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Cnmcok cokpameHui

AUTB — akTuBHpPOBaHHOE YaCTUYHOE TPOMOOIUIACTUHOBOE BpEMS
BI" — 60one3ub ['omie

3®T — 3amectutensHas pepMeHTHAs Tepanus

KT — xommnproTepHas ToMmorpadus

MPT — marauTHO-pe30HaHCHAsE TOMOTpadus

CPT — cyOcTpaTpenyuupyroias Tepanus

V3U — ynbTpa3ByKOBOE UCCIIEI0BAHNE

AJIT — ananmHaMuHOTpaHCcepasza

ACT - acmapratamMmuHOTpaHcdepasza
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TepMuHbI U onpeaeIeHUs

B-D-riaokonepedpo3uaasa (B-riawko3una3a) — JTU30COMHBIN (DEPMEHT, y4aCTBYIOIIHIA
B JIETPAJaLiH MPOTYKTOB KJIETOYHOT'O METa00IM3Ma

Kaerkn I'ome — neperpyxeHHble IUNUAAaMH Makpodaru, auamerp okono 70-80 MM,
OBAJIbHOM WJIM TTOJIMTOHAIBHOU (POPMBI ¢ OJI€THON TTEHUCTOM ITUTOTIA3MOM.

Koa6s1 Dpiienmeiiepa - ko6oo6pasnas aedopmanus AUCTAIBHBIX OTIEIOB O€IPEHHBIX
KOCTEH, BBISIBIIsIEMasi IPU peHTreHorpaduu

JH3UMOIMATHOCTHKA - METOJIbI JUArHOCTUKH OOJIe3HEH, MAaTOIOTUYECKUX COCTOSIHUNA H
MIPOLIECCOB, OCHOBAHHbBIC HA OMPEEICHUN aKTUBHOCTU SH3UMOB ((hepMEHTOB) B OMOIOTHYECKUX
KUJKOCTSAX.

3amecTuTesnbHasi (epMeHTHass Tepamusi (enzyme replacement therapy) — wmeron
JICYCHHSI TEHETUYECKHX 3a00JIeBaHNH, SBISIIOIINXCS PE3yJIbTaTOM OMOXUMHUYECKOH AUCHYHKINA
BCJIE/ICTBUE CHIDKEHUS aKTUBHOCTH (pepMEHTA.

CyOcTpaTpenyuupymomas Tepanusi — 3TO METOJ| JEUEHHUS JTU30COMHBIX OoJie3Hen
HAKOIUICHHUs, HAIPaBJICHHBIM Ha MOJABJICHHE MPOAYKIHMH CyOCTpaTa — ritokonepedpo3uaa (B

cirydae 6ose3nu ['o1e), OTKIIagbpIBAOIIETOCs B IUTOIUIA3ME MaKpodaros.
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1. KpaTkas nagopmManus mo 3a00J1eBAHNI0 UM COCTOSTHHUIO (rpynme

3a200J1eBAHUIT UJIM COCTOSIHUIA)

1.1 Omnpeneaenne 3a00j1eBaHUs MW _COCTOSIHHMSL _(IpyInbl__3a00J1€BAHMH _WJIH

COCTOSIHM)

Boaesns IN'ome — Hanbosee yacras popma U3 peiKUX HACIEICTBEHHBIX (PepMEHTONATHIA,

00BEIMHEHHBIX B TPYIIY JU30COMHBIX 00JIE3HEH HAKOTUICHHS

1.2 ITHOJOrUS M IATOreHe3 3200JeBaAHNH HJIH COCTOSHUSA (IrPyHNbI 32001eBAHNN WJIN

COCTOSIHM)

B ocHoBe 3a0oneBaHus JIEKHUT HACIEICTBEHHBIM JePUIMUT aKTUBHOCTH [3-D-
roKonepedpo3uaassl  (B-rarOKo3uIa3bl) — JIM30COMHOTO  (pepMeHTa, YYacTBYIOLIETO B
JeTpajiallii MPOIYKTOB KiieTouHoro Merabonu3ma [1-5]. Bonesnn ['omie Hacnemyercs 1o
ayTOCOMHO-pPELIECCUBHOMY MexaHu3My. B ocHoBe 3aboneBanus Jjexar myrtanuu reHa [-D-
TIIIOKOIepeOpo3raa3bl, B XpoMocoMmHOM obmactu 1922 [3,4]. IlpucyrcTBue OuaIeIbHBIX
MaTOreHHBIX BapuaHTOB reHa GBA compoBokaercsi CHUKEHHEM KaTAIUTUYECKOW aKTUBHOCTHU
TIIIOKOIEpeOpO3nIa3bl, UYTO TPUBOIUT K HAKOIUIGHMIO B  JIM30COMax  Makpodaros
HEYTHJIN3UPOBAHHBIX JIMITHIOB U 00Pa30BaHUIO XapaKTEPHBIX KIETOK HAaKOIIeHH (KieTok [ orre)
— TeperpyXeHHbIX Junuaamu makpodaros. CieacTBUEM JaHHOTO MeTa0oIudeckoro naedekra
SBIISTFOTCSL:

1. XpoHHYecKasi akTUBalUsl MaKpo(daraibHON CUCTEMBI;
2. AyYTOKpUHHAs CTUMYJISLUS MOHOIIMTOIIO33a U YBEIMYEHUE a0COIIOTHOTO

KOJIMYeCcTBa Makpo(aroB B MecTax «()U3MOJIOTHYECKOTO JOMay: Cele3eHKa, MEYEHb,

KOCTHBIM MO3I, CJIEICTBHEM 4YEro SBISIIOTCA CIUIEHOMETaiMs, TIemnaToMeraius,

MHQUIbTpALUs KOCTHOTO MO3Ta;

3. Hapymenne PEryasaTOPHBIX byHKIUI Makpo@daros, 4TO,

HPENOI0KUTENBHO, JIEKHUT B OCHOBE IIUTONEHUYECKOT0 CUHPOMAa M OPaKEHUsI KOCTHO-

CycTaBHOU cucTeMsl [4,6].

1.3 DnuaeMuoJorus 3a00JeBaHUA WJIHM COCTOAHMA (rpynnbl 3a00J1eBAHUN WM

COCTOSIHM)

bonesns [N'omre Betpewaerces ¢ wacroron ot 1:40 000 no 1:100 000 y mpencraBureneid Bcex

STHUYECKUX TPYII; B MOMYJSAIHMH €BpECB-alllKeHa3W 4acToTa 3abojeBanus gocturaet 1:45 [7].
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Pacnipoctpanennocts 60me3nu [Nomre cpenu B3pocnoro Hacenenus Poccuu B 2019 roay cocraBuia
1: 360 000 [8], pacnpocTpaHeHHOCTh 3a00JI€BaHUsI cpeau JeTckoro Hacenaenus B 2015 romy

cocraBmia 0,32 : 100 000 nerckoro Hacenenus [9].

1.4 Oco0eHHOCTH KOAHPOBAHNS 3200JeBAHNS HJIM COCTOSTHUS (IPYNILI 32001eBaHNI

WIN _COCTOsIHMI) 10 MeXIyHAPOJAHOI CTATHCTHYECKOH KJaaccupukanuu 0GoJie3Held M

npo0.JieM, CBA3AHHbBIX CO 3/I0POBLEM

PyGpuka E75.2 — [Ipyrue cuHTOIUINI03BI.

1.5 Kuaccudukanuss 3a001eBaHusl WJIHM COCTOSAHUSA (rpynnbl 3a0o0JeBaHUii MM

COCTOSTHMI)

B cootBercTBMM ¢ HanuuueM uiu otcyrcTBueM nopaxenus LIHC u ero ocobenHocTsiMu
BBIJICJIAIOT TpU TUIA Oosie3Hu [Nome:

o TN | — 6€3 HEeBpOJOrMUecKUX MpOsBICHUH, HanboIee YacThlii BapUaHT
3abosieBanus1, Habmromaercs y 94% nanuenrtos ¢ BI' [10];

. Tun II (ocTphlil HelipoHONATHYECKNH) — BCTpEeYaeTcs y AETel paHHEro
BO3pPacTa, OTJIMYAETCS MPOrPECCUPYIONIMM TE€YeHHEM U TspkesbiM nopaxenuem LHC,
BEJIYIIUM K JIETAIbBHOMY UCXO/y (0OJIbHBIE PEJIKO TOKUBAIOT JI0 BO3pacTa 2 JeT);

. Tun Il (xponmueckuii HelipoHomaTuyeckmii) — oObeauHsET Ooiee
Pa3HOPOAHYIO TPYHIY HAlUEHTOB, Y KOTOPHIX HEBPOJOTHYECKHE OCIOKHEHUSI MOTYT
IPOSBIISATHCS KaK B paHHEM, TaK U B IIOJIPOCTKOBOM BO3pacTe.

Tun I sBisercss HanOosee YacTbIM KIMHUYECKUM BapuaHToM BI' m BeTpewaercs kak y
nerei, Tak M 'y B3pociblX. CpeaHuil Bo3pacT OOJIbHBIX B MOMEHT MaHH(pecTauuu 3a00JaeBaHus
cocrasisieT oT 30 10 40 net. CrieKTp KIMHUYECKUX MTPOSBICHUI OY€Hb INUPOKUIA: Ha OJHOM KOHLIE
— «OeccumnTomuble» nanueHTsl (10—25%), Ha npyroM — OOJNbHBIE C TAKEIIBIM TEUEHHEM:
MacCHBHOM renato- u CIieHOMerajanei, riry0okoi aneMuei 1 TpoMOOLIMTONIEHUEN, BEIPAXKEHHBIM
UCTOIIEHUEM U TSKEIbIMHU, YTPOXKAIOUMMH KM3HH OCIOXHEHUSAMHU (TeMopparuu, MH(apKThI
CEJIe3eHKH, NECTPYKIUs KocTel). B mpomexyTke MeXAy 3TUMH NOJSPHBIMU KIMHUYECKUMU
rpynnamMu HaxoAsTcsl OOJNbHBIE C YMEPEHHOH TIenaTroCIIEHOMETalued M MOYTH HOPMalbHBIM
COCTaBOM KpPOBH, C MOpaK€HHEM KocTeil miam 6e3 Hero. Y nereil HaOdromaeTcss OTCTaBaHHE B
(¢U3MUeCKOM M TIOJIOBOM DAa3BUTHM; XapaKTepHa CBOeOoOpa3Has TMIEPIUTMEHTAlUs KOXHBIX

MIOKPOBOB B 00JIACTH KOJICHHBIX U JIOKTEBBIX CYCTaBOB [7].
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IIpu 60Js1e3nu I'ome Il TUNA OCHOBHBIE CUMNTOMBI MOSIBJISIIOTCS B TIEPBbIE 6 MECSIIEB
*Ku3HU. Ha paHHHX cTamusx 3a00eBaHMsl OTMEUAIOTCS MBIIIEYHAS THIIOTOHHS, 3aJlepKKa U
perpecc MNCUXOMOTOpHOro pas3BuTHs. I[lo Mepe mporpeccupoBaHusi OOJE3HH TOSBISIOTCS
CHACTHUYHOCTb C XapaKTEPHOU peTpakilieil 1meu U crudaHrueM KOHEYHOCTEH, T71a30ABUTraTeIbHbIE
HapYIICHUS C Pa3BUTHEM CXOJAILIETrOCs KOCOTJasus, JIapuHrocnasM U aucharusi. XapakTepHbI
OynbOapHbIe HAPYIICHHUS ¢ YaCTHIMH aCTIUPALUSMH, PUBOJISAIINE K CMEPTH OOJIBHOTO OT arHod,
aCTMPalMOHHON MHEBMOHUHM WJINM TUCPYHKIUHU ABIXAaTEJBHOTO IIEHTpa TOJOBHOTO Mo3ra. Ha
MO3IHUX CTaUSAX Pa3BUBAIOTCA TOHUKO-KJIOHMYECKHUE CYIOPOKHBIE IPUCTYIIbI, PE3UCTEHTHBIE K
TEpaluy MPOTHBOSIMICHTHYCCKMMK npenapatamu  [11-13]. 3abosneBaHue NPUBOIUT K
JeTaTbHOMY HCXOJly Ha IIEPBOM-BTOPOM IOy KU3HU peOCHKa.

IIpu 6os1e3au I'ome III THNa HEBPOJIOrMYECKHE CUMITOMBI BO3HUKAIOT MO3JHEE, KaK
npaBuio, B Bo3pacte 6—15 mner. XapakTepHbIM CHUMITOMOM CIYKUT THape3 MBIIIII,
WHHEPBUPYEMbIX TJ1a30/IBUraTeNIbHBIM HEPBOM. MoOryT HaO0aThCsd MHOKIOHHYECKHE U
FEeHEpAIM30BaHHbIE  TOHUKO-KJIOHUYECKUE CYJOpPOTH, TMOSABISAIOTCA U IPOrPECCUPYIOT
OKCTpAanMpaMHUIHAS PUTUIHOCTD, CHIDKEHHE WHTEIUIEKTa, TPHU3M, JIMLEBbIE TPUMACHI, Aucharus,
napuHrocnasMm. CTeneHb HWHTEJUIEKTYaJIbHbIX HApYyIIEHWH BapbUpPYEeT OT HE3HAUYUTEIbHBIX
M3MEHEHUHN JTMYHOCTH JI0 TSDKENoW JAeMeHUUU. MoryT HabIo1aThCsl MO3)KEUKOBBIC HApYIICHUS,
paccTpoiicTBa peuu U mUchbMa, MOBEACHYECKNE U3MEHEHUSs, SMNU30/1bl IIcuxo3a. B OosbinHCTBE
Clly4aeB TeueHue 3a0osieBaHMsI — MEAJIEHHO Iporpeccupyoliee. JleTanbHblil HCX0J HACTyIMaeT
BCJIEZICTBUE TSHKEJIOrO MOPAKEHUS JIETKUX U NedeHU. [IpoIoIKUTEeIbHOCTD )KU3HU MMALIUEHTOB C

bI' 11l Tuna mosxet nocturate 12—17 ner, B eAMHUYHBIX ciydasx — 30—40 ner.

1.6 Knunnyeckas KapTHuHa 3200J1€eBaHHUsI MJIM COCTOSTHUS (rpynnbl 3200J1€BaHMI WJIH

COCTOSIHMI)

OcHOBHbIE KIMHUYECKHE MposiBiaeHUs bl BKiIIOUaloT cryieHOMeranuio, remaroMerainuio,
LIUTOIECHUIO U MOPAKEHUE KOCTEH.

CnieHoMeranusi — celie3eHKa MOKeT ObITh yBenudeHa B 5—8(0 pa3 mo CpaBHEHHUIO C
HopMmo#i. Ilo Mepe mporpeccHpoBaHHsl CIUICHOMETAIMHM B CEJIE€3€HKE MOTYT pa3BUBAThCA
UH(DAPKTHI, KOTOPbIE, KaK MPABHUJIO, HE UMEIOT KIMHUYECKHUX MposiBieHui [14—16].

I'emaTtomeraamus — pasmepbl Ie4eHU OOBIYHO yBennuuBaioTcs B 2—4 paza. [lpu Y3U
MOTYT BBISBIISITHCS OUYaroBble MOPaKEHUS IEYCHU, KOTOPBIC, TPEAIONIOKUTEIBHO, SBISIOTCS
clleZicTBUEM uiieMuu U ¢puodposa. OyHKIMA MEYSHH, KaK MPaBUIIO, HE CTPaJaeT, oJHako y 30—
50%  OonmpHBIX  OTMEYaeTcss HeOOJBIIOE  MOBBIIIEHHE AKTUBHOCTU  CHIBOPOTOUHBIX

aMHHOTpaHcdepa3s, 00bIYHO He OoJtee ueM B 2 pasa, u3peaka — B 7—~8 pas [4,14,15].
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HuTonenuyeckuii CHHAPOM - HauboJiee paHHUM U XapaKTEPHBIM MPOSBICHUEM CITY>KUT
TPOMOOIIMTONEHHUS CO CIIOHTAaHHBIM FeMOPParn4eCKUM CHHIPOMOM B BUJI€ TOJKOKHBIX TEMAaTOM,
KPOBOTOYMBOCTH CJIM3HUCTHIX O0OJIOUEK WM JUIUTEIBHBIMH KPOBOTCUCHHSIMH MOCIE MAaJIbIX
ONEpaTUBHBIX BMEIATENIbCTB. B jganmpHeiilieM pa3BUBAaIOTCS aHEeMUs M JICHKOMEHHsS C
OTHOCUTENIbHBIM  JTUMQOLUTO30M U aOCONIOTHOM HEWUTPOINEHUeH, OJIHAKO OYEBHIHOTO
HOBBILICHUS YacTOThI MH()EKIIMOHHBIX 3a00JICBaHUI y MAllMEHTOB He Habmoxaercs [4,14,15,17].
Ilopa:kenne kocteii BappupyeT OT OECCHUMIITOMHOM OCTEONEHHMHM U KOJIO00Opa3zHOU
nedopMaIuy TUCTalbHBIX OTACIIOB OSPEHHBIX KOCcTel (KOJI0BI DpiieHMelepa) 10 TsHKEJICHIIEero
OCTEONopo3a M HIIEMHYECKHX (aBacKyJsSpHBIX) HEKPO30B C Pa3BUTHEM BTOPHYHBIX
octeoapTpo3oB. llopakeHne KOCTHO-CYCTaBHOM CHUCTEMBI MOYXKET IPOSBIATHCS OCTPBIMU HIIN
XpPOHMYECKMMH  OOJIIMH, TIaTOJIOTMYECKUMHU TMEpeoMaMH M Pa3BUTHEM HEOOpaTHUMBIX
opTonenuyeckux Ae(eKToB, TPEOYIOUMX ONEepPaTUBHOrO JIeYeHHs (PHIOMPOTE3UPOBAHUS
cyctaBoB). Jlyig getell 1 MOJIOJBIX B3POCIBIX XapaKTEPHO pa3BUTHE, TaK HA3BIBAEMBIX, KOCTHBIX
KPH30B — JIH30/I0B CUJIBHEUIINX OCCAJITUN, COMPOBOXKIAIOIIMXCS JUXOPAIKON U MECTHBIMHU
OCTPOBOCHAIMTEIbHBIMA CUMOTOMaMU (OTEK, IOKPACHEHUE), CUMYJIUPYIOUIUMH KapTUHY
ocreomuenura. GakTopoM pUCKa Pa3BUTHUsI KOCTHBIX KPU30B M TSHKEIOTO MOPAXKEHHsS] KOCTHO-
CyCTaBHOM  CHCTEMBbI  SIBJISIETCS  CIUICHOKTOMHSA, Mpelpacrojararmomas K  Pa3BUTHIO
TUIEPKOAryJSIIMOHHOTO CHUHAPOMA M HIIEMHYECKOMY MOpPAXEHHIO KOCTeH (OCTEOHEKpO3bl),
JeXalieMy B OCHOBE KOCTHBIX Kpu3oB [4,18,19]. [TopakeHre KOCTHO-CYCTaBHON CHUCTEMBI, KaKk
MPaBUIIO, SIBIISIETCS OCHOBHOM KiIMHWYeckoi mpobnemoit mpu BI' I Tuna, ompenenser TsokecThb
TeueHHs 3a00JIeBaHUs U KauecTBO u3HM nmarueHtoB [15,20]. V marmentor BI' 1l Tuna koctHas
NATOJIOTUS IPOSABIISAETCS B BUJE AepopManvii rpyJHON KJIETKHU U BBIPAKEHHOT0 KU(OCKOIN03a C
HAJIMYMEM HITH OTCYTCTBHEM KOCTHBIX 00JIeH M KOCTHBIX Kpru30B [21-23].
Cumnrombl nopaxenus LTHC nabmaronarorces ToIbKO NpH HeWpoHonaTHueckux tTunax bI’
y aeret (tunsl 11 u III) u mMoryr BkItOYaTh I1a30/IBUTATENIbHYIO AllPAKCHIO MIIM CXOJSIIEecs
KOCOIJIa3ue, AaTaKCUIO, HapyUIeHHs] YYBCTBUTEIBHOCTH U MPOTPECCUPYIOIIYIO0 IOTEPIO
UHTEJJIEKTAa, MHOKJIOHUYECKHE W TEHEPAIN30BAHHBIE TOHHKO-KIOHHMYECKHE CYJIOpOrH,
HKCTPAIMPAMUIHYIO PUTHAHOCTD, CHUKEHHUE UHTEIJIEKTA, TPU3M, JIMLEBbIE TPUMAChI, 1UC(aruio,
napuHrocnasM. CTeneHb HWHTEIUIEKTYalbHBIX HApYIIEHWH BapbUpPYeT OT HE3HAYMTENbHBIX
M3MEHEHUHN JINYHOCTU /0 TSDKEJOW JeMEHIIMH, NOBeeHYeCKne M3MEHEHUs, 3IMU30/bl NICHX03a
[4,15].
ITopa:xenue serkux Bcrpevaercs y 1—2% mnanuentos, npu bI' | Tuna npu mymmtensHoM
OTCYTCTBUH CIIEUU(UIECKOTO JICUEHUS, IPEUMYILECTBEHHO, Y TIEPEHECIINX CIUIEHIKTOMHUIO, PU

BI' Il u Il TumoB BHE 3aBUCHUMOCTM OT pa3MepoOB cele3eHKH B jaedroTe 3aboseBaHUs, U
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IIPOSIBIIAETCS KaK MHTEPCTULHAIBHOE IMOPAKEHUE JIETKUX WM MOPAKCHHUE JIETOYHBIX COCYIIOB C

pa3BUTHEM CHMIITOMOB JISTOYHOM runeprensuu [4,15].

2. IluarHocTuKa 3a00/1eBaHNS WIN COCTOSIHUSA (Tpynnbl 3200/1eBaHUI
WM COCTOSIHMI), MEIMIMHCKHE NIOKA3aHUA M NIPOTHBOINOKA3AHUA K

INPUMEHCHHUIO METOA0B THATHOCTUKH

Ipeosapumenvuolii  ouacno3 6onesnu lowe ycmauasiueaemcsi HA — OCHOBAHUU
XapakmepHou KIUHUYECKOU KApmumbl (CHIeHoMe2anus w/unu cenamomezanus, 1-3 pocmkogas
YumoneHus, NPUSHAKU BOBNEUEeHUsI KOCMHO-CYCMABHOU cucmembvl, cM. pazder 1.6) u
O0OHAPYIHCEHUS MHOSOYUCTIEHHBIX KaemoK lowe 6 yumonocudeckux u/uiu 2ucmonoudecKux
npenapamax Kocmuoz2o mosea. Oxonuamenvusiii ouazno3 bl eepuguyupyemcesa pesynomamamu
OHZUMOOUACHOCMUKU — —  UCCNIe008aHUs — bema-enoKoyepedpo3udasvl  KiemoKk Kposu U
pe3yibmamamt. MOJeKYIsAPHO-eeHemuyecko2o ucciedosanus (Komnnexc uccrneoosanuii 07

ouaenocmuxu 6ones3nu I'owe), gvlasnaowe2o OUALIENLHYIO MyMAYUuio 2eHa 2I0Koyepeopo3udasvl

(GBA) [4,15].

2.1 ’Kaj100LI 1 aHAMHE3

PexoMenayercsi npu cOOpe aHAMHE3a U JKaI00 y BCEX MAlMEHTOB C MOJ03pEeHUEM Ha 00JIe3Hb
[ome 0OpaTHUTh BHMMAaHWE HA HAJIMYUE W BBIPAKEHHOCTh HaMOOJEE pPaCHpPOCTPAHEHHBIX
NpOSIBIICHUH 3a00NeBaHUS C IIENbI0 JUArHOCTHKH, IU(PQPEpEHINATBHON TUarHOCTUKU |
OIIpEJICTICHUS CTETICHU TsDKECTH 3aboneBanus [7,24—29]:

e CceMeiHBI aHaMHe3 (HaJIW4YMe YCTAaHOBJIEHHOTO JWarHo3a Ooje3Hn [ome wim
XapaKTCPHBIX CUMIITOMOB 3a001€BaHNsA y pO)ICTBCHHI/IKOB), HAaIITUOHAJIBHOCTH
(pacripocTpaHeHHOCTB OoJie3HU [ o111e BhIIIE B TOMYJISIIMKA €BPEEB allIKEHA3H);

® CHUMITOMBI aCTeHHHU: cIa0OCTh, YTOMIISIEMOCTh, HU3Kas MEPEHOCHUMOCTb (U3UUECKOM
Harpys3KH;

® CHMITOMBI, aCCOIMUPOBAHHBIC C HAIMYHMEM TPOMOOIUTONECHUH W/MIM KOAryJIOTaTHH:
CTIIOHTAHHBI KOXXHO-CIIM3UCTBIA TeMOPPAarHYecKUii CHUHIPOM, KPOBOTEUEHHS IIOCTE
XUPYPTrHYECKUX MM CTOMATOJIOTUYECKUX BMEIIATENIbCTB;

® CHUMIITOMBI, AaCCOOUHUPOBAHHBIC C HAJIUYHUEM TICHATOCIINICHOMECTAJINN: ’)KaloObl  Ha
yBEIMYEHHUE )KUBOTA B 00bEME, TSKECTh B )KUBOTE;

® CHUMIITOMBI, aCCOIIMUPOBAHHBIC C TOPAKCHUEM KOCTHO'CYCTaBHOﬁ CHUCTEMBI. CBCICHUA O
KOCTHBIX KpPH3axX B aHAMHE3€, HAJTMYUH MATOJIOTHYECKHUX ITePEIOMOB, OOJIEBOTO CHHAPOMA

B KOCTAX M CyCTaBaX, HAPYUICHUA ITOXOJKH,
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CUMITOMBI, aCCOIMUPOBAHHBIC C HAJIMYUEM JICTOYHON TrHunepTeH3ud (y OONBHBIX,
MEPEHECIINX CIICHIKTOMHIO): OJBIIIKA, YTOMIIIEMOCTh TpPH (PU3NYCCKOW Harpyske,
TUCKOMGOPT B TPYTHON KIIETKE, CHHKOMAIBHBIC COCTOSHUS;
JIAHHBIE O CIICHIKTOMHUH B aHAMHE3E;
CUMIITOMBI, aCCOLIMMPOBAHHEIE C MOPAKECHUEM HEPBHOW CHCTEMBI (Y B3POCIBIX ITAIIMEHTOB
npu 6one3nu ['ome Il Tuma): rmasonBurarenbHas ampakcHs, CXOJAIIEECs KOCOTJIa3ue,
MHOKJIOHHUYECKHE u reHEepPAIM30BAHHBIE TOHHMKO-KJIOHUYECKHUE CyIOpOTH,
IKCTpANUPAMUIHAS PUTUIHOCTb.
YpoBenb yoenurteabHOCcTH pekoMenaanuii C (YypoBeHb J0CTOBEPHOCTH

0KA3aTeJbCTB — 4)

2.2 duzukajabHoe 00cae10BaAHHE

PEKOMeHHyETCH IIpu Q)HSHKaHBHOM HCCJIICAJOBAHUM Yy BCCX MMAIITUCHTOB C TIOAO3PCHUCM Ha 00J1e3Hb

["omre oreHUTH cienyromue GakTopsl ¢ LHETbI0 TUATHOCTUKYU, JU( hepeHInaabHON TMarHOCTUKA

U OIpeIeIICHHs CTEIIEHN TshKeCTH 3a0oseBanus [7,24-29]:

COCTOSIHME TMTaHMs: WHAEKC Macchl Tena (ans manueHtoB ¢ Bl xapakrepen nedumur
MaccChl Tela);

Hajiuyue  OJIEMHOCTH  KOXKHBIX  IIOKPOBOB,  CIIOHTAHHOI'O  KOKHO-CJIM3MCTOIO
reMOPpParu4eckoro CUHAPOMa;

HaJIMYUe U CTENEHb YBEJIMYECHUs Pa3MEpOB CEJIE3€HKU U MEeUeHU, HaJM4ue pyolia rnocie
CIUIEHIKTOMUU;

MOpaXEHHE KOCTHO-CYCTaBHOM CHCTEMBbI: HapylleHue (OopMbl KOCTEH, JJIMHBI
KOHEYHOCTEH, MOJBUKHOCTU CyCTaBOB, HAJTMYME MECTHBIX CUMIITOMOB BOocHalleHUs (IIpH
MOJI03PEHUH Ha KOCTHBIN KPH3);

KJIMHUYECKHE W AayCKYJbTAaTUBHBIE IPU3HAKU JIETOYHOW TUIIEPTEH3UU: aKpOLUAaHO3,
M3MEHEHHUE MajbleB PYK M0 TUIY «O0apabaHHbBIX MaJOYEK» U HOTTEBBIX IJIACTHH MO TUITY
«4acOBBIX CTEKOJI», Ha0yXaHue sIpeMHOM BEHbI, aKIEHT U pacuierieHue |l Tona cepama
HaJ JIETOYHOM apTepHue, IIyM TPUKYCIUAAIBHON HEJOCTaTOUHOCTH.

MPU3HAKK BOBJICUEHUS HEPBHOM CHCTEMBI: TJIa30/BUTaTeNbHAsl alpakchs, CXOJseecs
KOCOIJIa3ue, IKCTpanupamMHIHas pUTHAHOCTH (Mpu mojo3peHuu Ha Oone3nb [ome |1
THUIIA).

YpoBens yoeauteabHocTu pekoMenaanunii C (ypoBeHb 10CTOBEPHOCTH

J0KAa3aTeJIbCTB — 4)
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2.3 JIaGopaTopHbIe TMATHOCTHYECKHE HCCIe10BAHUS

PexoMenayercss BceM manueHTaMm ¢ nojo3peHueM Ha bBIT ana Bepudukanmm auarsosa
MIPOBE/ICHUE:
e DHH3UMOJHATHOCTHKHU — MCCIIeI0BaHNe OeTa-TIIoKoepeOpo3uaassl KieTok kposu [4,19];
®  MOJICKYJISIPHO-TEHETUYECKOM TMArHOCTUKU Oone3nu ['omie — mouck myranuii B rene GBA

(Komrutekc ucciemoBanuii it AMarHocTuku 6ose3nu [omre) [4,15].

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH

JI0KA3aTeJILCTB — 4)

KomMmeHnTapuu: ucciedosarnue bema-enioxoyepeoposudasvl Kiemox Kposu — ouacno3 bl
nOOMEEPHCOAemcsi NPU CHUICEHUU AKMUBHOCIU (epMenma Hudice peqhepeHCHbIX 3HAYeHU.
Cmenenb CHUdICEHUs AKMUBHOCU (hepMeHma He KOppeaupyem ¢ msANCeCmblo KIUHUYECKUX
nposGIeHUll U meyeHuem 3a0071e6aHUsl.

MornekymsipHO-TeHeTHYeCKasl TMarHoCTuKa O0one3nu lome (komniexkc ucciedoganui 0
ouaznocmuxu 6onesnu I'owe) nossonsiem epugpuyuposamov ouacnos bl 6 cnyuae 6visignenus
buannenvuvix namozeHuvix sapuanmos 2ena GBA.

Lumonocuueckoe uccredosanue MasKka KOCMHO20 MO32a4 (MUELOSPAMMA) U/ UTU
yumoao2uieckoe ucciedosanue OmneyamKo8 mpenaHoouonmama KOCmHo20 M032a No3607sem
8bISABUNMD NAMOCHOMOHUYHBLE 0151 DONIe3HU [ oule MHO2OUUCTIEeHHbIE MAKPOG AU, nepecpylceHHble
aunudamu - xiemxu I owe. Oonaxo umanuyue unu omcymcmeue xkiemox lowe 6 npenapamax
KOCMHO20 M0O32a He ABNIAemcs Kpumepuem noOmeepicOeHus: Uy UCKIIOYeHUs. OuacHo3a 6oae3Hu
Towe. MHspeoka eounHuuHvle KIemKu ¢ aManocuyHou mopgonocueu (ncesdo-Iowe kiemxu)
ecmpeyaromcesi npu Opyeux 3a00J1e6aHUsX, CONPOBONCOAIOUUXC NOBLLUEHHOU OecmpyKyuell
KAeMOK, Hanpumep, npu XpOHULECKOM MUeL0aelKo3e U TUMPOnporupepamueHvlx 3a001e6aHUsX
U ompadxgcarom nepecpy3Ky MaKpo@acaibHol cucmemsvl NPOOYKmMamu 0e2pacayuu Kiemox
JletikeMUuiecko2o KioHa. Bmecme ¢ mem, omcymcemaue kiemok Iowe 6 npenapamax KOCmMHO20
MO32a MOdcem ompax)cams mexHuieckue 0coOeHHOCmU NpucomoeieHus maska: kiemxu I oue

JIe2KO paspyuwlaomes w/unu npucymcmeyrom Ha nepugepuu Maska — 8 30HAX, 0ObIYHO He
H008eP2aroWUxcs NPOCMOmp) .

y B3POC/bIX NAYUeHmos ¢ n0003peHueM na bI' yumonocudeckoe uccnedosanue Maskd

KOCmMHO20 Mo032a (MUEﬂOZpClMMd) u/unu yumoJjocudeckoe ucciedosanue  OMnedamrKos
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mpenanoouonmama KOCMHO20 MO032a NPOBOOAMCA, KAK Npasunio, 00 IH3UMOOUASHOCHUKU
(uccneoosanus bema-anoKoyepedpo3Udassbl Kiemok Kpoei) NOCKONbKY UMeem Yeablo UCKII0YUMb
OUACHO3 2eMOONACMO3a UNU HEONYXO0Ie8blX 3a00Ne6aHUL CUCTNEMb] KPOBU, XAPAKMEPUZVIOUWUXCS
CXOOHOU — KIUHUYECKOU  CUMNMOMAMUKOU  (2enamocnjieHome2anuss U — Yumonewus) u
8CMpeuaruuxcs 8 oowell NONYIAYUY HaceleHus 2opasoo yawe, yem Bl Y oemeil, nanpomus,
bonesHeHHOe UCCLe008aHUe KOCMHO20 MO0324 UenecooOpasHo npoeooums moabKo Nocie
NONYYeHUs  pe3yIbmamos — IH3UMOOUACHOCMUKU, — GbIAGUSUUX  HOPMATbHYIO  AKMUBHOCHb
2noKoyepedbposudassvl U, maxkum obpaszom, uckmouyuswux ouaznos bI, wacmoma xomopoii 6

0emcKoil Nonyasyuu évluie, yem yacmoma 2emooiacmosos [30].

Pexomenyercsi: MPOBEJICHUE BCEM IMTAI[ICHTaM C BIIEPBBIC YCTAHOBICHHBIM JrarHo3oM Bl s
OIPE/ICNICHUs] CTeNeHU TskeCcTH BI' M BBISBICHUS COMYTCTBYOLICH MATOJIOTHH, BIHSIOLICH Ha
XapakTep KIMHUYECKHX TMPOSBICHUN H TsDKeCTh TedeHHs bBI, CIeOyoIuX pyTHHHBIX
UCCIICJOBAHNMN:
e 00wt (KIMHUYECKUI) aHaIM3 KPOBH, pa3BepHyThIit [15,16,31];
YpoBenb  yOenurteabHocTH ~ pekomennamuii C  (YpoBeHb  J10CTOBEPHOCTH

JI0KA3aTeIbCTB — 3)

e 00mMii (KIMHUYECKHI) aHanu3 Moun [32—-35];
Yposenb  yOenurenbHocTH  pekoMengauumidi  C  (YpoBeHb  10CTOBEPHOCTH
10KA3aTeIbCTB — 3)
® aHaJIM3 KPOBU OMOXMMUYECKHUI 00IIeTepaneBTHUECKUNA:

O WCCIIeIOBaHWE YPOBHs OOIIero OunMpyOMHa B KPOBH, HCCIEAOBAHHUE YPOBHS
OmnpyOrHa CBA3aHHOTO (KOHBIOTUPOBAHHOTO) B KPOBHU, MCCJIEIOBAHUE YPOBHS
OmnMpyOnHa CBOOOJHOTO (HEKOHBIOTHPOBAHHOTO), OMpeeNieHne aKTHBHOCTU
raMma-rIroTaMuITpancdepassl B KPOBH, OMpPENEICHHEe aKTUBHOCTU MIENOYHOM
docdarassl B KpoBU C IENbI0 HMCKIIOYEHUS CHHApOMa XojecTaza Ha (oHe
crienudpryeckoil ”HPUIBTPALUY MedeHu pu Oone3uu [ome [36]

O OIlpeliesIeHue aKTUBHOCTH aclapTaTaMMHOTpaHc(depasbl B KpPOBH, ONpeIesieHHe
AKTUBHOCTH allaHMHAMUHOTpaHc(epa3bl B KpPOBHU, OMpeAelieHUe aKTUBHOCTH
JAKTATAETUAPOTEHA3Bl B KPOBH TSI HCKITFOUCHUS IIUTOJIMTHYECKOTO CHHAPOMA Ha
¢one cnennpuueckoil HHGUIBTPALUU 1eueHu npu oonesnu [ome [36,37];

O HCCcIeloBaHuEe YPOBHS 0011ero Oeska B KPOBH, UCCIIEI0OBAaHUE YPOBHS abOyMHHA

B KpOBH, OIIPCACIICHUC aJIL6yMI/IH/TJ106yJ'II/IHOBOF0 COOTHOLICHUSA B KPOBH C LCIIBIO
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WCKITIOUYCHHST HaApYIICHUS OCIKOBO-CHHTETHYECKOW (YHKIIMU TIedyeHHW Ha (oHe
crienuduueckoit nHPUIbTpanuu mnpu oonesnu ['ome [36];

O HCCIICJIOBAaHHWE YPOBHS  XOJECTEPHHA B KPOBH, HCCIICAOBAHUE YPOBHS
TPUIIIULEPUIOB B KPOBH, UCCICAOBAHHE YPOBHS XOJIECTEPHHA JIMIIONPOTCHHOB
HH3KOi1 INIOTHOCTH B KPOBH, HCCJICJIOBAHUE YPOBHSI XOJICCTEPHHA JIMIIONPOTEHHOB
BBICOKOH IIJIOTHOCTH B KPOBH C ICNbI0 HMCKJIFOUCHHS HApYIICHUS JIUIUIHOTO
oOMeHa, KaKk OTpaXeHUsI akTUBHOCTH Oosie3nu ['ome [38—41];

O HCCJIEIOBAaHUE YPOBHS TIJIIOKO3BI B  KPOBH C  IIEIBI0  HCKIFOYCHUS

HUHCYJIMHOPE3UCTEHTHOCTH M caxapHoro auadera [41]

YpoBeHb yoenuTeabHOCTH pekoMeHaanuii C (ypoBeHb J0CTOBEPHOCTH JA0KA3aTENbCTB - 4)

WCCJICIOBAHNE YPOBHS Kelie3a ChIBOPOTKH KPOBH, MCCIIEIOBAHUE JKEIC30CBI3bIBAIOIICH
CIIOCOOHOCTH CHIBOPOTKH, WCCIICIOBAaHHE ypPOBHS (DeppUTHHA B KPOBH, HCCIICIOBAHHE
yYpOBHsI TpaHC(heppuHa CHIBOPOTKM KPOBH, MCCJICIOBAaHHWE HACHIIICHUS TpaHCc(eppuHa
JKEJIE30M C IEJIbIO BBIABICHUS XapaKTePHBIX JijIs OoJie3Hu I o1re n3MeHeHUH MeTabonu3mMa
JKele3a, aCCOLMUPOBAHHBIX ¢ aKTHBHOCTHIO 3abo0neBanus [42,43];

YpoBenb  yOenurteabHocTH  pekomeHnamuii C  (YpoBeHb  J0CTOBEPHOCTH

I0KA3aTeIbCTB - 3)

orpenereHue ypoBHs Butamuaa B 12 (1imanoko0aiaMuH) B KPOBH, UCCIICIOBAHUE YPOBHS
(b 0oJIMEeBOI KHCIOTHI B CHIBOPOTKE KPOBHU C IICJIBbIO UCKJIFOYCHHUS BIHMSHHUE Je(OHUIIMTHOTO
COCTOSIHHSI Ha CTETICHb IIUTONECHUH Yy MTAIUEHTOB ¢ 6osie3ubto [ome [44,45];

YpoBenb  yOenurtenbHocTH  pekomeHnamuii C  (YypoBeHb  J10CTOBEPHOCTH

JI0KA3aTeIbCTB - 5)

KoaryJorpamma (OpHEeHTUPOBOYHOE UCCIIEJOBAaHHE CHUCTEMBI reMocTasa):
AaKTHBHPOBAHHOE YaCTUYHOE TPOMOOIIACTUHOBOE BpeMs, OIIpe/ICIICHUE
OPOTPOMOMHOBOrO  (TPOMOOIJIACTUHOBOIO) BPEMEHM B KPOBM WJIM B IUIa3Me,
ucclieloBaHue ypoBHs (puOpHUHOTeHa B KPOBH, MCCIEIOBaHNE arperanuu TpoMOOIUTOB)
TSl HICKJTFOUCHHSI COMYTCTBYIOIICH KOAryJIonaTuuu 1 Tpomoboruronatiu [46—49];

YpoBenb  yOenutenbHocTH  pekoMmengauumii  C  (YpoBeHb  10CTOBEPHOCTH

J0KA3aTEeNLCTB - 4)

onpeaenenue anturen knacco M, G (IgM, IgG) k Bupycy umMmyHoe(UIIMTa YeTOBEKa
BHY-1 (Human immunodeficiency virus HIV 1) B kpoBu ¢ nenpto auddepeHimanbHon
JTUATHOCTHKHY - JJIsI UCKITFOYESHHSI ITUTONIEHU Y W/WJIH CTUIEHOMeTannu o0ycnoBienHoit BUY
undexrueit [50];

YpoBenb  yoeautTeabHOCTH  pekomeHgamuii C  (YypoBeHb  /10CTOBEPHOCTH

JI0KA3aTeJIbLCTB — 4)
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onpeneneHue antuten kinaccoB M, G (IgM, IgG) k Bupycy uMmmyHoaedUIINTA YEITOBEKA
BHY-2 (Human immunodeficiency virus HIV 2) B xpoBu ¢ 1iensio auddepeHmnnanbHomi
JMArHOCTHUKY - JUIs1 UCKITFOUEHUS IUTONICHUH W/WUJIH CIICHOMeTanuu ooyciosieHHoi BUY
undekuueit [51,52];

YpoBenb  yOenutTebHOCTH  pekoMengauuidi C  (YpoBeHb  10CTOBEPHOCTH

10Ka3aTeIbCTB — 4)

omnpenenenue antureHa (HbsAg) Bupyca remaruta B (Hepatitis B virus) B kposw,
onpeneneHue anturen k Bupycy remarutra C (Hepatitis C virus) B KpoBH C IIEJIBIO
muddepeHnaIbHON AUaTHOCTUKA — JJIsl MCKJIIOYEHHS LUTONEHHH, O0YCIOBICHHOM
BUPYCHBIM rematutom [53,54];

YpoBenb  yOenuTebHOCTH  pekoMengauuidi C  (YpoBeHb  10CTOBEPHOCTH

10KA3aTebCTB — 4)

ompezieJieHue aHTUTeN K OienHoi tpenoHeme (Treponema pallidum) B HeTpenoHeMHBIX
tectax (RPR, PMII) (kauecTBEeHHOE M MOIYKOJIMYECTBEHHOE UCCIEAOBAHNE) B CHIBOPOTKE
KPOBH C LENbl0 JudQepeHnnanbHoil TUarHOCTUKA - JJISi MCKIIOYECHUS IMTOIICHUH,
CIUICHOMET MU ¥ MOPKCHUS KOCTEH CKJIeNeTa, 00yCIOBICHHBIX cudmircoM [55];

YpoBenb  yOeauteabHocTH  pekoMeHaauuii C  (YypoBeHb  /10CTOBEPHOCTH

JI0KA3aTeJIbCTB — 5)

HccnenoBanue ypoBHS HMMYHOIJIOOYJIMHOB B KpoBH. McciienoBaHue —ypoOBHs
UMMYHOIJI00yarHa A B KpoBH. VccienoBanuie ypoBHs UMMYHOMIIOOYInHa M B KpOBH.
UccnenoBanne ypoBHS uMMmyHornooymuaa G B kpoBu. lccrnemoBanme ypoBHS
napanpoTerHOB B KpoBH [56].

Yposenb  yOenurenbHocTH  pekomengauumii  C  (YpoBeHb  10CTOBEPHOCTH

JI0KA3aTeIbCTB — 3)

2.4 UHncTpYMEHTAJbHBIE JIUATHOCTHYECKHE MCCIETOBAHUS

Pexomenayercsi: Bcem marentaMm ¢ bI' mis ompeneneHus CTENEHU TSHKECTH 3a00JI€BaHUS U

BBISIBJICHUSI COITYTCTBYIOLIEH IATOJIOIMH, BIMSIONIEH HA XApaKTep KIMHUYECKUX NPOSIBICHUN U

TsKEeCTh TeueHus bl MpOBCACHHUC CIICAYIOIINX HHCTPYMCHTAJIbHBIX HUCCIIEIOBAHHUI:

yIbTPa3ByKOBOE HCCIEJOBAHUE OPraHoB OpIOMIHOM TOJOCTH (KOMIUIEKCHOE) C
OTIpe/ielIeHUEM UCXOHBIX Pa3MEPOB U CTPYKTYPhI IIEYEHU U CEJIe3EHKH, YIbTPa3ByKOBOE

uccienoBanue noyek [57,58];
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e peHTreHorpadus WM KOMIbIOTepHas Tomorpadusi OeIpeHHBIX KOCTEH C 3axBaToM
KOJICHHBIX M Ta300€IPCHHBIX CYCTaBOB (COTJIACHO HOMEHKJIATYpe MEIMIUHCKUX YCIYT:
pentrenorpadus 0eApeHHO KOCTH (C ABYX CTOPOH), pEHTIeHOrpadus KOJICHHOTO CyCTaBa
(c AByX CTOpOH), peHTreHorpadus Ta300eAPEHHOr0 CycTaBa (C IBYX CTOPOH) - C IENBIO
COKpAIlleHUs] JIy4eBOHW HAarpy3Kd HEOOXOJMMO BBINOJHATH B paMKax OJHOTO
UCCIICIOBaHHS, KOMITBIOTEPHAsi TOMOrpadus KocTel (OeIpeHHbIE KOCTH C JBYX CTOPOH),
KOMITbIOTEpHAsE TOMOTrpadus cyctaBa (OeapeHHbIE U KOJIEHHBIE CYCTaBhI C IBYX CTOPOH) —
C LENBI0 COKPAILCHHS JIydeBOW HArpy3kd HEOOXOAMMO BBINOJHATH B paMKax OJHOTO
uccinenoBanus [59-61];

® MarHUTHO-PE30HAHCHAasi ToOMorpadus OCIPEHHBIX KOCTEH ¢ 3aXBaTOM KOJEHHBIX WU
Ta300€APEHHBIX CYCTaBOB (COTJIACHO HOMEHKJIATYpE MEIUIIUHCKHX YCIIYT: MarHUTHO-
pe30HaHCHAs TOMOrpadusi KOCTHOM TKaHU (0JJHa 00JIaCTh) — OePEHHBIC KOCTH, MATHUTHO-
pe3oHaHCHasE ToMorpadus CycTaBOB (OAMH CYCTaB) — KOJICHHBIE M Ta300eJpeHHBIC
cycrassl) [58,60-62];

® MarHMTHO-PE30HAHCHAsi TOMOrpadusi OPraHOB OPIOUIHOW TOJOCTH WM KOMIIbIOTEpHAsI
TOMOTpadusi OpraHOB OPIOIIHOM MOJIOCTH C ONpeieliecHHeM 00beMOB opraHoB [58,62]

e perucrpanus dJIeKTpoKapauorpaMmmsr [63,64] .

YpoBenb  yoeautTeabHocTH  pekomengaumii C  (YpoBeHb  /10CTOBEPHOCTH

JI0KA3aTeJIbCTB — 5)

2.5 Unble AMATHOCTHYECCKAA UCCJIECA0BAHUA

PexoMenayeTcsl arieHTaM 10 MOKa3aHUAM TPOBEICHHE JOTIOTHUTENBHBIX MCCICTOBAHUN IS
OTIpeNIeJIeHNUs] COMYTCTBYIOMIECH MATOJIOTHH, KOTOPBIE BKIIFOYAIOT:

. Oxokapauorpadus — y MaUeHTOB, TEPEHECHINX CIUIEHIKTOMUIO, W TIPH
nogo3penunn Ha BI' 111 Tuma [65].

. 330(¢aroracTpolyoI€HOCKONUsl — TMpPU HAIMYMU JUCHeNcuu, Oosell B
’KMBOTE WU MPU3HAKOB MOPTAIBHOW TUniepTeH3uu [66,67].

. Pentrenorpagus mopak€eHHOW YacTM KOCTHOTO  CKeJeTa W/
KOMITbIOTEpPHAsE TOMOTpadus KocTel (mopaxeHHas 00J1acTh CKeJeTa) MpH HaIuYuK 0osei
WM OTIOPHO-ABHUTaTENIbHBIX HAPYIICHHUH B 3TUX OTxenax [68].

. PeHTreHeHCUTOMETPUST ~ TIOSCHUYHOTO  OTAETa  IO3BOHOYHHKA U
MPOKCUMAITFHOTO OT/eNa OeJPEHHON KOCTH - 00s3aTeNIbHBIC UCCIIETOBAHMS IIPH HATHIUH
NaTOJIOTHYECKUX MEPEIIOMOB KOCTel B aHaMHe3e [69].

. KomnbioTepHas Tomorpadus OpraHoB TIpyIHOM MOJOCTH — JJIs
UCKITIOYEHUS 04aroBO-MHGUILTPATUBHBIX U3MEHEHHI OpOHXO0JIerouHoi cuctemsl [70].
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Jns sxokapauorpaguu, peHTreHorpaduu, KOMIBIOTEPHOW ToMorpaduu - YpOBeHb
yoenureapHocTH pexomMenaamuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 5)
Jlnst 330¢haroracTpoIyoICHOCKONIUYA - YPOBeHb YOeauTeJbHOCTH pexkoMenaamuii C

(YPOBEHB /I0CTOBEPHOCTH [10KA3aTeJbCTB — 4

KommeHnTapum: 6 kauecmee OononnumenvHoco mapkepa axkmuenocmu bBIT ucnonvzyemcs
enuxozuncpuneosun (1yso-Gbl) — 6uomaprep, npeocmasnsrowuii coboii Oeayunupo8aHuyio
Gopmy enoxosuryepamuoa. Konyenmpayus lyso-Gbl e nnasme nayuenmos ¢ oonesuvio I owe
Koppeaupyem ¢ KIUHUYeCKUMU NOKA3AMeNaMu maxcecmu 3a001e6anus, 00beMoM cele3eHKU U
neuenu, HaKkmom CnjaeHdIKMoMuu (8vlude y CHIAEHIKMOMUPOBAHHBIX OONbHBIX), HAIUYUEM
HeBPO02UYeCKUX NPOsGIeHUU (3HAYUMENbHO 6blue y NAYUeHMO8 C HeUpOHONAmUu4ecKUMu
gopmamu). Konyenmpayusi 1yso-Gbl, kax npaeuno, cuudxcaemcsi 6 omeem HA NPOBeOCHUe
namoeenemu4ecKol mepanuu u, 00bIYHo, docmueaem naamo yepes 3-4 2ooa nevenus. B omauuuu
om xumompuoszudaszvl u xemoxkurna CLLIS, enuxozuncguneosun xapaxmepusyemcs 100 %
YYBCMBUMENLHOCIbIO U CReyupuuHoCmvio 8 omHoweHuu Oonesnu I owe, nogviueHue e2o
KOHYeHmpayuy eviuie Ompe3Hou MouKy He ONUCAHO NPU Opyeux 3a001e8aHUsIX, 8 MOM YUcie U3
2PYnnvl IU30COMHLIX OONe3Hell HAKONAeHUs. 3Hauenue KOHYEHMpAayuu 2auKo3ulCQuUHeO3UHA
MOdHCem UCNONb308AMbCA 6 Kauecmee OONOTHUMENbHO20 NOKA3amens 6 UHOUBUOYATbHOU
npocpamme  KOMNJIEKCHOU  OYeHKU  akmuenocmu  oOonesnu  lowe,  ocobenno y
CNIIEHIKMOMUPOBAHHBIX nayuenmog [11-74].

2.6 KoncyabTanuy cnenuajucroB

PexoMeHnayercsi: BCEM TalMEHTaM C BIIEPBbIE YCTAHOBIEHHBIM JIuarHo3om bI' mposenenue
KOHCYJIBTAIIMM CHELUAIMCTOB U1 JMAarHOCTMKM BO3MOYKHOM CONYTCTBYIOIIEH ITaTOJIOTHH,
BIIMSIOUIEH HA XapaKTep KIMHUYECKUX NPOSBICHUN U TsKecTh TeueHus bl': Bpada-remarosnora n
Bpaya-racTposHTepojora (Mpu LIUTONEHUYECKOM, T'€MOppParu4eckoM U TenaTolueHaTbHOM
CHUHJIpOMax); Bpaua-TpaBMaToJIOra-opTole/la U Bpaya-peBMarosiora (Ipu HaJIU4Ud CHUMITOMOB
MIOPAKEHUSI KOCTHO-CYCTaBHOM CHCTEMBI — OCCaJTMM, AapTPajrvM, KOCTHBIE KpH3BI,
PEHTI€HOJIOTHYECKHEe HW3MEHEHMs KOCTei); Bpauya-HeBpojora M Bpada-odrambmosiora (Juis
yTOuHEHUs Tuma Oosne3Hu [ome, NpU HAIMYUU HEBPOJOTHYECKOM CHMITOMATHKH U
crnenupuUYecKkux MyTalui/TeHOTUIIOB, @ TaKKe€ B CBA3M C IMOBBIIICHHONW YacTOTON pPa3BUTHS
6one3nn IlapkuHcona y mnamueHtoB c¢ bI'); Bpaua-reHeruka (Ipu MHOJO3PEHHUU HA APYTYIO
HACJIEACTBEHHYIO NATOJIOTHIO U JUIsl MEAUKO-TEHETUUECKOTO KOHCYJIbTUPOBAHUSI CEMBH); Bpayda-
OTOPUHOJIApUHTOJIOTa (IIPH YacThIX HOCOBBIX KPOBOTEUEHMSIX); Bpada-sHIOKpHUHOJIOra (IpH

3ajiepkKke pusnyeckoro u nososoro pasputusi) [50,63,64,75-84].
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YpoBenb  yOenurenbHOocTH  pekoMengaumii C  (YpoBeHb  10CTOBEPHOCTH

J0KA3aTeIbCTB — 4)

3. JleyeHne, BKJIKOYAS MeIUKAMEHTO3HYI0 U HEMEIUKAMEHTO3HY 0
Tepanuu, IMeToTepanuio, 00e3001uBaHue, MeIMINHCKNE MOKA3AHUA 1

IMPOTHBOIIOKA3aHUA K IPUMCHCHUIO METO0B JICUCHHUA

bonesnv Towe — nepsas Hacreocmeennas Gepmenmonamus, 01 KOMOpou Ovlid
paspabomana evicokospgexmusnasn 3PT [4, 20, 48]. K nacmoswemy spemeru Muposoii onvim
neuenusi bonesnu I owe hepmenmuvimu npenapamamu cocmasisiem okono 30 nem, 3@T aensemcs
«3010MbIM  CMAHOAPMOMY» JledeHuss O0aHHo20 3abonesanusi. Muozonemmuuii 3apyOedxcHulll U
omeuecmeennvlil onvim npumerenus 3OT npu Bl nossonsem 2060pums 0 ee UCKAIOUUMENbHOU
aghghexmuenocmu u  evicokou bOeszonachocmu. B 2013 2. Ovii  onybauxoeawn amanu3
agpgpexmuenocmu 3DT, xomopwiii exmouun 6oree 750 nayueHmos, NOAYHABUUX MeEPANUIO
umuenioyepazou™* 6 meuenue 10 nem. Bvino noxazano, umo nooasnsiouee OONLUUHCIGO
nayuenmos oocmuzaiom yeneu aedenus BI: y 90% 6OonvHblx HOpMmanuzyemcs KoHyenmpayus
eemoenodbuna; odonee 90% nayueHmos, uUMeOWUX UCXOOHVIO 27YOOKYIO MPOMOOYUMONEHUIO,
0eMOHCMPUPYIOM  3HAYUMENbHOe NOGblUleHUe KOIUYecmea mpomMoOoyumos (Koauvecmeo
mpomboyumos <60 x10%n uepesz 10 nem mepanuu 3apecucmpuposano moavko y 1% 60nonbix); y
97% nayuenmos pecucmpupyemcsi ymenbuienue pazmepos cele3eHku (8 cpeonem 6 4 paza) [85].

B Poccuiickou @edepayuu 3DT npedocmasnsiemcs nayuenmam ¢ odonesnvio lowe 6
PAMKax 20cyo0apcmeenHol npocpammsl « 7-14 evicokozampammuuix Hozonozuiy ¢ 2007 a.

Ilpu oyenxe s¢hghexmuenocmu namozenemuyeckol mepanuu OPUeHMUPYIOmMcs Ha yeiu
newenusi 6onesnu BI', komopwie exnrouarom [86]:

® cmabunbHoe nosvluleHue KOHyenmpayuu ecemo2noouna (> 120 2/n y myoscuun,> 110 e/n y
HCEHWUH),

® nosviuleHue  Koaudecmea — mpomooyumos (00  HOPMANbHLIX — 3HAYEHUU Y
CNJIEHIKMOMUPOBAHHBIX OONbHBIX U 00 KOAUYECMBAd, 00CMAMO4YH020 0l NPOPUIAKMUKU
2eMOpPacUYecKo20 CUHOPOMA, Y HECNIIeHIKIMOMUPOBAHHBIX OONbHBIX),

®  VMeHblUleHUe PA3MepPOos8 Cele3eHKU 00 00beMd, He Npesbluanueco 8 Hopm, yYMeHbluUeHUe
pazmepos nevernu na 30-40 % om ucxoonozo;

® npekpawenue Ooell 8 KOCMSsX, NPeOynpeltcOeHue pa3eumusi OCIMeoHeKPO3086 U NOGbIUECHUE
MUHEPANbHOU NIOMHOCINU KOCEU,

Coenacro oanubim meancoyHapoonoeo pecucmpa 6oaesnu I oue (ICGG), uepes 4 2o0a 30T 41

% nayuenmos docmuearom ecex yeineil aederusi bonesnu lowe u 77 % nayuenmos - 6cex

yenetl, 3a UCKTIOYeHUeM 0OHOU (Yawe, pazmepos cenezenku)[87].

19



KPi124
Ilokazanuamu K Hauany 3amecmumenvHoil (epmeHmHuoil mepanuu y 63pocibix
nayuenmog cayxcam:

o KIUHUYECKU 3HAYUMASA, CMOUKASL YUMONEHUA, NpU IMOM mpedVIOm UCKIIOYEHUs.
yumonenuu, 00yCcl08lIeHHble Opy2umMU 3a001e8aHUAMU, HANpUMED, MPOMOOYUMONEeHUs,
ACCOYUUPOBAHHASL C XPOHUYECKUMU BUPYCHLIMU UH@EKYUAMU U/UTU YUPPO30M HeyeHlU,
anemuu, obycnosiennvie oepuyumom eumamuna B12 u ghonuesoii kuciomo,

o KIUHUYECKUEe U PAOUONOSUYECKUE NPUSHAKU NOPANCEHUs. KOCMeEll, Hano0bl Ha 0ccanuu
u/unu  apmpaneuu OOMNCHbL ObIMb NOOMEEPHCOeHbl paouonouveckou u/uru MPT-
kapmuuou, munuynou O Bl (ungunempayus Kocmumo20 Mo3eda,  HEKpO3bl,
namoJao2uieckue nepenomvl);, Koabvl Opreuwmeliepa He ABNAIOMCA OCHOBAHUEM OJiA
HA3HAYeHUs 3AMeCMUmMenbHoOU hepmMeHmHOL mepanuu;

o KIUHUYECKU 3HAYUMAS CNIEHOMEe2aNUs u/Unu cenamome2anusi (V CnieHIKmoMuposaHHvlx
nayueHmos),

*  CUMNMOMbL NOPANHCEHUS JIE2KUX U OPY2UX HCUSHEHHO BANCHLIX OP2AHO8 8 OMCYMCMBEUU

opyeux ouesuonvix npuuun ux nopasxcernus [10,14].

B P® 3apecucmpuposanvt 4 chepmenmuvix npenapama 011 mepanuu oonezuu I owe:

o 2 epmenmnuix npenapama umuenioyepazvl** - cunmesupyromcs KiemouyHou JuHuel,

}’ZOlelteHHOZ/lv U3 AUYHUKOB KUMAUCKUX XOMSKO8,

e genaznoyepaza anvgpa** — npoussooumcs knemounou aunuen HT-1080 ¢ubpobracmos

yenogexa.
® manuenoyepaza anvgha** — cummesupyemcs 2eHemuyecku MOOUPUYUPOBAHHBIMU

pacmumelbHbIMU KIIemKaMU.

3.1 KouncepBaTuBHOeE JieueHHe

Pexomenayercst BceM ManyeHTaM, IpU HAJIWYMM MOKa3aHUM (KJIMHUYECKU 3HAUMMasi, CTOMKas
LUTOINEHUS; KIMHUYECKHE U PaJUOJOTHYECKHE MPU3HAKU IOpPaXKEHUS KOCTEeH; KIMHUYECKU
3HAUUMAas CIUICHOMETAIUsl W/WIIM TenaTOMEraius; CUMIITOMBI MOPAaXEHHs JIETKUX U IPYrHX
KU3HEHHO BaXXKHBIX OPraHoB, 00yCIIOBIEHHbIE 00Je3HbI0 ['011Ie), TOKU3HEHHAs 3aMeCTHTEIbHAS
depmenTHas Tepanus (epmeHTHbIMU mpenapatamu (A16AB mo ATX-knaccuduxanum) -
aHajoraMy TJIOKOIlepeOpo3uaa3sl demoBeka (MMHTIIonepaza™®, Bemarmiomepaza ambga™™,
Tanurionepasa anbda**) [31,88].

YpoBenb  y0eauTeIbHOCTH  pekOMeHAamuii A (YPOBeHb  [IO0CTOBEPHOCTH

JI0Ka3aTeJIbCTB — 1)
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KommenrTapuu: unvuenoyepaza™*, eenacnroyepasa anvgha™* u manuenroyepasa anvgha™*
npeooCmasnalomcs — nAyueHmam 8  PaAMKax — 20CyO0apCmeeHHou  npocpammvl  « 14
8bICOKO3AMPAMHLIX ~ Ho30702uuly.  Dopma  6vinycka  J1eKApPCMEEHHbIX  NPenapamos
umuenroyepasvl ** u eenazntoyepasvl arvpa** — graxonst no 400 Eo, manuenoyepasvl anvgha -
200 Eo. Ilymvs u yacmoma 68edenusi — GHYMPUBEHHOE 668€0CHUE TIeKAPCMBEHHbIX NPEenapamos
Kadicovie 2 nedenu (2 pasza 6 mecsay). Cooepocumoe Kaxincooeo hiakona pacmeopsitom 0001 0t
UHbEKYUll U AaKKypamuo nepemewusarom, He O0Onyckas o0pazoeanusi ny3wvipbkos. Beco
NPUSOMOBIEHHbIN pacmeop cobuparom & 00Hom grakorne u pazeooam 0,9% pacmeopom Hampus
xnopuoa** ons 6HympuseHHulX UuHvekyuii 0o obweco odowvema 100—200 mn. BrympuseerHnoe
66e0eHUe IeKAPCMBEHHbIX NPEenapamos npoeoosam 6 medenue 1-2 yacoe. He credyem 6600umo
npenapam 0OHOBPEMEHHO ¢ OPYUMU IeKAPCMBEHHbIMU cpedcmeamu. Jleuenue xapakxmepusyemcsi
OMIUYHOU NEPEeHOCUMOCMbIO U BbICOKOU KIUHUYECKOU 3PGexmusHocmovio y nayuenmos c
bonesnvio I'owe 1 u 3 munos.

Cmapmosas 003a ¢hepmeHMHbIX NPenapamos AGNAemcs NpeoMemom OUCKYCCUU U 8
pasnvix cmpanax eapvupyem om 10 0o 60 Eo/ke maccvl mena ¢ yacmomoul 88edeHust - Kaxcovie 2
Hedenu (2 pasa 6 mecay). IIpu onpedenenuu 003vl yuumvléaom 803pacm nayuenma, xapakxmep u
MANCeCmy  KIUHUYECKUX NpOSAGNeHUl, NPOSHO3 meyeHUsi OO0Jle3HU, HAIuyue OCI0NCHEeHU,
conymcmeyowux  3aboneeanuti. B cmpanax, npedocmasnarowux 30T 6  pamkax
20CY0apCmEeHHOU NPocpaAMMbL DeCHIAmMHO, CYWeCmeyIom dKCNepmHble cogemvl no 6oe3Hu

Towe, 6 hyHxkyuu komopwix 6xoo0um HaszHaverue u MOHUmMopuHe s¢hghexkmugnocmu 30DT.

PexoMenayeTcsi B3pOCIIBIM TAIMEHTAM C TSDKEIBIMU TMPOsiBIEHUsMU Ooisie3Hu ['ome [ Tuma
Ha3HAUYCHHE HAYaJbHOM 03Bl MMHIJIIOIIEpa3bl™*/Benarmionepassl anbda™*™/ #ramurmonepassl
anba**, cocrapisromiet 30 Ex/kr macchl Tena x 2 pasa B mecsi [31,89-91].

YpoBenb  yOenurenbHocTH  pexkoMengauuii C  (ypoBeHb  A0CTOBEPHOCTH

JI0Ka3aTeJIbCTB — 3)

KommeHnTapum: ¢ omoenvubix cayuasx (mscenviti 0CMeonopo3 ¢ NOSMOPHbIMU
NAmMonI02ULeCKUMU NEPELOMAMU MPYOUAMBIX KOCMElL, NOPAICEHUE IE2KUX C PA3GUMUEM Ne20YHOU
cUnepmensuu Ui  2eNamonyibMOHAPHO20 CUHOPOMA) CMAPMOoBas. 003d  (hepMeHmHbIX
npenapamos y 63pocivblX NAYUeHmMOo8 Moxcem nosviuiamovcs 0o 60 Ed/ke na o0HO 6eedeHue,
00HAKO peutenue 06 >mom npunumaem Ixcnepmuulili coeem, cozdaunvitl 01.04.2009 2. npu
noooepaicke Munucmepcmea 30pasooxpanenus Poccutickoti @edepayuu.

Pewenue o moougpuxayuu 003wl (noviuenue uiu CHUMCeHUe) uiu 0 CMeHe npenapama

(HeaghhekmusrHoCmb unu HenepeHoCUMOCmy) nayueHmam 106020 eozpacma, nonyyarouwum 3PT,
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npunHumaemcss  IxcnepmuvimM  cosemom, cozoanuvim  01.04.2009 2. npu noooepoicke

Munucmepcmesa 30pasooxpanenus Poccuiickoi @edepayuu.

PexoMenayercsi B3poCibIM ManueHTaM ¢ 0oje3Hbio [ome | Tuma, JOCTHrIIMM IIeNIeH JIeUeHHs,
nepexo/1 Ha MOJICPIKUBAIONIYIO 003y (DEPMEHTHBIX MPEIapaToB B BUAC BHYTPUBCHHBIX HHPY3HUI
(#umurironiepaza**, #Benarmronepasa anbda**, #ramurmonepasza anbdha**): 15 Ex/kr x 2 pasza B
MecsSll WM Ha TOMJCPKUBAIOIIMN  pedxcum 3aMECTHTENbHON (EepMEHTHOH Tepamnuu
(#umurmonepasza**, #Benarmonepasa aabda**): 15-20 Ex/kr x 1 pa3 B mecsi [92-95].
YpoBeHb y0eauTeJIbHOCTH pexoMeHaanuii C (YpOBeHb 10CTOBEPHOCTH

J0KAa3aTeJIbCTB — 3)

KomMmeHnTapuu: peocum u 0osa noooepocusaiowell mepanuu  onpeoensemcs
UHOUBUOYAILHO HA OCHOBAHUU AHANU3A COBOKYNHOCMU KAUHUYECKUX (UCXOOHas msicecmyv BT,
oocmudiceHue yenel JeYyeHus, Haauyue U Xapakmep CONYmMCmeyrnwux 3a0onesanuti) u
CoOYUAnbHBLIX akmopos (o3pacm, mpyooeas 0esmenbHOCMb, NPUBEPIHCEHHOCMb K JeYeHUI0 U
op.). Oggexmusnocmv u 6ezonacHocmov NOOOEPIHCUBAIOUWE20 PENCUMA 3AMECUMETbHOU
(hepmenmuotll mepanuu NOKa3amHvl 8 pamMKax NPOMoKoaa Kiunuveckou anpooayuu (Ne 18-1, 2015
2.): yeenuueHue UHMepP8anod Mexcoy UH@Y3UAMU PepMeHmHbIX npenapamos 00 4 Hneoeib y
NAYUeHmos, OOCMuUUX yenell 1edeHus, He Npuseno K KIUHUYECKU 3HAYUMOMY VXYOULEeHUIO
J1a6OPaAMOPHLIX U UHCMPYMEHMATbHBIX NOKA3amenell, acCoyuupo8anHvlx ¢ akmuenocmoio b, na

npomsiicenuu nocieoyiowux 12-36 mecsyes nabarooenus [92].

Pexomenayercst B3pocibIM HAIMEHTaM C JIETKOM W yMepeHHO Tspkenod ¢opmoit B, kak
JIbTEpPHATUBHBIN crioco0 jeueHus — cydcrparpesyuupyromas tepanus (CPT), HanpaBneHHas
Ha TIOJlaBlieHHME TMPOOYKLUU CyOCTpaTa — IIIIOKOLEpeOpo3uaa, OTKIIA/IbIBAIOIIErocss B

uToIuIa3Me Makpodaros [96-99].

YpoBenb y0eauTeIbHOCTH peKoOMeHIauui A (YpOBeHb 10CTOBEPHOCTH
JI0KA3aTeJILCTB — 2)

Kommenrtapuu: npeumywecmseom CPT asnsemcs npuem mabiemupo8anHHblX Npenapamos
B8HYmMPb, 6Mecmo 6/8 unghyzuii hepmenmuuvix npenapamos npu 3OT. C 2006 no 2015 ee. npoutnu
KauHudeckue uccieooganusi (2—3 ¢paszvl) Hosoco nexkapcmeennozo npenapama CPT —
IUIyCmama, Komopwvie NoKa3alu e20 8blCOKYI0 3PheKmusHocmy, XOpouLy0 nepeHoCUMOCmy U

doneocpounyio (8 1em) 6e30nacHocms npumenerus, conocmasumole ¢ maxkosvimu npu 3POT.
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B 2014—2015 ze. snuenycmam 6win 3apecucmpuposan 6 CLIIA u EC kak npenapam nepgotl

JUHUU 07151 IedeHUst 83pOoCvblX nayuenmos ¢ bonesuvto Iowe | muna. B 2016 2. snuenycmam ovin
3apecucmpuposan 6 P®. HMUIL] cemamonocuu pacnonacaem 15-1emuum onvlmom npumeHeHus.
auUSIyCmama 'y NayueHmos co CpeoHemsdicenol u msxcenou ¢gopmoi obonesnu Iowe 0Oes
KAUHUYECKU 3HAYUMOU CONYMCmayoujeti namoio2ull, 8 mom yucie namono2uu cepoya. Ilo nawum
HAOI0OEHUAM, DNUSTLYCIAM A6IAeMC IPPEKMUBHBIM, XOPOULO NEPEHOCUMBIM U OE30NACHbIM

Memooom nevenus bonesnu I owe | muna y 3pocuvix.

3.2 Xupypruueckoe Je4yeHue

PeKOMeHHyeTCﬂ ManucHTaM IMPOBCACHUC XUPYPTHUYCCKOI0 OPTONCANYCCKOIO JICHCHUA IIPpU

HAJIMYUU HEOOPATUMBIX MOPAKEHUH M XPOHUUECKUX HHQPEKUUNH KOCTHO-CYCTaBHOW CHUCTEMBbI

[100-103].

YpoBeHb yOenuTeIbHOCTH pexoMeHaanu i C (YpPoBeHb 10CTOBEPHOCTH
J0KA3aTeJbCTB — 4)

Kommenrapun: [lokasanus Kk npogedeHuio Xupypeuieckoeo opmoneoutecKo2o ie4eHust
ONPeOensIoMes 8PAYAMU-MPABMATNOLO2AMU-OPMONEOAMU, UMEIOWUMU ONbIM HAOIIOOEHUS U
nevenuss nayuenmog ¢ BI, nmpu yuacmuu epaueti-eemamono2os, 6paueli-paouoio208 u, npu
HeobX00uMocmu, Opyeux Cneyualucmos, yuacmeyruwux 6 6e0eHUuu OaHHO20 nayuenmad.
IInanosvle opmoneduueckue onepayuu yeaecoooPaA3HoO NPOBOOUNb 8 MEOUYUHCKUX YUPENCOCHUSIX,
CReYUAnU3UPYIOWUXcsi Ha OUASHOCMUKe U JledeHue OP@PAaHHbIX 3a001e8aHUll, PACNONA2aArOUWUX
ONBIMOM ~ XUPYPSUHECK020 JleweHuss nayuenmos ¢ Ooaesnvlo louwe u  803MONCHOCHAMU
3aMecmumenbHOl mepanuu KOMHOHEHMAMU KpO8U 6 CAyYde pa3eumust 2emoppacuyecKux

OCAONCHEHUU.

He pexomenayercs naipentam ¢ bI' npoenenue crutenskromun [19,31].

YpoBeHb y0eauTeJIbHOCTH peKoMeHxanuit C (YpOBeHb 10CTOBEPHOCTH
JI0KA3aTeJILCTB — 5)

Kommenrapuu: npu ycmanosnennom ouaenose Bl nposedenue cniensxmomuu
B03MOJNCHO MONbKO NO AOCONIOMHLIM NOKA3AHUAM (Hanpumep, MpasMamuyecKuli paspvle
cenezenku). Ilpu neobxooumocmu nposedenus ne4ebHO-0UACHOCMUYECKOU CNIAeHIKMOMUU Y
NAYUEHMO8 MOJI00020 603PACMA C HEACHOU CHIeHOMe2danuel U yumoneHuel, yeiecooopasHo

npeosapumenbHo npogecmu SHIUMOOUASHOCMUKY 01 uckaiouyenus bl
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4. MeqMuMHCKasl peadMIMTALMSA U CAHATOPHO-KYPOPTHOeE JIeYeHMue,
MeIMIMHCKHUE MOKA3aHUA M MPOTHBONOKA3aHUA K IPUMEHEHUI0 METO/I0B
MEIUIUHCKUH peadnjauTanun, B TOM YUCJIe OCHOBAHHBIX HA UCII0JIb30BAHUH

NPUPOAHBIX Je4yeOHbIX (PAKTOPOB

Pexomenayercs mnarnuentam ¢ bl ¢ mopakeHMeM KOCTHO-CYCTaBHOW CHCTEMbBI W/WIIH TIOCIIE
SHIOMPOTE3UPOBAHUS CYCTABOB pPEAOWIMTALIMS B CAHATOPHUSIX OPTOMEIUIECKOrO MPOdUIs:
YCIYTH TI0 MEIWUIMHCKON peabWiIuTaIlMy TMalueHTa ¢ 3a00JICBaHUSIMH OMOPHO-IBUTATEIHLHON
CUCTeMBI, JleueOHast pU3KyIpTypa IpHu 3a00JIeBaHUsAX U TpaBMax cycraBoB [104—-106].

YpoBenb yOenuTebHOCTH  pekoMeHaamuii B (ypoBeHb  10CTOBEPHOCTH

J0KA3aTeJIbCTB — 3)

5. IlIpodpuaakTuka U AMCHAHCEPHOE HAOIIOIeHHEe, MeTUIIMHCKHE
NMOKA3aHUS U MPOTUBONMOKA3aHUSA K IPUMEHEHHUIO METOI0B

NPOPHIAKTHKHI

Ilpopunaxmuxu BI, xax Hacreocmeenno2o memaboIuyecko2o 3a001e8aHus, He
cywecmesyem.
PexoMenayercs nposeneHue nanueHraMm ¢ bl
1. Meauko-reHeTUuecKoe KOHCYJIbTUPOBAHUE CEMEN C JETbMH, CTPaJAlOUIMMHU O0JIE3HBIO
[otire, 1 B3pOCIBIX MANKMEHTOB ¢ BI' mpu miaHupoBaHUE CeMbH U poxaeHus aeTeit [107]
2. KommiekcHoe uccienoBaHue Ui NPEHATadbHOM JAMAarHOCTUKM HapyIIEHUH pa3BUTHS
pebenka (BHYTpUYTPOOHO) C IIEJIbI0 CBOEBPEMEHHOTO PEIIECHUsI BOIIPOCA U MPEPHIBAHUT
OEepeMEeHHOCTH Y JKeHIIHMH, nMeBInux panee jaeteii ¢ BI' 11-111 tunos [108].
Yposenb  yOenurenbHocTH  pekomengauuii  C  (YpoBeHb  10CTOBEPHOCTH

0KA3aTeabCTB — 4)
MonutopuHr Tedenus 6ose3nu I'ome u onenka 3¢ppexTuBnocTu 3OT

o Pexomenayercss Bcem mnamueHtam ¢ Bl guHamuueckoe HabmoneHue,
BKJIIOUAIOLIEE MEPHUOJUUYECKHE OCMOTpPBI CIIEHUAIUCTOB, JIabopaTopHble (0OIIHiA
(KIMHUYECKUH) aHalM3 KPOBH Pa3BEPHYTHIM, MCCIEOBaHUE YPOBHS OOIIEro
OunupyOMHa B KpOBH, UCCIEIOBaHME YpPOBHS OWIUpYyOMHA CBSI3aHHOTO
(KOHBIOTUPOBAHHOT0) B KPOBH, MCCJIEIOBaHUE YPOBHS OMIMpyOMHA CBOOOJHOTO

(HEKOHBIOTUPOBAHHOT0), onpeJieeHue AKTUBHOCTH ramma-
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[IIIOTaMUITpaHchepa3bl B KPOBM, ONPEAETICHHE aKTUBHOCTU  IIEJIOYHOH
docara3sl B KpOBH, OINpeIeIeHHE aKTUBHOCTU aclapTaTaMHUHOTpaHC(epasbl B
KpPOBH, ONpEACTCHHE AaKTUBHOCTH aJlaHMHAMHHOTpaHC(epa3bl B  KpPOBH,
olpeieIeHne aKTUBHOCTH JIAKTATAEIMIPOreHa3bl B KPOBHU, UCCIIEI0BAHUE YPOBHS
o0miero 6enKa B KpOBHU, UCCIIEOBAaHUE YPOBHS allbOYMHHA B KPOBH, OIIpEJICIICHUE
QIbOYMUH/TTIO0YITMHOBOTO COOTHOIICHHUS B KpPOBH, WCCIICIOBAaHUE YpPOBHS
XOJieCTepUHAa B KPOBH, HCCIEJOBAaHUE YPOBHS TPUTIIMIEPUAOB B KPOBH,
UCCJICIOBAaHUE YPOBHS X0JIECTEpUHA JUIIONPOTEMHOB HU3KON INIOTHOCTU B KPOBH,
UCCIICIOBAaHUE YPOBHS XOJIECTEpUHA JIMIIOIPOTEUHOB BBICOKON IUIOTHOCTH B
KpPOBH, UCCJIEIOBAHUE YPOBHS TJIIOKO3bl B KPOBH, UCCIIE0OBAHNE YPOBHS JKEJI€3a B
CBIBOPOTKE KPOBH, HCCIIEIOBAHUE KEJIE30CBIA3BIBAIOIICH CIIOCOOHOCTH CHIBOPOTKH,
UCclieIoBaHUEe YPOBHS (eppUTHHA B KPOBHU, HCCIIEI0OBaHNE YPOBHS TpaHcheppuHa
CBIBOPOTKM B KpPOBH, MCCIIEJJOBAHUE HACBIIIEHUs TpaHc(eppuHa >Kelne3oM u
UHCTPYMEHTAJIbHBIC HCCIeNoBaHus (yJIbTPa3ByKOBOE HCCJICIOBAaHHE OPIraHOB
OpromIHON ToNOCTH  (KOMILJIGKCHOE), MAarHUTHO-PE30HAHCHAas ToMmorpadus
OepeHHBIX KOCTEH C 3aXBATOM KOJICHHBIX U Ta300€IPEHHBIX CYCTaBOB (COTIACHO
HOMEHKJIaType MEIUIMHCKUX YCIYI: MAarHUTHO-PE30HaHCHas Tomorpadus
KOCTHOW TKaHM (07Ha 00jacTb) — OeApeHHbIE KOCTH, MarHUTHO-PE30HAHCHAs
ToMmorpadusi cycTaBoB (OAMH CYCTaB) — KOJICHHBIC U Ta300€PCHHBIC CYCTaBhI)),

qacTOTa KOTOPLIX 3aBUCHUT OT BO3pacCTa NAlIUCHTOB, JJIUTCIBbHOCTH U PCKUMA 30T

u CPT (Ta6x. 1 u Ta6x. 2) [25,26,36,38-42,44,58-61,109,110]

YpoBenb  yOenutenbHocTH  pekoMmengauuidi  C  (YpoBeHb  10CTOBEPHOCTH
JI0KA3aTeJIbCTB — 5)

KommenTapum: ona oyenku a¢hpghexmusnocmu nevenus u koppekyuu 003vl hepmMeHmublx
npenapamos 1 paz 6 1-3 200a nposooumcs KOHMpOoabHOe 00Cied08anuUe NAYUEHMO8 C OYEHKOU
Pe3yIbmamos npo6edeHHbIX UCCIe008aAHUL CNEYUATUCTNAMU PA3HO20 NPODUIA: 8pay-mepanesm,
8pay-eemamonoe,  8pau-paouosioz,  BpPaAY-MpasmMamoso2-opmoned,  8pau-He8pPoOI0e,  8pPAY-

Kapdumzoe, umerouux onblm ouaznocmuxy u aevenus oonesnu I owe.
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ITammeHTs!1,
nonrydatorque 30T

HC

[NarmenTsl, momygatonue 30T

Lenu nedyeHus He
JIOCTUTHYTBI

Ilenn nedenus
JIOCTUTHYTBI

Kaxnpie
12-24 wmec.

Kax
IBle
12
Mec.

Ka
KA
BIE

6 M
ec.

Kaxnpie
12 mec.

Kaxnrpie
12 -24 mec.

B epuon
HW3MEHEHMUS
O3Bl
pa3BUTHSL
KJINHUYECKUX
OCIIOKHECHUM

niIn

OcmMmoTp Bpaya-

reMmaroJiora

OOwmwmit
(kMMHUYecKuil)
aHaJIn3 KpOBH

pa3BEpPHYTHII

AHanu3 KpOBU
OMOXUMHYECKUI
o0IeTepaneBTHIecK

5071

HccnenoBanue
YPOBHS xKeresa
CBIBOPOTKH KpPOBH,
HCCIIeIOBAaHHE
KEJIE30CBSI3bIBAIOL]
eil  cmocoOHOCTH
CBIBOPOTKH,
WCCIIEIOBaHHS
ypOBHA (eppHUTHHA
B KpOBH,
HCCIIeIOBaHHE
YPOBHS
TpaHcdeppHrHa
CBIBOPOTKH KPOBH,
HCCIIeIOBaHHE
HACHIIIECHUS
TpaHcdeppHrHa
KEIIE30M

26




KP124

YapTpa3BykoBoe X X X X
HCCIIeJOBaHHE
OpraHoB OpIOLIHOM
MOJIOCTH
(KOMILJIEKCHOE) WU
KOMITBIOTEpHAS
TOMOTpadus
OpraHOB OpPIOIIHON
TIOJIOCTH

MarnuTtHo- X X X X
pe30HaHCHAS
ToMorpadus
KOCTHOM TKaHU
(omna ob6macTh) —
OellpeHHBIE KOCTH,
MarHuTHO-
pe30HaHCHAs
ToMorpadus
CyCTaBOB (oquH
CycTaB) —
KOJICHHBIE u
Tazo0eIpeHHbIC
CyCTaBbI

6. Opranusanus oka3aHusi MeIUIIUHCKOW MOMOIIH

3aMecTuTeNnbHYIO0 (EPMEHTHYIO Tepamnuio mnanueHTsl ¢ Bl momydaror amOymnaTtopHo.
Obecneuenne (epMEHTHBIMH TpETapaTaMy MPOUCXOIUT B paMKax pean3allii TOCTAHOBICHUS
[TpaButensctBa Poccuiickoit ®denepanun ot 26.11.2018 Ne 1416 «O mnopsinke opraHu3anuu
oOecrieyeHns JIEKapCTBEHHBIMU IpernapaTtaMy JIML, OONbHBIX TreModuianel, MyKOBUCIHIO30M,
runoQu3apHbIM  HaHU3MOM, Ooje3Hbro ['omie, 370Ka4ecCTBEHHBIMH HOBOOOpPa30BaHHUSIMU
nuMdOUTHOM, KPOBETBOPHOM M POJICTBEHHON UM TKaHEH, paCCeTHHBIM CKJIEPO30M, TEMOJUTUKO-
YPEMHUYECKUM  CHHAPOMOM,  IOHOIIECKHMM  apTPUTOM  C  CHCTEMHBIM  HaudajowM,
mykononucaxapugozom |, Il u IV THmoB, ammactuyeckoil aHeMHUEHl HEYTOYHEHHOM,
HacnencTBeHHbIM aedunutoM dakropos |l (pubpunorena), VIl (nabunbnoro), X (Crroapra-
[Tayapa), vl mocse TpaHCIUIAHTAMA OPTaHOB U (WJIM) TKaHE.

Tloxkazanus 1J4 IJIAHOBOW rOCIUTAJIU3ALAN

L4 HpI/I YCTAHOBJICHUN OHWArHo3a ooie3nu ['ome — rocuurTain3anusa C ICJIbI0 OLICHKH
CTEIIEHU TSDKECTH 3a00JICBaHMS U ONpCACIICHUA MOKa3aHUH K 3aMECTUTEIbLHOM (pCpMCHTHOﬁ

Tepanuu
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. Onenka 3 (PeKTUBHOCTH JICUCHUS U KOPPEKIIHS 1036l PEPMEHTHBIX Mpenaparos 1

pa3 B 1-3 roxa;

J Heo0xonuMocTh 0pTONEINYECKOrO JICUEHHUS;
J Heo0xoaumMocTh XUpypruueckux BMENIaTeIbCTB;
J Hanuuue otaromaronux coctosiHue 00JIbHOTO COMYTCTBYIOUIMX 3a00JIeBaHUH.

IMoka3anus NI IKCTPEHHON IrOCITUTAIN3ALMHU:

o HeoOxonumMocTh OkazaHHs SKCTPEHHOM IMOMOIIM MPH OCTPOH XUPYPTUUYECKOM
MaTOJIOTUU U TpaBMax;

J CpouHoe Hayallo 3aMECTUTENbHOM (pepMEHTHOMN Tepanuu

Iloxa3aHusa K BbIINCKeE NALIHEHTA U3 cramuoHapa:
L4 yJ'Iy‘IH_IeHI/IC COCTOSIHHS OOJILHOT'O

J OkoHYaHME KOHTPOJIBHOIO 00CIe10BaHUS

J71s TOCTHKEHUST MAKCUMAalTbHOTO () (eKTa B OTHOIICHUU BCEX KIIMHUYECKUX MPOSBICHHIMA
3a0oneBaHusi HeoOxoauMa pa3padoTKa WHAMBHIYATM3MPOBAHHOIO IUIaHA JICYCHHS, KOTOPBIN
0aszupyeTrcsi Ha OHKCIEPTHOM OIEHKE TSDHKECTH TeueHus OosiesHu [ome w mpeamosaraer
o0cieoBaHUE NAIMEHTA B CHEHUATM3UPOBAHHOM MEIUIIMHCKOM YUPEXKIACHUH, PACIOJIararemM
CHEIHUAMCTaMHU Pa3HOro MPOouUIIs, UMEIOIIUMU 3HAUYUTENbHBIN OMbBIT JUATHOCTUKHU U JICUYCHUS

JaHHOTI'O 3a00/1eBaHus.

7. JonosiHuTeIbHAS HHpOpManud (B TOM Yucjie GaKkTOPbl, BJAUSIONINE HA

HCXO0/1 3200/1eBAaHUS WJIH COCTOSTHNS)

7.1 Ilporuo3

IIpn Gone3nu l'ome | Tunma — mporHo3 OJAroNpHUATHBIA B Cllydae CBOEBPEMEHHOTO
HazHaueHust 3PT. Ilpu pa3BuTUM HEOOpPATHUMBIX IMOPAKEHUN KOCTHO-CYCTaBHOM CHCTEMBI
MOKa3aHO XUPYPIUYECKOE OPTONEIUIECKOE JI€UEHHE TSI KOPPEKIIUH OPTONEANYECKHUX J1e(EKTOB.
ITpy mopakeHUM *XU3HEHHO BAKHBIX BHYTPEHHUX OPraHOB IPOTHO3 OMNPEACISAETCS CTENEHBIO
TUCOYHKIIMN TOPAKEHHBIX OPTaHOB M Pa3BUTHEM OCJIOKHEHUH (HalpuMep, KpOBOTEUEHUE M3
BapUKO3HO pACIIMPEHHBIX BEH MHUIIEBOJA M JKEIyAKa y OOJBHBIX C LHUPPO3OM NEYEHU U
HOPTAJILHON THIIEPTEH3UEH; AbIXaTeNbHasi HEAOCTATOYHOCTh Y OOJNBHBIX C MOPAKEHUEM JIETKUX )
[1-3,16,19,31].

[Tpu Goneznu [Nomte Il u 1l Tunos — nporuo3 nebnaronpusTHbIH [17].
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7.2 OO0k ¥ He000CHOBAHHLIE HAZHAYECHHUS

[ToBTOpHOE MOTyYEHHE TUTOIOTMYECKOTO IperapaTa KOCTHOIO MO3Ta IyTeM ITyHKIIUH U
JPyTrUue HHBa3MBHBIC TUATHOCTUYCCKHUE MEPOTIPHUATHS (OMOTICHS TIEYCHU W/ CEIe3CHKH
P TOMOIIM JIAMIAPOCKONUH) TMPH JIOKA3aHHOM JMarHo3e OoJie3Hu ['ormie He HYKHBI
[15,19,31].

OmnepaTuBHOE JICYCHHWE KOCTHBIX KPU30B, KOTOpPHIC OIIMOOYHO PAcCMATPUBAIOTCS Kak
nposiBiieHus octeomuenura [15,19,31].

Hasnauenue TIIOKOKOPTHKOHIOB C IENbI0 KYMUPOBAaHUS IUTOTICHHMYECKOTO CUHAPOMA
[15,19,31].

Ha3nauenue mpemaparoB jkeje3a HeJeUYeHBbIM MalreHTaM ¢ Ooine3Hbio ['omre, Tak Kak
aHEeMUSI B 3TUX CIIydassXx HOCHUT XapakTep «aHemuu Bocnanenus» [15,19,31].

[IpoBenenue cruienskromuu [15,19,31].

7.3 boJae3nn I'omme u 6epeMeHHOCTEL

bone3nnr I'ome He sBaseTCS IIPOTHUBOIIOKA3aHUCM [JI1 HACTYIIJIICHHA 6€p€M€HHOCTI/I.

[TmanupoBaTh GEPEMEHHOCTH LIEIECO00pa3HO MOCie AOCTIKEHHs 1eneit neuenns bI'. Bompoc o

npogomkenun 3PT Bo BpeMs OEpeMEHHOCTH M TPYJHOTO BCKApMIIMBAHMS pelIaeTcs B

WHAUBUAYAJIBHOM IMOPAAKE C YUECTOM COCTOSAHUA MALMCHTKHU U €€ IIPUBCPKCHHOCTU K JICUCHUIO.

Beneunue

6epCMCHHOCTI/I IMPOBOAUTCHA OIIBITHBIMU BpadyaMH-aKylmI€paMu-ruHCKOJI0raMu

COBMECTHO ¢ BpadoM-rematosioroM. Croco® pomopaspemieHust OonpenesseTcs aKyIIepCKUMU

IMMOKa3aHUsAMU C YUYCTOM HAJINYIUSA HUTOIICHUN U COCTOAHUA CUCTEMbBI TEMOCTa3a [111]

Kpurepuu oneHkn kayecrsa MeAULMHCKON IOMOLIHU

YpoBeHb YpoBeHb
NelKputepun xkauecTBa IOCTOBEPHOCTH [y0eaMTeIbHOCTH
MOKA3aTeJbCTB  |PEKOMEHIanui
BrinosHeHO UCCIIEJOBaHUE Oera-
rioKonepedpo3uaasbl  KIETOK  KpPOBU  W/WIH
1 [MOJIEKYIAPHO-TEHETHYECKAS  /IMATHOCTHKA 6ose3Hn 4 C
['ome — momck myranmii B rene GBA (Kommurekc
VICCIIeIOBAaHUM JUIsl IMAarHOCTUKK Ooje3Hu [ome npu
[MOCTAaHOBKE TUarHo3a
5 BoinonHeH o0mui  (KIMHUYECKUH) aHajdu3 KpOBH 3 C
[pa3BEpHYTHIN
3 BbINOMTHEHO yIbTPa3ByKOBOE HCCIIEOBAaHHE OpraHOB 5 C
OpIOIITHOM IIOJIOCTH (KoMIIIeKCHOE) 1581051
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KOMIIBIOTEpHast TOMOTpadus OpraHoB OprOIIHON
M0JIOCTH

HpOBez[eHa KOHCYJIbTalluA Bpa4da-TpaBMaroJjora-
opToIcaa npyu HaJIMIKU IMaTOJIOTUH KOCTHO-CyCTaBHOﬁ
CHCTCMbI

[IpoBeeHa  MarHUTHO-PE30HAHCHAsT — TOMorpadus
KOCTHOM TKaHU (07Ha 00J1acTh) — OCAPEHHBIX KOCTEH,
MarHUTHO-PE30HAHCHAs TOMOTpadus CycTaBoB (OAHMH
CYCTaB) — KOJICHHBIX M Ta300€IPEHHBIX CYCTaBOB

[IpoBenen aHAIN3 KpPOBHU OMOXMMUYECKUH
OOIIETepaneBTUYECKUI:  HCCIEIOBaHUE  yPOBHS
obmiero OunupyOrMHA B KPOBH, UCCIICIOBAHUE YPOBHS
OmMpyOMHA CBS3aHHOTO (KOHBIOTHPOBAHHOTO) B
KpOBHU, UCCJIeIOBAHNE YPOBHSI omnupyOouHa
CBOOOZHOIrO (HEKOHBIOTUPOBAHHOIO), OIpPEIEICHUE
AKTHMBHOCTH raMMa-TJIIOTaMIITpaHC(epasbl B KPOBH,
OIpe/IeJICHNEe aKTHBHOCTH ILEIOYHOH Qocdarazbl B
KPOBH, oIpesieJIeHue aKTHBHOCTH
acrapraTaMHHOTpaHc(epa3bl B KPOBH, ONpE/ICICHUE
AKTUBHOCTH aJlaHMHAMHUHOTpaHC(epa3bl B KPOBH,
OIIpeIeICHUEe AKTHBHOCTH JIAKTATACTHAPOTCHA3bl B
KPOBH, UCCIICIOBAaHKUE YPOBHs 001Iero OeKka B KpOBH,
UCClIeIOBaHUE  YPOBHA  ajlbOymMuMHa B KPOBH,
ornpezeneHue aIbOyMHH/TII00YTMHOBOTO
COOTHOIICHUSI B KpPOBU, HCCIEIOBAaHHE YPOBHS
XOJIECTepHHA B  KPOBH, HCCICIOBAHUE  YPOBHS
TPUTIULEPUIOB B KPOBH, HCCICAOBAaHUE YPOBHS
[JIIOKO3bI B KPOBH

[IpoBeneHo sieueHne (epMEHTHBIMU ITpenapaTaMu Mpu
HAJINYUY [TOKa3aHUH: KIMHUYECKU 3HauMMasi, CTOMKas
LUTONCHMS; KJIMHUYECKHE U  PaaAMOJIOTHYECKHE
[PU3HAKY TOPAKEHUSI KOCTEH; KIMHUYECKH 3HaYMMast
CIUICHOMETaIHsl W/WIM TenaTOMEraius; CHMITOMBI
MOpaKEHUS JIETKUX W JPYTUX KU3HEHHO Ba)KHBIX
OpraHoB, 00ycJIOBII€HHbIE 00JIe3HbI0 [ o11Ie
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S. Bpauu-tpaBmarosnoru-opTonensl;
6. Bpauu-reneruku;
1. Bpauun-ncuxuarpsl.

MeT010J10THS CO0PA T0KA3ATEILCTB

MeTOL[LI, HCIIO0JIb30BAaHHBIC IJIsd c60pa / CCJICKIIMH T0Ka3aTeC/IbLCTB:

° [Touck myOnuKanuii B CIENUATU3UPOBAHHBIX TEPUOIUYCCKUX TMEYaTHBIX
U3JaHUSIX
° [Tounck B 371eKTPOHHBIX 0a3ax JaHHBIX.

ba3nl JaHHbIX, HCITOJB30BAHHBIX JIJIA c60pa / CCJICKIIMH T0KAa3aTeCJIbCTB:

JlokazarenpHOW 0a30i /JIi pPEKOMEHJAIUK SBIAIOTCS MyOJIMKAIMKM, BOIICAIINE B

KoxpaiinoBckyro Oubnunorexy, 06aszpl gannbix PUBMED u MEDLINE. T'mybuna mnoucka

cocrasirsa 30 jer.

MeToabl, HCNOJIL30BAHHBIE VIS AHAJIN3A J0KA3aTeJbCTB:

o O0630pbI ONTyOIMKOBAaHHBIX METa-aHAJIU30B;

o CucremaTudeckue 0030pbI ¢ TAOIUIIAMH JTIOKA3aTEIHCTB.
MeToabl, HCNOJIL30BAHHBIE VI KAYeCTBA H CHJIBI I0KA3aTeJIbCTB:

o Koncencyc axcnepTos;

J OneHka 3HAYMMOCTH JIOKA3aTEIBCTB MPOBOJIMIACH B COOTBETCTBHH CO
IIKaJOM OIICHKHM YPOBHEH J0CTOBepHOCTH pokazarenscTB (YJ) mns wmertonos
nuartHoctuky (Ta6m. 2) u 11t MeToa0B NpoPHIIaKTUKH, JIeueHNs U peadbunutauuu (Taoa.
3).

Ta6auna 2. I1lkana orieHKH ypoBHEH 10cTOBEpHOCTH Joka3arenbeTs (Y J]) ams mero10B

JUAarHOCTUKHU (I[I/I&FHOCTI/I‘ICCKI/IX BMGHIaTeJ'II)CTB)

YA

Pacmugposka

1

Cuctematnueckue 00630pbl HCCIEIOBAaHUN C KOHTPOJIeM pedepeHCHBIM METOAO0M HIIU
CUCTEMAaTUYECKUN 0030p paHIOMHU3UPOBAHHBIX KIMHUYECKUX HCCIEIOBaHUM ¢

IMPUMCHCHUCM MCTa-aHAJIN3a

OTnenbHbIE UCCIEAOBAaHUS C KOHTPOJEeM pe(epeHCHBIM METOAOM WU OT/ENbHbIE
PaHIOMU3UPOBAHHBIE KIMHUYECKHE MCCIECOBAHUS M CHUCTEMaTHYECKHUe 0030pbl
UCCIEeOBaHUM  mro0oro  au3aiiHa, 3a  HCKIIOUYEHHWEM  paHIOMHU3HPOBAHHBIX

KIIMHUYCCKUX HCCHGHOB&HHﬁ, C IPUMCHCHUEM METa-aHaJIM3a

HccnegoBanus 0e3 MMOCJICAOBATCIIBHOTO KOHTPOJIA pe(l)epeHCHBIM METOAOM HIIN

ucciacagoBaHusa C pe(bepeHCHLIM METOAOM, HE€ ABIAKOIMMCA HCE3aBHUCHMbBIM OT
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HCCICAYECMOIro METOJa UJIM HCPAHIOMU3SUPOBAHHBIC CPABHUTCIIBHBIC UCCIICAOBAHM, B

TOM YHUCJIC KOTOPTHBIC UCCIICIOBAaHUA

4 HeCpaBHI/ITeJ'IBHI)IC HCCIICO0BAaHNs, OIIMCAHNE KIIMHUYECKOI'O CiIydas

5 Hmeercst auibp 000CHOBaHUE MEXaHU3Ma ,Z[CﬁCTBPIfI HJIM MHCHUEC DKCIICPTOB

Tabauna 3. Illkana oreHkn ypoBHEH 10ocTOBepHOCTH AoKaszarenbets (Y /1) st meTonos
PO UITAKTUKH, JISUCHUS U peadbuutannu (MpoPrIaKTHIECKUX, JICUSOHBIX, PeaOUITUTAIIMOHHBIX

BMEUIATEIbCTB)

YA Pacun¢pposka

1 Cuctematnueckuii 0630p PKU ¢ npumeHenneM MeTa-aHanmn3a

2 | Ormenpabie PKU u cucrematmdeckue 0030pbI HCCIIEIOBAaHUM JTIOOOTO JW3aiiHa, 3a

uckinouenrnem PKH, ¢ mpumenenneM Mera-aHanusa

3 HepaH,I[OMI/IBI/II)OBaHHBIe CPAaBHUTCIIbHBIC HCCJICAOBAaHUs, B T.4. KOI'OpTHBIC

HCCIICOJOBaHUA

4 HeCpaBHI/ITeJIbHI)Ie HCCIICO0BaHUs, OIIMCAHNUE KIMHUYCCKOTO Cliydasd Uik CEpHUH CIIydacs,

HCCJIEJOBAHMSI «CIIYy4aii-KOHTPOJIb

5 Hmeercst nuiis 000CHOBaHHE MEXaHH3Ma HeﬁCTBHH BMCIIATCIbCTBA (I[OKJ'II/IHI/I‘IGCKI/IG

I/ICCJ'IG,I[OBaHI/ISI) HJIX MHCHHEC OKCIICPTOB

Onucanue MeTOIUKH aHATH3A 10KA3ATEJbCTB U Pa3padoTKH peKOMeH AU :

I[Ipu otbope mnyOnukamuii, Kak TMOTEHIMATbHBIX MCTOYHHUKOB JOKa3aTeNbCTB,
WCIIOJIb30BAaHHAS B KKIOM MCCJIEOBAHIUN METOI0JIOTHS U3y4dasach JUisl TOTO, YTOOBI YOS AUTHCS
B COOTBETCTBHM €€ MNPUHIMUIIAM JOKa3aTEIbHOW MEAUUMHBI. Pe3ynbTaT HM3ydeHUs BIUSI HaA
YPOBEHb J0KA3aTEeIbHOCTH, IPUCBAUBAEMBIN MyOJIMKAIIMN, YTO B CBOIO OYEPE/Ib BIMSIET HA CUITY,
BBITEKAIOIIUX U3 HEE PEKOMEHIALIHM.

MeTtononornyeckoe  u3ydeHue  (OKyCHpPOBalOCh Ha  OCOOEHHOCTAX  JM3aiiHa
WCCIIEIOBAHUS, KOTOpPHIE OKa3bIBaJIM CYHIECTBEHHOE BJIMSHHE HAa KAdye€CTBO PE3YJbTATOB U
BBIBOJIOB.

C uenpl0 HUCKIIOYEHHUS BIHUSHHUS CYOBEKTHBHBIX (DaKTOPOB KaKI0€ HCCIIeI0BAHUE
OLICHUBAJIOCh HE3aBUCHUMO, KaK MHHUMYM JBYMs HE3aBUCUMBIMHU YJIEHAMHU aBTOPCKOTO
KOJUIEKTHBA. Pa3nmmuuus B omeHke 0oOCYXIaluCh Ha COBEMIAHHSIX paboyell TPyIMImbl aBTOPCKOTO
KOJIJIEKTUBA JTAaHHBIX PEKOMEH AN,

Ha ocHoBanum aHanm3a J0Ka3aTeNbCTB MOCIENIOBATENBHO OBLTH pa3paboTaHbl pa3ieibl
KIIMHUYECKUX PEKOMEHJALUMM C OLEHKOW CHJIBI B COOTBETCTBHUM C PEUTUHIOBOM CXEMOWU

pexkoMeHanui (tadi.3).
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MeTo/b1, UCTIOTB30BaHHbBIE AJ1s1 (YOPMYIUPOBAHUS PEKOMEHAAIINNA:
e KoOHCEHCYyC 3KCIEpTOB;
e OreHKa 3HAYUMOCTH PEKOMEHIAIUK B COOTBETCTBUH C PEUTHHIOBOW CXeMOU (TallI.
4).
Tab6auna 4. Illkana omenku ypoBHeW yOeautenbHOCTH pekomeHnammii (YYP) mns
METOJIOB TPO(MUIAKTUKU, ITUATHOCTHKH, JICUYCHHS U peaduwnuranuu (mpodUIaKTHIECKUX,
JTUArHOCTHYECKUX, JIEYEOHBIX, peaOMINTAIIIOHHBIX BMEIIATEIHCTB)

YYP Pacmmmgposka

A CunpHas pekoMeHJamusi (Bce paccMaTpuBaeMble KpHUTEpUH IPGHEKTUBHOCTH
(MCX0/pl) SBISIFOTCS BaKHBIMH, BCE HCCIICOBAHUS HMMEIOT BBICOKOE WIIH
VIIOBJICTBOPUTEIFHOE  METOJIOJIOTUYECKOE  KadeCTBO, WX  BBIBOIBI IO

MHTEPECYIOIIMM UCXO0/IaM SIBJISIFOTCS COIVIACOBAaHHBIMU )

B YcnoBHas pekoMeHaanus (He BCe pacCMaTpUBaeMble KpUTEpUH dPPEKTHBHOCTH
(ucxofbl) SIBJIAIOTCSA BaKHBIMM, HE BCE MCCJIEOBAHUS HMEIOT BBICOKOE WIIU
YIOBJIETBOPUTEIBHOE METOAOJIOTMYECKOE KayecTBO W/WIM HX BBIBOABI 11O

HHTCPCCYIOINUM UCXOAaM HE ABJIAIOTCA COFJIaCOBaHHBIMI/I)

C Cnabas pexomeHaanus (OTCyTCTBUE 10KA3aTEIbCTB HAUISKAIIETO KauecTBa (Bce
paccMaTpuBaemble KpuTepru 3(pPEeKTUBHOCTH (MCXO/IbI) SBISIOTCS HEBAXKHBIMH,
BCE MCCIICJIOBAHNUS UIMEIOT HU3KOE METOI0JIOTMYECKOE KAYeCTBO U UX BBIBOJIBI 11O

HMHTEPECYIOIIMM UCXO0J1aM HE SBJISIOTCS COTJIACOBAHHBIMMU )

OxonuaTesbHasi pelaKIus

JU1s OKOHYATEeNbHOM pelakluu M KOHTPOJII KadecTBAa PEKOMEHJAIMHM ObLIM MOBTOPHO
MMpoaHaAJIN3UPOBAHBI YIICHAMH aBTOPCKOI'O KOJIJICKTHUBA, KOTOPBIC IMTPHUIIJIN K 3aKJIFOYCHUIO, YTO BCC
CYIICCTBCHHBLIC 3aMCUaHUA ©W KOMMCHTApUH OSKCICPTOB MPUHATHEI BO BHHUMAHHUC, PHCK
CHCTeMaTHUYEeCKUX OLIMOOK MpH pa3paboTKe CBEAEH K MUHUMYMY.

ITopsinok 00HOB/ICHHS KIMHUYECKHX PEKOMEHIAIHIA.

MexaHnu3smM  OOHOBJIEHMS  KJIMHUYECKHMX  PEKOMEHJAlUN  IpeaycMaTpuBaeT  MX
CUCTEMATUYCCKYIO aKTyaJIM3allhui0 — HC PCIKE UCM OJJHH pa3 B TpH roaa, a TakKxeE Ipu MOABJICHUN
HOBBIX JAaHHBIX C IO3ULMM JOKA3aTEIbHOM MENUIUHBI 110 BOIPOCAM IUArHOCTHKH, JICYCHUS,
OpopMIAKTUKA M peaOWIMTallMM KOHKPETHBIX 3a00JieBaHMM, HaJIU4YUU OOOCHOBAHHBIX

JIOTIOTHEHU/3aMeuanuil K panee yrBepk1€HHBIM KP, HO He yaie 1 pa3a B 6 Mecs1eB.
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IIpunoxenne A3. CipaBo4yHbie MaTepHAJIbl, BKJIKYas COOTBETCTBHE
MOKA3aHUH K IPUMEHEHHUIO ¥ NPOTUBONOKA3aHU I, CII0CO00B NPUMEHEHUS U
1103 JIeKAPCTBEHHBIX NPENapaToB, HHCTPYKIHMHU 110 IPMMEHEHHI0

JJEKApPCTBCHHOI'0 IIperiaparta

Her.
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Ipuioxkenue b. AlIropuTmMsl 1eHCTBUI Bpaya

AJ'IFOpI/ITM BCIACHU ITIAalITMCHTA C 6one3nsio I'omie
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Ipuioxenue B. Unpopmanus 1 NaueHToB

B ocHoBe 00s1e3Hu T'omne neXUT HACAEACTBEHHBIN NEeUIUT aKTUBHOCTH (pepmeHTa [3-
[IIIOKOIIepeOpo3uaa3bl, yYacTBYIOIIETO B IMEpepadOTKe MPOIYKTOB KIETOYHOTO MeTadoIu3Ma
(oOMena BemiecTB). B pesynbraTe HEJOCTATOYHOM AKTHBHOCTH 3TOro (pepMeHTa B KIETKax -
«Mycopimkax» (Makpodarax) HakarmIuBalOTCA HelepepadOTaHHBIC «OTXOJbI» MeTabonu3Ma, 1
KJIETKA TPUHUMAIOT XapaKTepHBbIH BHJ KiIEeTOK [ome miM «kJIeTok HakoruieHus». Kierkw,
MEPETIOIHEHHBIE «OTXO0JIaMU MPOU3BOJCTBA» HAKAIUIMBAIOTCS, KaK Ha CKJaje, BO BHYTPEHHHUX
opraHax, CHaJyaJia B CeJIC3€HKE, 3aTeM B MIEUCHH, KOCTSIX CKelieTa, KOCTHOM MO3Te, JIETKUX (OTCI0/1a
TEPMUH - «00JIe3Hb HAaKOIUIeHUs»). bonesns ['ome BcTpewaetcs ¢ yacrotoit ot 1: 40 000 mo 1: 60
000 y npencraBuTteiel BCeX ITHUYECKUX TPYIIN; B MOMYJISIIIMUA €BpeeB AIIKEHA3W YaCTOTa 3TOrO
3aboneBanus nocrturaer 1:450.

OcHoBHbIe mposiBjieHUus1 0osie3HH ['ome OOyCIIOBIEHBI HAKOIUICHHEM KJIETOK,
MEPETPYKEHHBIX «IIIJIAKAMHU», U HapylIeHHEM (DYHKIMHU ATHUX KJiIeToK. HakorieHue KIeTOk B
pa3’MYHBIX OpraHax MPHUBOJUT K YBEIMYEHUIO HX pa3MepoB (Celle3eHKa, IMEYEHb) H/HIn
HAPYIICHUIO CTPYKTYPHI U GYHKIMH (KOCTH, KOCTHBII MO3T, jieTkue). Hapyiienue paboThl KIeTOK
(MakpodaroB), MeperpyKeHHbIX [UIAKaMH, HWMEET CIEACTBHEM pa3BUTHE MaJOKpPOBUS,
KPOBOTOYHBOCTH, UCTOIICHHSI, XPYITKOCTH KOCTEH, OOJIEBBIX KPH30B. ITO CBA3AHO C TEM, YTO KPYyT
«IpoPeCCHOHANBHBIX 00513aHHOCTEH» Makpo(daroB B OpraHuU3Me YeJIOBEKa OYCHb NIMPOKUN U
BKJIIOUAET PETYJISIUI0 MHOTHUX >KM3HEHHO Ba)XHBIX MPOIIECCOB: KPOBETBOPEHUS, CBEPTHIBAHUS
KpOBH, OOMeHa KOCTHOW TKaHW u Jp. Hambonee TUNMUYHBIMU TpoOsiBIeHUAMH Oone3nu [ ome
CIIyXaT yBEJIMYECHHE Pa3MEpPOB CEJIE3CHKU M TIEUCHU, Pa3BUTHE AHEMHH, TPOMOOIUTOINEHUH,
XpOHUYECKHE 00N B KOCTSAX WM Pa3BUTHE BHE3AMHBIX NMPUCTYIOB CHJILHEUIIIUX 0O0JIEH B KOCTSX
(xoctHble  kpu3bl).  llocinenHue ~ COMPOBOXKIAIOTCS ~ JIMXOPAAKOM M MECTHBIMH
OCTPOBOCHAIUTENbHBIMA  SIBJICHUSIMH  (OTEK, TOKpPAaCHEHHE), HAllOMHHAIOIIUMUA KapTUHY
octreomuenura. Pexxe 00Jie3Hb MOXKET BIEPBBIE MPOSIBUTHCS TEPEIOMOM KOCTH BCIEICTBUE
HE3HAYUTENIBbHOU TpaBMbl. [lopaxeHne KOCTeN 3a4acTyro MPEICTaBIsIE€T OCHOBHYIO KJIMHHUYECKYIO
npoOiieMy W MOXET MPUBECTH K TDKENOW HMHBANUAM3AIMH (00€3BKEHHOCTh BCIIEJCTBUE
MHOTOUHCJICHHBIX  IMATOJIOTMYECKUX  TepernoMoB, Jaedopmanmuu KOCTEH U CYCTaBOB,
HEO0OXOIMMOCTh 3aMEHBI Pa3pYIICHHBIX Ta300€APEHHBIX WIIN TJICYEBBIX CYCTABOB).

JAuarno3 6oJie3nu I'ome ycraHaBiMBaeTcs Ha OCHOBaHMM OMOXMMHYECKOTO aHAJIM3a
AKTUBHOCTH MapKepHOro akTUBHOCTH [3-D-rmroxonepedbpo3uaassl B JeMKONHMTaX KpPOBHU.
Camwxkenue ¢epmenta MeHee 30% OT HOPMAIBHOTO YpPOBHS MOATBEPXKAAET JIHATHO3.
Takxe nuarxo3 Oosie3au ['orie MOXKHO YCTaHOBUTH C TIOMOIIBIO MOJIEKYJISPHOTO aHaIHM3a reHa

TITIOKOLIepeOpO3HIashl.
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Jleyenne Oosie3nm I'omie 3akiaroyaeTcss B HA3HAYCHHM 3aMECTUTEIILHOW Tepanuu
(bepMEHTHBIMHU TTpenapaTaMu, HOTYYCHHBIMHU C IOMOIIIbIO TeHHO-MHXECHEPHBIX TEXHOJIOTHIA.
Hean JsedeHuss — NpeaynpexIeHHE HEOOPATHMOTO IOPAXKEHUS KOCTHO-CYyCTaBHOU
CUCTeMbl U JIPYIHMX J>KU3HEHHO BaXKHBIX OPraHoB (T€UeHb, JETKHEe, IOYKH); perpecc WIu
ocnabiieHue IUTONEHUYECKOT0 CHHJIPOMA, COKpAaIEeHHE pa3MepoB celle3eHKH U medeHu. [Ipu
JOCTHKEHUM TIOCTaBJICHHBIX II€JIell Ha3HayaeTcs MOJJIep)KUBarollee JieueHue B no3e 7,5-15
En/kr/uady3ust (MOKU3HEHHO). 3aMecTUTeNbHas QepMeHTHas Tepanusi Oonesnm [ome —
UCKJIIOYUTENILHO JOPOroCTosIIiee JICYeHHe, KOTOpOe BO BCEX pAa3BUTHIX CTpaHax MHpa
o0OecrieunBaeTcs CIEUUAIbHBIMU TOCYJAapCTBEHHBIMU HporpamMmmamu. llanMeHTsl noiy4aroT
neuenne OecrutatHo. B Poccuiickoit @enepanun OecruiatHas 3aMecTHTENbHas (epMEHTHas

tepanus Oone3nu [ome crana noctynHoii ¢ 2007 rona B paMkax nporpaMMbl «7 HO30JIOTHI».
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Ipunoxenne I'1-I'N. IlIkanbl oieHKH, BONPOCHUKYU U APYyrue OLleHOYHbIE
HHCTPYMEHTBI COCTOSIHUA MALMEHTA, IPUBEACHHbIC B KIMHUYECKHX

PEKOMECHIALUAX

Her.
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