain assessment in infants anf young children: the Finger Span

Scale // Am. J. Nurs. Am J Nurs, 2002. Vol. 102, Ne 11. P. 55-56.

Twum: mkajga oreHKH
Haznauenwue: onenka 6omu y gereit ot 3 1o 7 net

COIlep)KaHI/IC, KJItO0Y, ITOSICHCHUS .
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iy

He 6onut HemHoxko bonut Bonut OueHb bonut
6onuT  CcunbHee 3HauuTenbHo 6onuT HecTepnuMo
cunbHee

- >

OnenuBaet kojeOaHust 00IM: OTCYTCTBUE OOJM — CKarasi B KyJaK pykKa, CHIIbHas 00Jb

— TIOJIHOCTBIO pa3KaTas pyka.

Ipuaoxenue I'S. IlBerHas mikajga JJganaa s aereii or 3 g0 7 Jjger (MOXKHO

crapiie

Haspanwne Ha pycckom si3bike: [[BeTHas mikana Dnanma

Opurunansaoe Haszsanue: Eland Color Scale

Hcrounuk: Eland J.M. Pain in children // Nurs. Clin. North Am. 1990. Vol. 25, Ne 4. P.
871-884.

Tun: mkaaa oneHKn

Ha3nauenwue: onienka 6o y nereit crapiie 3 Jiet

Copepxanue, UHTEPIIPETALNS, TTOSICHCHUS .

[Tomoraer onleHUTh UHTEHCUBHOCTH OOJIM B pa3HbIX Jokanu3anusx. [lompocure peGenka
OTpeAenuTh 00JIb ¢ TOMOIIBIO I[BETA, HATIPUMED:

HeT 00JIM — HET 11BeTa; ciadast 001b — KENTHIN LBET; yMEpeHHas 00JIb — OpaHKEBBIN;

CUJIbHAsI 00JIb — KPacHbIH.

Her 6omnu Cnabas VYmepennas  CusbHast

00JIB 00JIB 00JIB
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Ipuaoxenue ['6. Bu3zyvajabH0-aHAJIOroBasg HIKAJIA AJA JAeTel cTapiiue 7 Jer

Ha3Banue Ha PYCCKOM A3bIKE!: BI/ISyaJILHO-aHaJIOFOBaSI oIKajia

OpurunanbHoe Ha3Banue: Visual analogue scale

Hcrounuk: Shields B.J. et al. Pediatric pain measurement using a visual analogue scale: a
comparison of two teaching methods // Clin. Pediatr. (Phila). Clin Pediatr (Phila), 2003. Vol. 42,
Ne 3. P. 227-234.

Tun: mxkanaa oleHKH

Haznauenwue: orienka 6ou y nereit crapiie 7 Jiet

Copepxanue, KIto4, OSICHEHUS: MONPOCUTE peOeHKa MOJIOKUTD Majblbl HA Ty BBICOTY

IIKaJjJabI, C KOTOpOfI OH acCOUUPYCT CBOU 0oJIeBBIC OINYIICHU.

Hecrepniumast
g 10 10

o]

HEEE SIS
llll!llll

C=NWbhbuONO

IIpuaoxenue I'7. Illkaaa TAKTHILHON ¥ BU3VAJLHON oneHku 004 (Touch Visual

Pain, TVP scale)
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HazBanue Ha pycckowm si3bike: [1lkana TakTUIIbHOM M BU3YaIbHOM OLIEHKH 00N

Opurunansaoe Ha3zBanue: Touch Visual Pain Scale

Wcrounuk: Thiadens T. et al. Evaluation of pain incidence and pain management in a
South African paediatric trauma unit // South African Med. J. 2011. Vol. 101, Ne 8. P. 533-536.

Tun: mkaga oLeHKn

Haznauenwue: onenka 6omu y nereit 1o 3 jer

Conepxanue:
Bana
(mer
ITapamertp XapakTepucruka —0,
eCcThb
—1)
Hanpsokenne Ha nune (ctpax wmiau 0o0ilb), CXaTblii  poT,
HanpsizkeHHOCTH
HalpspKEHWE UM 00ECIIOKOEHHOCTh B IJla3aX, pPacCTPOEHHbIN
JMIA
B3I
I'onoBa acummerpuyHa
IHonoxenne
[lles HECMMMETPHUYHO PACHOJIOKEHA Ha IUleYax, IUJIeYU
r0JIOBbI
HPUIOJHSATHI
I'pynHoe w/mnu HeperysisipHOe IbIXaHWE W/WIH JIbIXaHHE PTOM
JbIxanue W/UI MEXpeOepHbIMU MBILIIAMHU W/WIH pa3/lyBaHHE KPbLIbEB
HOCA W/WUJU OTPECKUBAaHUE
Yacrora
cep/ieYHbIX VYyaienue u/min CHIKEHNE 4acTOThl CEPJICUHbIX COKpALllEeHUN
COKpaIleHU
Pyky nnoTHO mpwikaTel K TENy WIM CKPELIEHBl Y JULa, TpyIu
WJIM KUBOTA
Kynaxu (HEBO3MOXHO WM CIOXKHO OTKPBITh MaJIbLEM)
IHonoxenune pyx
Kosenu niaoTHO BMECTE WM TYTO CKPELIEHBI
" HOT
OpHa HOra MPUKpPBIBAET 00JIACTh MOATY3HHUKA
[Tanbupsl 3arubaroTcss BBEPX C TBEPABIMU CTYMHSIMH, JOABIKKU
IIJIOTHO CBEJIEHBI
CymmMmapHblii 0ast:
Kmrou: 1 Gamnm nmaercss 3a Hanmuuue cuMnrToMa. MuHuMmanbHas cymma OamioB — O,

MakcuMaibHas cymma 6amioB — 10.

142




[TosicHeHus: mIKayia TaKTUILHON M BU3yalbHOU onieHkH 60 (TVP scale) Obuta co3nana
it BUY-uHGuUUUpoBaHHBIX JeTeld € MyJIbTHOpPraHHoW mnarosorueil. OHa HCIOJB3YeT
NPUKOCHOBEHUS W HAOMIONEHWE Ui OLEHKM OONM Hapsiy C OIEHKOW OeCHOKOHCTBa U
nuckoMdopTa, HaOJIFo1aeMbIMU Y peOeHKa.

[IIkana ocHOBaHa Ha HAOJIOJCHUU 32 CIEAYIOUIUM IapaMeTpaMu: MOJOKEHUE TOJIOBBI,

CJIOBECHOE omucaHue (BepOanmszanus) Ooyv, HANPSHDKEHHOCTh JIUIA, MOJOXEHHE PYK M HOT,

AbIXaHUEC, 4aCTOTa CCPACUHBIX COKpaH_[eHI/If/’I.

IIpuaoskenne I'S. O0mue KpuTepnu TOKCHYHOCTH HanmoHAILHOT0 MHCTHTYTA paKa

CHIA CTCAE v5.0 (nepmMaTo10rn4eckasi TOKCHYHOCTD)

Ha3Banue Ha PYCCKOM  A3BIKC: O6H_II/IC KpUTCpUHU TOKCHYHOCTH HaHI/IOHaJ'ILHOFO
WHCTUTYTA paKa

OpurunanpHoe HazBanue: Common Terminology Criteria for Adverse Events

HcrouHuK:
https://ctep.cancer.gov/protocoldevelopment/electronic_applications/docs/CTCAE_v5_Quick R
eference_8.5x11.pdf

Tun: mxkaga oeHKn

Ha3nadeHue: olieHKa CTENEeHU TSKECTH ACPMATOJIOTHICCKUX HCKEIIATCIIbHBIX SIBIICHUI

Copepxanue, KI04:

Hexenarens CreneHs TsDKECTH
HOE sIBJICHNE
I I I v
AxHenono0Has [Manynsr u/nnm [amynsl u/nnn Manynsr u/unm JKuzneyrpoxatomue | Cmepts
CHITIb MyCTYJIbI, MYCTYJIBI, MyCTYJIBI, MOCTIEICTBHS;
MOKPBIBAOIIHE < HOKPBIBAIOIITHE MOKPBIBAIOIITHE > nanyJbl U/ 1
10% rutomiaau 10-30% 30% rutonau MYCTYJIBI,
MOBEPXHOCTH TeNa, IUIOINAAH MOBEPXHOCTH TeNa, HMOKPBIBAIOIIUE
CONPOBOXKAAOTCS / MIOBEPXHOCTHU COTIPOBOXKIAIOTCSA nro0o# % rutonaau
HE CONPOBOXKIAKOTCA | Tena, YMEPEHHBIMH WX MOBEPXHOCTH TeNa,
KOXKHBIM 3y/IOM WM | COINPOBOXIAIOTCS | BBIPAXKEHHBIMHU COIIPOBOXKAAIOTCS /
00JIC3HEHHOCTBIO / He CUMIITOMaMU; HE COMPOBOXKIAIOTCS
COIIPOBOXKAAIOTCS KO>KHBIM 3y/IOM WIJIH
KOXHBIM 3YI0M OTpaHHUYCHHUE 00J1€3HEHHOCTBIO;
WU MMOBCE/THEBHOM acCOLMUPYETCS C
00JIe3HEHHOCTBIO; | aKTHBHOCTH; pacmpocTpaHeHHO
cynepHuHpEKITHeH,
OTpHLIATENLHOE BO3MOJKHA HEo0X0aANMO
NICUXOJIOTHYECKOE | JIOKabHAs PUMEHEHUE
BO3/IEUCTBUE; cynepuHQpeKIys, BHYTPUBEHHBIX
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OrpaHUYCHIE
MOBCEIHEBHON
aKTHBHOCTH,

TIaITyJIbl ¥/ AN
ITYCTYJIBL,
MNOKPBIBAIOIIINC >
30% miomanu
MIOBEPXHOCTHU
Telna,
COMPOBOXKAAIOTCS
/ He
COMPOBOXKAAIOTCS
YMEpEeHHBIMHA
CUMITOMaMH
CBIIH

HEOOXOAUMO
IpUMCHCHUE
HepPOpPaATILHBIX
AHTHOAKTEPHATEHBIX
npenaparos

aHTUOAKTepUATBHBIX
MpernaparoB
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3yn

Cna0o0 BhIpaXXeHHBIN
WIH
JIOKQJTM30BaHHBIN
3ya; MMOKa3aHo
Hapy’>XKHOE JICUCHHE

Pacnpocrpanenn
bI
NIEPUOIUYECKHI
3yn,
COMPOBOXKAAOIIN
Hcs
N3MEHEHHUSIMU
KOXH B OTBET Ha
pacyechIBaHHs
(oTex,
oOpa3zoBaHme
Tarmy1,
9KCKOPHAIIWH,
TXeHU(PHUKALINH,
MOKHYyTHE/
KOPKH); TTOKa3aHO

PacnpoctpaneHHsbIit
MOCTOSIHHBIN 3y1I;
OTpaHUYCHHUE
caMo00CITy)KUBaHHS
WIIH HapyIICHHUE CHA;
MOKa3aHa CHCTeMHast
TJIIOKOKOPTHKOCTEPO
UIHAS/UMMYHOCYTIPE
CCHBHasl Teparnus

CHCTEMHOE
JICUEHHUE;
OrpaHUuYEHHE
NIOBCEAHEBHOU
aKTHBHOCTH
JlagonHo- MuHumanbHble YMepeHnuble BrlpaxeHHbIE
MIOJIOIIBEHHAS KIMHUYECKHE KIIMHUYECKHE KIIMHUYECKHE
SPUTPOAN3ECTE3N | TPOSBICHHUS: TIPOSIBIICHUSL: MPOSIBIICHUS:
s spUTeMa, nienyuieHue, HIeylIeHue,
OTeK, ITy3BIPH, OTEK, Iy3BIPH, OTEK,
THIIEpKepaTo3; THIIEpKepaTo3, TUIIepKepaTos,
reMopparuy; reMopparuy;
HeT 0oy,
KOHTaKTHas 60u1B;
HET HapyIIeHHs 00JIC3HEHHOCTb;
TIOBCETHEBHOU OrpaHHYeHHe
AKTHBHOCTH OTpaHHUYeHHe caMo00CITy>KUBaHUS
MOBCEIHEBHON
AKTUBHOCTH
ITaponuxun OTex HOTTEBOTO OTex HOTTeBOTO OrpaHudeHune
BaJIMKa WJIN BaJIMKa WIIH CHOCOOHOCTH K
spuUTEMa, sputemMa caMo00CITy’)KHBaHUIO
TIOBPEXKICHUE CONPOBOXKAACTCA | HEOOXOIMMO
KyTHKYJIBI 60J1B10; OTepaTHBHOE
aCCOLIMMPOBAH C BMEIIATENIbCTBO;
PacCIOEHUEM UK | NPUMEHEHUE
OTCIONKOM BHYTPUBEHHBIX
HOTTEBOM AHTHOAKTEPHATBHBIX
IUTACTUHEI; IpernapaTos;
OrpaHUYCHHE
MOBCETHEBHOM
AKTUBHOCTH;
HeoOxoanma
ToNu4ecKas
Teparnmus;
IIPUMEHEHHE
TIepopaIbHBIX
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IpernapaToB
(arTHOAKTEpHATD
HBIX,
MIPOTHBOTPHOKOB
BIX,
MIPOTUBOBUPYCHBI

X)

CyX0CTh KOXH

ITopaxenue <10%
TUTOLIAJTH
MOBEPXHOCTH TeNa,
HE
aCCOLMHPOBAHHOE C
3PUTEMOH WU

ITopaxenue 10—
30% mnomanu
MIOBEPXHOCTH
Tena,
aCCOLMMPOBAHHO
€ C 3pUTEMOH WU

Iopaxxenue >30%
TUTOLIAIH
MOBEPXHOCTH TeENa,
ACCOIMHPOBAHHOE C
3pUTEMOI UIIH
3yZIOM, OTpaHHUUYCHNE

3yIoM 3yAOM, COCOOHOCTH K
OTpaHHYEHUE CaMOoO0OCITy)KUBaHUIO
TIOBCETHEBHOM
AKTUBHOCTH
Anonenus Brimagenue Bojoc Brimagenue —

<50% 0T HOpMBI
KOHKPETHOTO
WHIUBHIYyMa,
HEOYEBUIHOC Ha
paccTostHuY,
3aMETHOE TOJIBKO
npy GJIU3KOM
PAacCMOTPEHUH;
MOXET
NOTpedOoBaThCS
U3MEHEHHE
MPUYECKH, YTOOBI
CKPBITh MPOSIBIICHUS
QJIOTICIINH, HO HE
TpeOyercs
NpUMEHEeHne
MapHKOB M
HIMHBOHOB

Boutoc >50% ot
HOPMBI
KOHKPETHOTO
WHAWBHAIYYMa,
OYEBUIHOE IS
OKPYKAIOIIHX;
TIPH JKEJTaHUH
MalueHTa CKPhITh
MIPOSIBIICHUS
aJIOTICIIVH,
TpeOyeTcst
MIpUMEHEHUE
TIAPUKOB U
[IHHBOHOB;
OTpHIATEIFHOE
MICUXO0JIOTHYECKOE
BO3JICIICTBUE;
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