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1. METOJ0JIOI'A CBOPA IOKA3ATEJILCTB

MeToabl, MCI0JIL30BAHHBIE IS ¢00Pa / celeKIUM J0KA3ATeJbCTB:

[Touck mnyOnmukanuié B CIEHUAIM3MPOBAHHBIX MEPUOJMYECKUX IEYATHBIX HW3JAHHUSIX C
umnakTt-pakropom > 0.3;

[Touck B 3JIEKTPOHHBIX 0a3ax JaHHBIX.

ba3bl JaHHBIX, HCI0JIB30BAHHBIX U1 COOPA / ceJIeKIUM 10KA3ATeJIbCTB:
JlokazarenbHO 0a30d 11 pPEKOMEHAAUUil  SBISAIOTCS MyOJMKALMHU, BOIIEAIINE B
KoxpaitHoBckyto O6mbmmoteky, 6a3pr manHeix PUBMED u MEDLINE. I'mybuna moucka
cocrassuia 30 Jer.

MeTtoabl, MHCTIOJIL30BAHHBbIE /IJISl AHAJIN3A I0KA3aTeJIbCTB:
e (O030pbI OMYOINKOBAHHBIX METa-aHAJIU30B;

e (CucremaTH4ecKHe O630pbl C Ta6J'II/IHaMI/I J0Ka3aTcIbCTB.

Metoabl, HCII0JIb30BAHHBIE /ISl KAUECTBA U CHJIBI /IOKA3aTebCTB:
e KonceHcyc skcnepTos;

e OieHKa 3HAYMMOCTH JIOKa3aTE€JIbCTB B COOTBETCTBUM C PEUTHUHIOBOM CXeMOM
JI0OKa3aTeNbCTB (Tadm.1).

Tabmuua 1.
PeiiTuHrOBasi cxeMa JJisl OLIEHKH CHJIBI J0KA3aTEJIbLCTB
YpOoBHU J0KA3aTEILCTB Omnucanue
1++ MeTta-aHaau3bl  BBICOKOT'O  KayeCTBa, CHCTEMATHYECKHE  0030pbI

PaHI0MU3UPOBAHHBIX KOHTpoaupyeMbIx uccnenosanuit (PKHW), nnmu PKU
C 04Y€Hb HU3KUM PUCKOM CUCTEMaTHYECKUX OLIMOOK

1+ KauecTBeHHO mpOBEAEHHBIE METa-aHAJIU3bl, CUCTEMAaTHYECKHUE 0030pbl
nn PKU

1- Mera-ananussl, cucremaruueckue 0030pbl uiau PKU ¢ BeicokuM prickom
CHCTEMaTUYECKHX OUIMOOK

2++ BricokokauecTBEHHbIE CHCTEMAaTHYECKHE 0030Pbl UCCIIETOBAaHHUM ClTydaii-

KOHTPOJIb WJIM KOTOPTHBIX MCCIENOBAaHUN C OTCYTCTBHEM WM OYEHb
HU3KUM PUCKOM 3(PPEKTOB CMEIIMBAHUS MM CUCTEMAaTUYECKUX OIINOOK
U BBICOKOHM BEPOSTHOCTHIO IPUYMHHON B3aUMOCBSI3H

2+ XOopomo MpOBEACHHBIE UCCIIETOBAHNS CIy4ali-KOHTPOJIb UM KOTOPTHBIE
UCCIIEIOBAHUSI CO CPEIHUM pPHUCKOM 3((PEeKTOB CcMemMBaHUS WU
CUCTEMAaTUYECKUX OHIMOOK U CpelHed BepOATHOCTbIO MPUYUHHON
B3aUMOCBSI3U

2- UccnenoBanusa ciay4ail-KOHTPOJIb WJIM KOTOPTHBIE HCCIIEIOBaHUA C
BBICOKMM DPHCKOM dJ(PQPEKTOB CMEIIMBAaHUS WM CUCTEMATUYECKUX
OomuOOK U CPETHEHN BEPOSATHOCTHIO MPUYNHHON B3aMMOCBSI3U

w

He ananuTHyeckue uccieaoBaHus (OHI/IcaHI/IH CJIYy4acs, cepﬂﬁ cnyqaeB)

4 MHeH1e 3KCepToB




METO/IOJOT S PA3PABOTKH PEKOMEH JIALINI1

Onncanue MeTOANMKH AHAJIU3A I0KA3aTEJbCTB U Pa3padoTKH PeKOMEHIAlMii:
[Ipu  orbGope myOnuMKanui, Kak TOTCHUUAIBHBIX HMCTOYHHKOB  JOKAa3aTENbCTB,
UCIIOJIb30BaHHAs B KaKJIOM HCCIEAOBAHUM METOMOJIOTHS HM3ydyanach JJsl TOTO, YTOOBI
yOeIuThCs B €€ COOTBETCTBUM NPUHIMIIAM J0Ka3aTeIbHOM MEAULIMHBIL. Pe3ynbTaT nu3ydueHus
BJIMSUT HA YPOBEHb JI0Ka3aTENbHOCTH, MPUCBAMBAEMBbI MyOJIMKAIlMU, YTO B CBOIO Ouepellb
BIIMSICT HA CUILY, BBITCKAIOIIMX U3 HEE PEKOMEHIaluM.
MeTtononornyeckoe u3ydeHue (oKycHpoBalloch Ha OCOOEGHHOCTSX JW3aifHa MCCIEAOBAaHUS,
KOTOPBIE OKa3bIBAIX CYILIECTBEHHOE BIMSIHUE HA KAYECTBO PE3YyJIbTATOB U BHIBOJOB.
C uenbl0 UCKIIOYEHHUS BIUSHUSA CYOBEKTUBHBIX (DaKTOPOB KaKIO€ HCCIEIOBaHHE
OLICHUBAJIOCh HE3aBUCHMO, KaK MUHUMYM JIByMs HE3aBUCUMBIMHM 4JIE€HAMH aBTOPCKOIO
KoJulekTuBa. Pa3nuuus B oneHke 00CyX1anich Ha COBEUIaHUSIX paboyeil IpyIibl aBTOPCKOTO
KOJUIEKTHBA TAHHBIX PEKOMEHIALUM.
Ha ocHoBaHuu aHanu3a J10Ka3aTeiIbCTB IOCIEIOBATENbHO OBUTM pa3paboTaHbl pPa3/eibl
KJIIMHAYECKUX PEKOMEHJAIMN C OLEHKOW CHJIBI B COOTBETCTBUM C PEUTHUHIOBOM CXEMOM
pexkoMeHanui (Tadi.2).

Metoabl, HCTIOJIb30BaHHBIE 1J151 GOPMYIUPOBAHUS PEKOMEH/IALMIA:
e KoHceHcyc skcnepToB;

e OieHKa 3HAYMMOCTH PEKOMEHJALUW B COOTBETCTBUM C PEUTHMHIOBON CXeMoi

(Tabmn.2)

Tabmuna 2.
PeiiTuHrOBast cxeMa JJIs1 OIEHKH CHJIbI pekoMeHnaanuii [13]

YPpOBHM JOKa3aTEIbCTB Onucanue

Pexomenaanum OCHOBAHBI:

[0 MEHbIIECH Mepe, Ha OJIHOM MeTa-aHallu3e, CUCTEMaTHYeCKOM 0030pe
i PKH, oueHeHHbIXx Kak l++, HanpsiMyr0 NMPUMEHHUMBIX K IEIEBOM
MONYJIALIMYA U IEMOHCTPUPYIOLIUX YCTONYMBOCTD PE3YJIbTaTOB

1581071

IpyIIe JOKAa3aTelIbCTB, BKIIOUYAIOIIUX PE3YJIbTaThl HCCIEAOBAHUM,
OLICHEHHBIX Kak |+, HanmpsIMyl0 NPUMEHHUMBIX K II€JIEBOM MONYJISLIUU U
JEMOHCTPHUPYIOIUX OOIIYI0 YCTOWYMBOCTh PE3yJIbTaTOB

PexoMenmanum oCHOBAHLI:

Ha TPYIIE JI0Ka3aTelIbCTB, BKIIOYAIOIIUX PE3yJIbTaThl HCCIEIOBAHUN,
OIICHEHHBIX Kak 2++, HAIPsAMYI TPUMEHUMBIX K IIEJIEBOU MOMYJISAINHA U
JEMOHCTPHUPYIOIIUX OOMIYI0 YCTOWYHUBOCTh PE3yIbTAaTOB

AN

AKCTPaNOJIMPOBAHHBIX JTOKA3aTEIbCTB U3 UCCIEA0BAHNM, OLICHEHHBIX KaK
1++ wm 1+

PexoMenmanum oCHOBaHBbI:

Ha TpyHIe J0Ka3aTeJIbCTB, BKIIOYAOIINX pEe3yJbTaTbl HCCIEHOBaHUM,
OLICHEHHBIX KaK 2+, HampsMyl0 NPUMEHUMBIX K LEIEBOM MOMYNISALUU U
JEMOHCTPHUPYIONTUX OOIIYI0 YCTOMYHBOCTH PE3yIbTaTOB

WIN

AKCTPaNOJIMPOBAHHBIX JIOKA3aTEIbCTB U3 UCCIEIOBAHM, OLIECHEHHBIX KaK
2++

PexoMenmanum oCHOBaHbBI HA I0KA3aTeNIbCTBAX YPOBHS 3 wiu 4

UIn

AKCTPaNOJIMPOBAHHBIX JIOKA3aTEIbCTB U3 UCCIEIOBAHM, OLIECHEHHBIX KaK
2+




Nuaukaropbl 100poKavecTBeHHO# Kiaunuveckoii nmpakruku (Good Practice Points —
GPPs):

N0OpOKayecTBEHHAs TPAaKTHKa PEKOMEHIAIM OCHOBBIBAETCS Ha KBAIH(QHKALMH U
KJIMHAYECKOM OIIBITE ABTOPCKOTO KOJUIEKTHBA.

METO/I0JIOTASI BAJIUIN3ALIAN PEKOMEH AN

MeToabl BAJIUAU3ANUN PEKOMEH/IAIHii:
e BHemHsAA dKCIEPTHAS OLICHKA,;

e BuyTpeHHss 3KCiepTHAs OLICHKA.

Onuncanue MeTOANKH BAIUIAN3ZAIUN PEKOMEHIAIMIL:
Hacrosiue pekoMeHaalu B MpeIBAPUTEIBLHON BepCUM OBbUIM PEIIEH3UPOBAHBI HE3aBUCUMBIMU
SKCIIEpPTaMH, KOTOPBIX MOMPOCHITH MPOKOMMEHTHUPOBATb, HAaCKOJBKO Ka4eCTBEHHO
MHTEPIPETHUPOBAHBI J0Ka3aTeIbCTBA W pa3paboTaHbl pexkoMeHAauu. Takxke ObLla MpoBeacHA
JKCIEPTHAs OLEHKA U3JI0KEHUS PEKOMEHIAllUN U UX IOCTYIMHOCTHU JUIsl TOHUMAHMUS.
[IpenBapuTtenbHas BepCcHsi PEeKOMEHAAIIMN MPEACTaBIIaCh U 00CYXJalach Ha 3aceJaHuu
OkcneptHoro CoBeta mo mpobiemaM Oone3nu [omre u HayuHbIX KoH(pepeHusax HamnmnoHanbHOro
reMaToJI0THYECKOI0 00IIeCTBa.
Pekomenmanuu o0O0CyXIeHbI U OJOOpEHBI BEAYIIUMHU CHEHHATUCTAMH NPOQPHIBHBIX
®enepanpHbIX HEHTPOB PP 1 npakTHYECKUMH BpadyaMHu.

OxkoHuaTe/IbHAA PeJaKIUA:

Jlis OKOHYATENbHOM peJakluu M KOHTPOJS KauecTBa PEKOMEHIAIMH OBLIM MOBTOPHO
MIPOAHAIU3UPOBAHBI YWICHAMH aBTOPCKOT'O KOJUICKTHBA, KOTOPHIC MPHUIILIMA K 3aKIIOYEHHUI0, YTO BCE
CYLICCTBEHHBIC 3aMeuUaHWuss M KOMMEHTApUU OKCIEPTOB TMPUHATHI BO BHUMAHHUE, PUCK
CHUCTEMATUYECKUX OIMMOOK MPHU pa3pabOTKe CBEJIEH K MUHUMYMY.

[Tocnennre W3MEHEHUS W OKOHYATeJIbHAs peNakius JaHHBIX peKOMEHAaluud ObLn
paccMOTpeHBl W yTBEpKIeHbl 24 ceHTsOpst 2014r. Ha 3acegaHUU MYJIbTHAMCIUIUIMHAPHOTO
DKCrepTHOTO coBeTa 1o ophaHHbIM 3a00seBaHusM npu DenepanbHbIX eHTpax M3 PO.



2. Boaesus I'omie: 3THOJIOrUA M MATOTeHE3

bonesur Tome (MKB 10: E 75.2) — mnaubonee wuacras ¢opMa HACIEACTBEHHBIX
depmeHTOnaTuii, OOBEIMHEHHBIX B TPYIIY JU30COMHBIX OOJe3He HakomieHus. B ocHoBe
3a00J1€BaHUs  JIGKUT HACJICACTBEHHBIM JACPUIIUT aKTHUBHOCTH [-Timrokornepedpos3umassl (-
TIIFOKO3H/1a3bl) — JIN30COMHOTO (hPepMEHTA, YYacCTBYIOIIETO B JIETPAgalliil MPOAYKTOB KJIETOYHOTO
metabonusma [1, 2, 3, 4].
Bbonesnp I'ome Bcrpewaercs ¢ wacrotoir or 1:40 000 mo 1:60 000 y mpencraButeneil Bcex

STHUYECKHUX TPYIIIT; B MOMYJISAIMKA eBpeeB-alllkeHa3u yactora 3aboseBanus qocturaet 1:450 [4].

bonesns [ome Hacinemyercss MO ayTOCOMHO-PELIECCHBHOMY MexaHU3My. B ocHoBe
3a0oJsIeBaHMs JIeKaT MyTallUK I'eHa TII0KOoIepeOpo3naasbl, JOKaIu3yoonerocs B peruone 21 Ha 1-
i xpomocome [3, 4]. [IpucyTcTBUE IBYX MyTaHTHBIX aJUICICH Fe€HA COMPOBOXKAACTCS CHIDKEHHEM (<
30%) KaTaJUTHYECKOM AaKTHUBHOCTHM TIJIHOKOLIEpeOpO3nJa3bl, YTO MNPHUBOJUT K HAKOIUIEHUIO B
JM30COMax Makpo(haroB HEYTWIM3HPOBAHHBIX JMIHJOB M OOPa30BaHHUIO XAPAKTEPHBIX KJIIETOK
HakoryieHus (kierok [ome) — meperpykeHHbIX Jmnuaamu Makpodaro. CrieacTBHEM JaHHOIO
MeTaboJIN4ecKoro Ae(eKTa SABISAIOTCS:

1. Xponuueckas akTHBaLUsg MaKpoQaraabHOW CUCTEMBI;

2. AYTOKpMHHAasi CTUMYJSALMS MOHOLMTONO33a M YyBEJIUYEHHE a0COIIOTHOTO KOJIMYECTBA
MakpoparoB B MecTax «()U3MOJIOTHYECKOTO JIOMa»: CEJle3€HKa, IeueHb, KOCTHBIM MO3T,
CIIEICTBUEM 4YEro SIBJSAIOTCS CIUICHOMETajus, IernaTroMeranusi, MHQUIbTPALUs KOCTHOTO
MO3ra;

3. Hapymenue perynsatopHbix (QyHKIUE MakpodaroB, 4To, MPEANOJIOKUTENBHO, JIEKUT B

OCHOBC HUTOIICHUYCCKOI'0 CUHAPOMA U IMMOPAKCHUS KOCTHO-CYCTaBHOﬁ CHUCTCMBI [4, 8]

2.1 Knaccupukanus

B coorBeTCcTBUM ¢ HajJHM4YUEM WU OTCYTCTBHEM IOPAKCHUS L[HC U ero OCOOECHHOCTSIMU

BBIICTISIIOT TpU TUNa Oone3nu [ ome:
® Tun |— 0e3 HEeBPOJOrMYECKHUX MPOSBICHUN, Haumbosee 4acThli BapHaHT 3a00JieBaHUS,
HaOmonaercs y 94% narueHToB ¢ 6onesnbto [Nomre [9];

e Tun Il (ocTpelii HEMPOHONATUYECKUIT) — BCTPEUAETCS y AETEH paHHErO BO3pacTa, OTIMYAETCS
IIPOrPECCUPYIOLUM T€YEHHEM U TskenbIM nopaxenueMm LIHC, BenymuM k neTalbHOMY UCXORY

(60BHBIE pEKO JOKUBAIOT 0 BO3pacTta 2 JIET);



e tun III (xpoHuueckwii HEUPOHONMATHUECKHI) — OOBEAMHSIET O0JIe€ PA3HOPOIHYIO TPYIIITY
GOHBHBIX, Y KOTOPBIX HEBPOJOTUYCCKUC OCIIOKHCHUA MOTYT IIPOSABJIATHCA KaK B paHHCM, TaK U B

IMOAPOCTKOBOM BO3pACTC.

2.2 KninHn4ecKue Npu3HaKu
OcHOBHBIE ~KJIIMHUYECKHE TMpOsBICHUs Oone3Hu ['omie BKIIOYAIOT —CIUICHOMETAIHIO,
reraTOMErajnio, HIUTONEHUIO U MOPAKEHUE KOCTEH.

Cnnenomezanuss — celie3eHKa MOXeT ObITh yBenuueHa B 5—80 pa3 1o cpaBHEHHUIO C
HopMoii. [1o Mepe mporpeccupoBaHus CILIEHOMETAINU B CEJIE3€HKE MOTYT Pa3BUBATHCA MH(PAPKTHI
u Qubpo3Hsie u3MeHeHus. MHPapKTBI cene3eHKH, KakK NPaBHIO, HE HMEIOT KIMHUYECKUX
nposiBienuii [4, 10].

I'enamomezanus — pa3Mepbl MeUeHU OOBIYHO yBenuuuBawTcs B 2—4 paza. Ilpu Y3U
MOTYT BBISIBIISITECS OYAaroBble MOPAKEHUS TEUEHU, KOTOPBIC, MPEANOIOKHUTEIbHO, SBISIOTCS
clieicTBUEM uieMuu U ¢uodposza. OyHKIMA TEUSHH, KaK MPaBWIO, HE CTpajaeT, ogHako y 30—
50% OonmpHBIX ~ OTMeuaeTcss ~ HEOONbIIOE  TOBBIIICHWE  AKTHBHOCTH  CBIBOPOTOYHBIX
amuHOTpaHcdepas, 00bIUHO He Ooliee yeM B 2 pasa, u3peaka — B 7—38 pas [11].

Haubonee paHHMM M XapaKTEpHBIM MPOSBICHUEM YUMONEHUUECKO20 CUHOPOMA CIYKUT
TPOMOOIIUTONICHHSI CO CIIOHTAHHBIM I'€MOPPAru4ecKUM CHHAPOMOM B BHUJIE MOJKOXHBIX T€MaTOM,
KPOBOTOYMBOCTH CIIM3HCTHIX OOOJIOUEK WM JUINTEIbHBIMA KPOBOTEUYEHUSIMH TOCTE MAaJIbIX
ONEpAaTUBHBIX BMEWIATENbCTB. B nanbHeiilieM pa3BUBAlOTCS aHEMUs U JIEWKONEHHS C
OTHOCUTEJIBHBIM JTUM(OIMTO30M U aOCOMIOTHON HEUTpONeHHEeN, OJJHAKO OYEBHIHOTO MOBBIIICHUS
4acTOThl MH(EKIIMOHHBIX 3a00JIeBaHuil y OOJIbHBIX HEe HaOromaercs [11].

Topasicenue kocmeti BapbUpPyeT OT OECCUMITOMHOM OCTEONMEHHUH U KOJI0000pa3HOM
negopManuy TUCTAJIbHBIX OTAENOB OEIPEeHHBIX KocTel (kojObl DpieHMeliepa) 0 TsHKENEHIIero
OCTEOI0pO3a M UIIEMHUYECKUX (aBACKYJSPHBIX) HEKPO30B C Pa3BUTHEM BTOPUYHBIX OCTEOAPTPO30B.
[TopaskeHNe KOCTHO-CYCTaBHOW CHCTEMBI MOXET MPOSBISATECS OCTPHIMH WM XPOHUYECKHMHU
OO0JISIMHU, TTATOJIOTUYECKAMH TIEPEIOMaMU M Pa3BUTHEM HEOOPATUMBIX OPTONEIUYECKUX NEPEKTOB,
TpeOYIOLIMX OIEPaTUBHOIO JIEUEHUs (PHAONMPOTE3UPOBAHUS CYCTaBOB). Jlisi neTeid M MOJIOABIX
B3pPOCIIBIX XapaKTEpPHO Pa3BUTHE, TaK HA3bIBAEMBIX, KOCTHBIX KPHU30B — 3MHU30JI0B CHIIbHEHIINX
OCCAIITHA, COTPOBOXIAIONINXCS JIMXOPAIKOH M MECTHBIMH OCTPOBOCIIATUTEILHBIMU CHMITTOMAMHU
(OTeK, TMOKpacHEHWE), CHUMYIHPYIOIIUMH KapTHHY ocTeomuenuTa. DakTopoM pHCKa pa3BUTHS
KOCTHBIX KPH30B W TSKEJIOTO TOPaKEHHsI KOCTHO-CYCTaBHON CHCTEMBI SIBISIETCSI CILICHIKTOMEUS,
npeapacnojaratomas K pa3BUTUIO THIEPKOATYSIIIMOHHOIO CHHJIpPOMA M HMIIEMHYECKOMY

MOPAXXEHUIO KOCTEH (OCTEOHEKPO3bl), JISKAIIEMy B OCHOBE KOCTHBIX Kpu3oB [12]. Tlopaxenue
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KOCTHO-CYCTaBHOM CHCTEMBI, KaK TPaBUJIO, SBIISETCS OCHOBHOW KIMHUYECKOW MPOoOJIeMOi mpH
6one3nu [omre | Tuma, onpenenseT TsHKECTh TEUSHUS 3a00JICBaHUS 1 KAY€CTBO JKU3HH MAIMEHTOB.

Cumnmomwt nopaxcenuss [[HC HaOIIOIAIOTCS TOIBKO MPU HEHPOHOMATUYECKUX THITAX OOJIE3HU
INome y nereit (tunsl 1l 1 111) 1 MOTYT BKITIOYATh TJ1a30/IBUTATEIBHYIO alIPAKCUIO WJIM CXOSIIEeCs
KOCOIJ1a3ue, aTaKCHI0, HapyIIeHUsl YyBCTBUTEIBLHOCTU U MPOTPECCUPYIONIYIO MOTEPI0 MHTEIEKTa
[4, 11].

Iopasicenue neexux Bcrpedaercs y 1—2% OGONbHBIX, NMPEUMYIIECTBEHHO, y MEPEHECHINX
CIUIGHAPKTOMUIO, U TIPOSBISETCS KaK HMHTEPCTULHAIbHOE MOpPAKEHHE JIETKMX WM TMOpakeHue
JIETOYHBIX COCYIOB C Pa3BUTHEM CHMIITOMOB JICTOYHOM rumnepTen3uu [11].

Tun | sBAsieTcss HauboJee YacThIM KIMHUYECKUM BapHaHTOM Oosie3Hu ['omie u BcTpeyaercs Kak
y zere, Tak u y B3pochbix. CpeaHuil Bo3pact OOJbHBIX B MOMEHT MaHH(ecTaluu 3a00JIeBaHMS
coctaBnger oT 30 mo 40 jger. CnekTp KIMHUYECKUX MPOSBICHUNA OYEHb IIMPOKUN: HA OJHOM
KOHIIe — «OeccuMmnToMHbIe» manueHTsl (10—25%), Ha qpyroMm — GObHBIE C TSHKEIBIM TEUEHUEM:
MaCCHBHOMH remaro- M CIUICHOMETalnel, TIIyOOKOoi aHeMuei u TpoMOOIHMTOIIEHUEH, BEIPAaKEHHBIM
WCTOIIEHUEM W TSDKEIBIMU, YTPOXKAIOMUMHU JKU3HH OCJIOKHEHUSMHU (TeMopparuv, WHQPaPKTHI
CEJIe3eHKH, AECTPYKLHMs KocTei). B mpomexxyTke Mexay STHUMHU MOJSPHBIMU KIMHUYECKUMU
TpynnaMu HaxoIATcs OOJbHBIE C YMEPEHHOW TIeMaTOCIIEHOMETaNNed W TMOYTH HOPMaIbHBIM
COCTaBOM KpPOBH, C IMOpaXEHHEM KOCTed wiu 0e3 Hero. Y nereil HaOIIOJaeTCsi OTCTaBaHUE B
(U3UYECKOM U TIOJIOBOM pa3BUTHH; XapakTepHa CBOEOOpa3Hasi TUNEPHIUTMEHTAIUS KOXKHBIX
MTOKPOBOB B 0071aCTH KOJICHHBIX U JIOKTEBBIX CYCTABOB.

[Tpu Gone3nu Tome |l muna oOCHOBHBIE CHMITOMBI MOSIBISIFOTCS B TEPBBIE 6 MECAIIEB
*u3HU. Ha paHHUX cTagusx 3a00JIeBaHMs OTMEUAIOTCS MBIIICYHAsi TUTIOTOHMUS, 3aJep>KKa U perpecc
MICUXOMOTOpHOrO pa3Butus. Ilo Mepe mporpeccupoBaHusi O0JE€3HH MOSABISIOTCS CHACTUYHOCTH C
XapaKTepHOW peTpakiuel e M Cru0aHHeM KOHEYHOCTEH, Ta30/IBHraTelIbHbIE HAapYIIEHUS C
pa3BUTHEM CXOJSAIIETOCS KOCOIJIAa3Ms, JIapHHTOCa3M U Aucdarusa. XapakTepHbl OynbOapHbIe
HapyIIEHUS C YaCTHIMHU aCIIUpaIUsIMU, TPUBOISAIINE K CMEPTH OOJIBHOTO OT artHOd, aCIUPaIMOHHON
MTHEBMOHUM WM JUCQYHKIMH JIBIXaTEJIBHOTO IIEHTPa TOJOBHOTO Mo3ra. Ha mo3gHMX cTajamsx
Pa3BUBAIOTCS TOHUKO-KJIOHUYECKUE CYIOPOKHBIE MPUCTYIBI, KOTOPbIE OOBIYHO PE3UCTEHTHHI K
MIPOTUBOCYJOPOKHOM Tepamnuu. 3a0ofieBaHNE MPUBOAUT K JICTATLHOMY HCXOJIy Ha MEPBOM-BTOPOM
roJy *HU3HU peOeHKa.

[Tpu Gonesnu T'ome Il muna HeBpomormyeckue CUMIITOMBI BO3HHKAIOT MO3/HEE, Kak
mpaBwiIo, B Bo3pacte 6—15mer. XapakTepHbIM CHUMOTOMOM CIYXXHUT Tape3  MBbIIIII,
WHHEPBUPYEMBIX TJIa30/IBUTaTEIbHBIM HEpBOM. MoryT HaOmI0IaThCs MHUOKJIOHHYECKHE W
reHepalM30BaHHbIE  TOHUKO-KJIOHMYECKHE  CYJIOpOTH,  TMOSBISIOTCA UM HPOrPECCUPYIOT
JKCTpanupaMUIHAsT PUTUIHOCTh, CHIDKEHUE WHTEIUICKTa, TPU3M, JIMIIEBBIC TPHUMACHI, aucdarus,

9
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napuHrocnasMm. CTeneHbp MHTEIUIEKTYalIbHbIX HApYyLIEHUH BapbUpPyeT OT HE3HAYUTENIbHBIX
W3MEHEHUH JIMYHOCTH J10 TSDKEJIOW JeMeHIUU. MoryT HalOJt0aThCsl MO3)KEUKOBBIE HApYIICHHUS,
paccTpoiicTBa peud U IUCbMA, NOBEIECHYECKUE W3MEHEHHs, dIU30Abl IICMX03a. B OoibIIMHCTBE
cllydaeB TeueHHe 3a00jeBaHMs — MEIJICHHO Iporpeccupytomiee. JleTanbHblii MCXOJl HACTYMaeT
BCJICJICTBUE TSKEJIOr0 MOPAKEHHUs JIETKUX W IedyeHU. [IpoloIKUTENbHOCTh KU3HU MALMEHTOB C

6one3npto [Nomre |11 Tuna moxxer nocrurare 12—17 ner, B enuanunbix caydasx — 30—40 ner.

2.3 /lmarHocTuka

Juarno3 6one3nu I'ome cienyer NpeANoNOXUTh Yy MalMeHTa ¢ HEOOBSICHUMOM CIUIEHO- U
renaToMerajauei, UTONCHUEN U CUMIITOMAMU IIOPaXEHUS KOCTEH.

Onpedenenue akmuenocmu Kucaou f-entokouyepedopo3udaspl B JEUKOLUTAX KPOBU SIBIIAETCS
OCHOBOM COBPEMEHHOW JuarHocTUKU Oosie3Hu [omre. Jlmarnos moATBep)kgaeTcss MPU CHUDKEHUH
aKTUBHOCTH (pepMeHTa 10 ypoBHs Huxke 30% oT HopManbHOro 3HadeHus (kareropus A). CTeneHb
CHIDKEHHsSI aKTHBHOCTH (PEpMEHTa HE KOPPEIUpPYET C THKECThIO KIMHUYECKUX MPOSBICHUN H
TeueHueM 3aboneBanus [4, 12]. JIonogHUTEIbHBIM OMOXMMUYECKUM MapKepOM, XapaKTePHBIM JIJIsI
6one3nu 'oiie, CIIy>KUT 3HAUUTEIHLHOE TOBBIIIEHHE AKTUBHOCTU CHIBOPOTOYHOM XUTOTPUO3HUIA3bI —
THJIPOJIUTUYECKOT0 (EpMEHTa, KOTOPBIH CHUHTE3UPYETCsl aKTHUBHPOBAHHBIMU Makpodaramu.
JlpyrumMu  XapaKTepHBIMH J1a0OpPaTOpPHBIMA CHUMOTOMaMH npu Oosesnn [ome  sSBISIOTCS:
MOBBIIIEHUE YPOBHS CBIBOPOTOYHOTO (DEPPUTHHA, AHTHOTEH3MHIIPEBpAIIAoNiero (epMeHTa,
xemoknHa CCL-18, KoTOpble OTpakalOT CTENeHb AaKTUBHOCTH 3a00J€BaHHS M  MOTYT
HCIIOJIb30BATHCS KaK OMOMapKepsl I OICHKHA TUHAMUKHU Ha (oHe jedenus (kateropus A) [4, 13,
14].

Monekynapuolii ananu3 sl BBIABIEHUS MyTallui Te€Ha TIUIIOKOLEpeOpo3uaa3bl IMO3BOJISIET
BepuduuupoBaTh JauarHo3 Oone3Hu [ome, ogHako He sABIseTCs 00sA3aTENbHBIM METOJOM
JMArHOCTUKH M MCIONb3yeTcs Npu AuQQepeHInanbHON TUarHOCTUKE B CIOXKHBIX KIMHUYECKUX
cIydasx WM JJisl HayqHoro aHanm3a [11].

Mopgonozuueckoe uccnedoganue KoCmHO20 MO32a TIO3BOJSIET BBISIBUTh XapaKTEpHbIE
JUarHOCTHUYECKHUE TPU3HAKM — MHOTOYMCIIEHHBIE KJIETKH ['olle — M OJHOBPEMEHHO HCKIIOYHTH
JIMarHo3 reMo0J1acTo3a, Kak MPUYMHY IUTONEHUU U TemaToCIuIeHOMeranuu. M3peaka enuHUYHbIE
KJIETKH C aHaJIOTWYyHOW Mopdororueit (mceBgo-I'omie KIeTKH) BCTpEeyaroTCs MpU  JIPYrHX
3a00JIeBaHUAX, COMPOBOKIAIONINXCA TIOBBIIIEHHON JIECTPYKUMEH KIETOK, HalpuMmep, IMpH
XPOHUYECKOM MHEJOJIeHKo3e U TUMPonponndepaTUBHBIX 3a00J€BaHUAX M OTPAXKAIOT MEPErpy3Ky

MaKpO(bal" aJIbHOM CHCTEMBI MNpOAYKTaAMU ACTPAadallvun KIICTOK JIEHKeMHUYECKOTO KJIOHA.
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Y3H u KT neuenu u cenezenku 1o3BOJSIOT BBISIBUTh UX OYAaroBbI€ MOPAXKEHUSI U OMPEAETUTH
HCXOJHBIE OOBEMBI OPraHOB, YTO HEOOXOMUMO ISl MOCIEAYIONMIEr0 KOHTposs 3(pQeKTUBHOCTH
3aMECTHTENbHON (PepMEHTHON Tepanuu

Penmeenocpagus kocmeit HeoOxoauma Uil BBISBICHHUS W OIEHKH TSDKECTH TOPaKEHUS
KOCTHO-CYCTaBHOM CUCTEeMBbI. MI3MEHEHHS KOCTHOM TKaHW MOTYT OBITh MpeAcTaBieHbl TUh(y3HBIM
OCTEOTIOPO30M, XapaKTEpHOH KojabooOpa3Hoil aedopmanmeid AUCTATBHBIX OTAETIOB OCIPEHHBIX
KocTel (KoJ0bI DprieHMeiiepa), oyaraMmu OCTEOJIM3KCa, OCTEOCKIIEpPO3a U OCTeOHeKpo3a [15].

MPT — ©0onee 4YyBCTBUTEIBHBI METOJM, ITO3BOJISIOIIMK BBIIBUTH TOpPAXEHUE KOCTEH
(MHQUABTPAIIMIO KOCTHOTO MO3ra, OCTCOHEKPO3bl) Ha paHHMX CTaadsAX, HE JOCTYITHBIX

BU3YyaJIM3allu pEeHTIeHOrpaduei.

Jleyxanepeemuueckas penmezenoseckas oencumomempus (DEXA) — ontuMaibHbIi METOJ
OLICHKH CTEMEeHH BBIPAKEHHOCTH ocTeonopo3a. OIleHuBaeTcs OTKIOHEHHE MHHEPaIbHON
IUIOTHOCTA KOCTH OT CPEAHECTAaTUCTHUYECKOro IMoKaszaTels A JaHHOro Bo3pacTta W mona — Z-
KPUTEPHiA, M OTKIIOHEHHE OT MEIWaHbl MHHEPAJIHLHON TIOTHOCTH KOCTH Y MOJIOABIX Jtojeit (20-25
net) — T-xputepuii. 3Hauenue T(Z)-xputepusi B uHTepBajie ot -1 1m0 -2,5 SD cBumeTenbCcTByET 0
HaJIMYUU OCTEOINEHUH, 3HAYCHHE OT -2,5 U HUXKE — O HATMYUH ocTeonopo3a. CHIKEHUE IIIOTHOCTH
ry04aToro BemecTBa KOCTH U HICTOHYEHHE KOPTUKAIBHOTO CJIOS ONPEAEeTCs MPAKTUUYECKH Y BCEX

OosbHBIX [01IIe U aCCOIMHUPYETCS C MOBBIICHHBIM PUCKOM BO3HUKHOBEHHs repesomos [10, 16].

2.4 Jleuenne
OCHOBHBIE 1Ie7TU JICYEHUS MMalMeHTOB ¢ 00JIe3HbI0 [ ollle BKIIIOYAOT!
- ycTpaHeHue 00JIeBOr0 CHHIPOMA, HOPMAJIN3ALUs CAMOYYBCTBUS OOJIBHBIX;
- perpecc Wiy ociabiieHHe MUTONEHHYECKOT0 CHHIPOMA;
- COKpaIIeHHE pa3MEepOB CETIE3EHKHU H MEUYCHHU;
- IpeayINpexkaeHne HEOOPaTUMOTO MOPAXKEHUS KOCTHO-CYCTaBHOM CHCTEMBI M )KU3HEHHO
Ba)XXHBIX BHYTPEHHUX OPraHOB (II€UEHb, JETKUE, IOUKH).
Jledenue 3akiitouaeTcsl B HA3HAYEHUH MT0)KM3HEHHON 3aMeCTUTENIbHOM (PepMEHTHOM Tepanuu
(3DT) pexomOuHaHTHOI TirOKOLEpeOpo3unazoi (kareropuss A). B P® 3aperucrpupoBano 2
JIEKapCTBEHHBIX MpenapaTa peKOMOMHAHTHOM TIIOKOLepeOpo3nIassl:
— wumurmonepasa (Llepe3sum), cuHTe3UpyeTCs KIETOYHOM JMHHEH, NOJYyYeHHOW W3
SIMYHUKOB KATAHCKIX XOMSIKOB;
— Benarmoniepasa anbbha (BrmpuB) — mnpoumsBomutcs kietounoi sgmHmedn HT-1080
($ubpobIaCTOB UeIOBEKA.
[TokazaHusAMHU K Hayally 3aMECTUTEIbHON Teparuu CIIy>Kat:

- IETCKHI BO3pacT,
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- LIUTOTICHHUSI,

- KJIMHUYECKUE U PAJNOJIOTMUECKHUE IPU3HAKY TIOPaKEHUsI KOCTEM,

- 3HAUUTENIbHAS CIJIEHO- U reraToMeranus,

- CUMIITOMBI TIOPQXKEHHUS JIETKUX U IPYTUX OPraHoB.

Hmuenoyepasza u eenazntoyepasa BBOASITCS BHYTPUBEHHO KamesnbHO 1 pa3 B 2 HeJENu.
dopma BBHIMYCKa JaHHBIX JIEKapCTBEHHBIX mpemnapatoB — (iakonsl no 400 En. Copepkumoe
Kaxaoro (iakoHa (MMHIIIOIICpa3a, BeNAriolEepa3a) pacTBOPSIOT BOIOW JJISi HHBEKIHUHA U
aKKypaTHO MEpeMEIIUBaIOT, HE JOIMycKas o00pa3oBaHUs IMYy3bIpbKOB. Bechb NpUrOTOBICHHBIN
pactBop coOuparoT B ogHoM (uakoHe u pazBogaT 0,9% pacTBopoM xyopujaa HaTpus IS
BHYTPUBEHHBIX MHBEKIMN 10 obmiero odvema 150—200 mi. Ipemapar BBOAWTCS BHYTPHUBEHHO
KarenbHO B TeueHWe 1-2uacoB. He cremyer BBOOWTH mpemapar OJHOBPEMEHHO C JIPYTHMMHU
JIEKapCTBEHHBIMU Cpe/icTBaMU. JleueHne xapakTepusyeTcsl OTIIMYHON EPEHOCUMOCTBIO U BBICOKOM
KIMHUYEeCcKoU 3((hEeKTUBHOCTHIO y MAIUEHTOB ¢ Oomne3nbto ["ome 1 Tuna.

Cmapmosass 0o3a PEKOMOMHAHTHOW TJIFOKOIEPEOPO3UIA3bl  SBISETCS  MPEAMETOM
JTUCKYCCHHU U B Pa3HbIX cTpaHax BapeupyeT oT 10 10 60 Ex/kr Beca ¢ 4acTOTON BBEICHUS - KaXKIIbIC
2 wuenenmu. Ilpu ompeneneHuu [103bI YYUTHIBAIOT BO3pACT MAlMEHTAa, XapakTep M TSHKECTh
KIIMHUYECKUX TPOSIBICHUN, MPOTHO3 TEUEHHsS OOJE3HU, HAMYHE OCIOXKHEHHH, COMYTCTBYIOIINX
3aboneBannidi. B crpanax, mpegoctaBimstonmx 3®T B paMkax TOCYJapCTBEHHOH MpPOTPaMMBbI
OecIIaTHO, CYLIECTBYIOT AKCIEPTHBIE COBETHI MO Ooje3Hu [ome, B QyHKIUU KOTOPBIX BXOJAUT
Ha3zHauyeHue U MOHUTOPHHT 3¢ dexkTuBHOCTH 3DT.

B Poccuiickoii @enepaiiuml y 63pocivix 60abHbIX ¢ MANCENbIMU NPOAGIeHUAMU Oone3Hu [ owe
| muna navanbHas 103a UMUTIIOIEpa3bl/Benaritonepassl coctasisier 30 En Ha kr Beca Tena, B BUJIE
BHYTPUBEHHOH KamnenbHON HHPY3UH 2 pa3a B Mecsl. B oTnenbHbIX ciydasx (TSXKeNblil 0cTeonopos3
C TMOBTOPHBIMM TATOJIOTUYECKUMH IE€peoMaMH TpyOdaTbX KOCTEl; MOpakeHUE JETKUX C
Pa3BUTHEM JIETOYHOM T'MIIEPTEH3UU WJIM TeNaToNyIbMOHAPHOTO CHHAPOMA) 71032 pPEeKOMOWHAHTHOM
TJIIOKOIIepeOpo3n1a3bl MOXKET MoBbIIAThCA 10 60 En/kr Ha ogHO BBeIEHHE, OJHAKO perieHue 00
9TOM TpPUHUMAaET DKCIEepTHBIM coBeT, co3maHHbii 01.04.2009 mpu momnepxkke MwuHHCTEpCTBa
3npaBooxpanenust Poccuiickoit ®denepanuu. Ilocne aocTukeHus Lened JIEUEHUS Y B3POCIBIX
6onpHBIX g03a 3T mocreneHHO CHMXKaeTcs A0 mojaepxkuBaromiei — 7,5-15 En/kr  1-2 pasa B
Mecs1 (MMOKU3HEHHO). PexxuM nmoaaepkuBaroiiel Tepaniui - B CTaAUU pa3pabOTKH.

V nereii ¢ 6onesnsto ['ome HauanbHas no3a 3OT cocraBnser:

- npu | 1 I tune 3aboneBanus, NpoTeKaroniero 06e3 mopaxkeHus TpyOdaThIX KOCTeH ckenera, —

30 En/kr xaxable 2 HENEIH,
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- mpu | u I Tune 3a0oneBaHusi, MPOTEKAIOIIETO C TMOPAKEHUEM TPyOUaThIX KOCTEH CKeera
(KOCTHBIE KpH3bl, MATOJOTUYECKHE MEPEIOMbI, OYard JIMTUYECKOW AECTPYKLHUH, ACECNTHUYECKUU
HEKpO3 TOJIOBOK OenpeHHbIX kocTei) — 60 En/kr kaxasie 2 Henenu;

IIpu Oone3nu Tome II Tuma 3DT HedpdexkTHBHA, TOCKOIBKY PEKOMOWMHAHTHAS
TIIIOKOIEpeOpo3K1a3a He MPOHUKACT Yepe3 reMaTosHiedannueckuii 6apoep [17].

JIIst TOCTIKEHUST MaKCUMATBHOTO 3¢ (eKTa B OTHOIICHUH BCEX KIMHUYECKHUX TPOSBICHHIA
3a0oneBaHuss  HeoOXoauMma pa3paboTka HHIUBUAYATHU3UPOBAHHOTO IUIAHA JICYEHUS, KOTOPBIN
0asupyeTcsi Ha OKCIEPTHOW OILIGHKE TSDKeCTH TeueHust Oone3sHu lome u  mpeamosaraer
oOcienoBaHue OOJHHOTO B CIEHUATM3UPOBAHHOM MEIUIIMHCKOM YUPEXKJICHUHU, paclojarariemM
CHEIMAIMCTAaMH PA3HOTO MPOQUIISL, UMEIONUMHU 3HAYUTEIBHBIN OMBIT JUATHOCTUKH W JICUCHHUS
JTaHHOTO 3a00sieBaHUs. B COOTBETCTBUU C 3TUM, 00CIIEOBaHUE B3POCIBIX MAIIUEHTOB ISl OIICHKH
TspKecTH Oonesnu ["ome u onpenenenus craptoBoil 10361 3T npooautcs B Llentpe [Nomie Ha 6aze
HAy4YHO-KJIMHUYEeCKoro otnaeneHus opdannbix 3aboneBanuit ®I'bBY T'HI[ M3 P®; nepBuunoe
obcnenoBanme aereit — B ®PI'BY «Hayunslit nentp 310poBbs aereity i OI'BY  «DenepanbHbiid
Hay4YHO-KJIMHUYECKHUH LIEHTP JAETCKOW reMaToJIOTHH, OHKOJIOTUM U UMMYHOJIOTUH UMEHU JIMUTpus

Porauesa» M3 P®.

3.boJse3nb I'ome: MOHUTOPHMHT

3.1 IlepBuuHoe 00c/Ie0BaHMe (OTIPECICHNUE TsDKECTH Oosie3Hu [ omie U cTapToOBOM 103bI
30T)
1. Coop anamnesa u >canod

O6pa111a}0T BHUMAaHHUEC HA HAJIUYHUC!

® TIpEeIIeCTBYIONICH CIITICHIKTOMUHU (TIOTHOW WJIM YaCTUYHOM );

® (oseii B KOCTSAX U CyCTaBax; AaBHOCTh, XapaKTep U JIOKATU3AIUIO 00JIel, Hanuuue B MpOIIIOM
MEePETIOMOB KOCTEM;

® [IPOSIBJICHUI CIIOHTAHHOI'O FEMOPPArn4ecKoro CUHAPOMA UJIU TEMOPPATNYECKUX OCIIOKHEHUN
IIPU ONIEPATUBHBIX BMELIATEIILCTBAX;

® aHEeMHYECKHUX Kajo0, CHMIITOMOB TUIIEPMETA00INIECKOr0 COCTOSTHUS (cyOdeOpunuret, moteps
Beca);

® OTArOLIEHHOTO CEMEHHOr0 aHaMHe3a (HaJInyKe CIIJICHIKTOMUHU WM BBIIIETIEPEUNCICHHBIX
CHUMIITOMOB Y POJIHBIX OpaTheB U CECTep).

2. Knunuueckuii ocmomp

OcMOTp BKITIOYAET U3MEPEHUE POCTA U MACChI TeJa, TEMIIepaTyphl TENA; OIIEHKY COCTOSHUS
KOCTHO-CYCTaBHOﬁ CHCTEMBI; BBISIBJICHUC ITPU3HAKOB IEMOPPArn4cCKOro CHHaApoMa; HaIuiuue
rernaTocIuieHOMerainuy, MM 0oaIeHONaTUH; HATMYUe MPU3HAKOB TUCHYHKIUHU CepAlla, JeTKHX,

IE4YCHHU, OpTraHOB 3H,[[OKpPIHHOI>i CUCTCMBEI.
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3. Jlabopamopnuie uccnedoosanusn

BH3uMOOUazHoCmuKa — OTIPENIeIIeHNEe aKTUBHOCTHU KUCIOU [f-entoKoyepebpo3udasvl B
JeWKOIMTaX KPOBH WIIM B KYJIbTHBUPYEMbIX (HOpoOIacTax, HOTy4YCHHBIX U3 OHMONTATa KOXKH.

MonexynapHulii anaiuz MyTalldid Te€Ha TIIOKOIIEpeOpo3uIa3hl.

Mopdgonoeuueckuii ananus kocmuozeo mo3ea (CTepHaIbHAS MYHKIHS W/ HIH TPENaHOOHONCHS
KOCTHOTO MO3Ta): y B3pOCIBIX — 00s13aTeNeH UL UCKITFOUEHUS IPYTOil IPHUUMHBI
renaToCIICHOMETaInH, B TOM YHCJIe TeMOOJIACTO30B U HEOITyXOJIEBhIX 3a00JIeBaHUIT CHCTEMBI

KpOBH. V pereit ucciaenoBaHue KOCTHOTO MO3Ta MMPOBOAUTCH TOJIBKO ITO CIICHHUAJIbHBIM
IIOKa3aHUAM.

Knunuueckuii ananuz xposu u mouu

buoxumuueckuu ananuz Kposu, BKIFOYAIOIIHIA:

{0 pyTUHHBIC IMOKa3aTeIN: OMITUPYOHUH OOIIUIA U TIPSAMO#; aKTUBHOCTD
aMHHOTpaHcdepas, mernouHon ¢pocdaraspl, Y-rITFOTAMUITPAHCIICITHIA3BI,
JAKTaTACTUAPOTCHA3BI; MOYCBUHA, KPEATHHUH, XOJICCTCPUH, TPUTIIUIICPHIBI,
TIII0K03a, 001K 6eN0K, ambOYMUHBI, AJIEKTPOodope3 TII0OYIHHOB;

¢ cypporaTHble MapKepbl aKTUBHOCTH 00Jie3HU ["olie (XUTOTpHO3UIa3a 1/UiTH
xemokuH CCL-18 ceIBOpOTKH);

¢ CBHIBOPOTOYHBIC MTOKA3aTeIM MeTaboIM3Ma Keje3a (kene3o, oomas
JKEJIe30CBS3BIBAOINAsT CIOCOOHOCTh CHIBOPOTKH, (DEPPUTHH, TPAaHCHEPPHUH);

{ CBIBOPOTOYHBIE ITOKA3aTeNIN COAepKaHus BUTaMuHa B1y 11 ponatoB (y B3pOCIIBIX).
Hccneoosanue koacynoepammsl (AUTB, mporpoMOuH, GUOpHHOTEH, arperanus TpOMOOIIUTOB)
Onpeoenenue coleopomounvix mapkepos cenamumos B u C (HBSAQ u antu-HCV)
Hmmynoxumuyeckoe ucciedosanue 6e1Ko8 cbleOpomKU ¢ ONpeAeTIeHIEM NMMYHOTIIO0yTHHOB
kiaccoB G, A, M, napanpoTerHOB, KpUOTJI00YJINHOB

4. Hncmpymenmanvhnoe oocnedosanue

Perucrpanus 31eKTpoKapHorpaMmbl
Y3U opranoB OprONIHON MOJIOCTH U MOYEK
KT opraHoB rpyaHO# KIETKH

Pentrenorpacgus O6eapeHHbIX KOCTeH C 3aXBaTOM Ta300€IpEHHBIX M KOJIEHHBIX CYCTaBOB U
MOSICHUYHO-KPECTIIOBOT'O OT/IejIa MO3BOHOYHKKA (OOKOBAast TPOEKIIHS)

MPT 6enpennbix kocteit (T1 u T2) 11 OLleHKU cTeneHn HHPUIbTPAMU KOCTHOTO MO3Ta KOCTe!
MPT wmi KT [eueHn 1 Celle3eHKH ¢ OIpe/ieieHeM 00heMOB OpraHoB (cM°)

JIeHCHUTOMETPHS KOCTEH cKelleTa — 00s13aTelTbHOE UCCIIeIOBAaHUE MTPU HATMIKE MTaTOJIOTHISCKUX
MepeIoMOB KOCTEH B aHaMHe3€e (CTaHAApT — MOSCHUYHBINA OT/JEN TO3BOHOYHUKA U IIeiiKa
OepeHHOM KOCTH)

5. Koncynomayuu cneyuanucmos:
- opTOIeNa;

- HEBPOJIOTa;

- THHEKOJIOTA.
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6. /lonoanumenvHble uccied006anus

o Jlonmuep-sxokapauorpadusi — y O0JBHBIX, TIEPEHECIINX CIUICHIKTOMUIO

e D30daroracTpo1yoJeHOCKOIUs — IPU HATUUYUU COOTBETCTBYIOIIUX XKANI00 UK MPU3HAKOB
MOPTATbHON TUIIEPTEH3UH

e Penrtrenorpadus u MPT npyrux oT/iei10B KOCTHO-CYCTaBHOM CUCTEMBI IIPH HATUYHH OO0JIeiH
WM ONOPHO-JBUTATEIbHBIX HAPYIIEHUHN B 3TUX OTAeNax

3.2 MonuTopuHr TedeHus 6ojie3nu ['ome u ouenka 3ppexrusHoctu 3T

JluHamu4eckoe HaOJIIOJeHNE 3a MalueHTaMy ¢ O6oe3Hblo ['ome BKIIIOYaeT NepUOIUIECKHE
OCMOTpPHI M JabopaTOpHbBIE HccieAoBaHUS (0OMM M OMOXMMHUYECKUI aHAIM3bl KPOBH), YacTOTa

KOTOPBIX 3aBHCHUT OT BO3pacTa MalueHTOB, JIUTEeIbHOCTH U (pa3el 3DT (Tadn. 3 u 4).

Jdus  oneHkr JPQPEKTHBHOCTH JICYCHUS U KOPPEKIUHU J03bl  PEKOMOHMHAHTHOMN
rokonepedposunassl 1 paz B 1-3 roga mpoBOAUTCS KOHTPOJIBHOE O0O0CIEI0BAaHUE MAIMEHTOB C
OLICHKOW pe3yJIbTaTOB MPOBEIACHHBIX MUCCIEAOBAHUN CHELMATUCTAMH PAa3HOTO MPO(UIISL: TeparnesT-
reMaToJIOT, PaUoJIOr, OPTOIIE, HEBPOJIOT, KApHOJIOT, HMEIOLIMX OIBIT JUATHOCTHKH U JICYCHUS
oonesnn [Nome. KonTponbHOe o0cienoBaHUE BKIFOYAET OCMOTP OOIIETEpaneBTHUECKUIM (CM.

gblue), TabOPaTOPHBIE U HHCTPYMEHTAIBHBIE NCCIICAOBAHMS, KOHCYJIBTAIIMH CIEIIHAIICTOB.

Jlabopamopuvie ucciedosanus.

- 00IMii aHATM3 KPOBU M MOYHU
- OMOXMMHUYECKHI aHAJIN3 KPOBU:

{0 pyTHHHBIE OKa3aTeaN: OMIMPYOUH OOIIUI U MPSIMOIl; aKTUBHOCTh
aMMHOTpaHcdepa3s, menouHon pocdaraspl, Y —TITOTAMUITPAHCIICTITHIA3bI,
MOYEBHHA, KPEATUHWH, XOJECTEPUH, TPUTIIUILIEPUIBI, TIIFOK03a, OOIIHA OeJIOK,
alIbOYMUHBI, 371€KTpodope3 r100yITHHOB;

¢ cypporaTHble MapKepbl aKTUBHOCTHU OoJie3HU [ omie (XUTOTpHO3Ka3a 1/ UK
xeMokuH CCL-18 ceiBopoTKH, heppUTHH CHIBOPOTKH);

{0 CBIBOPOTOYHBIE MTOKa3aTeaN MeTaboIM3Ma xenesa (okenes3o, oomas
KEJIe30CBS3bIBAIONIAsl CIOCOOHOCTh CBIBOPOTKH, (GEPPUTHH, TpaHCHEPPUH) U
cojJiep;kaHusl BuTamMuHa B1o 1 honatoB (y B3pocibIxX)

HHcmpymeHmaﬂbele UCCe008aHUsL.

- PErUCTpaLMs DJIEKTPOKAPAUOTPAMMBI;

- Y3U opranoB OprOUTHOM MOJIOCTH U TTOYEK;

- peHTreHorpadus 6eIpeHHBIX KOCTeH (C 3aXBaTOM KOJIEHHBIX U Ta300€IpeHHBIX CYCTaBOB);
- MPT GenpeHHBIX KOCTel;

- MPT unu KT neuenu u cene3eHKH ¢ onpeeseHneM 00beMOB OpraHOB (CMS).
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Ilo noxazanusm npoeod}zmc;z OONOJIHUMENbHbLE ucme()oeaHuﬂ, Komopble eKirodarom.

Mopdonoruueckuii ananu3 KOCTHOTO MO3ra — IpH MOA03PEHNUU Ha pa3BUTHE reMo01acTo3a
WJTU MUEJOIUCIIIA3UU

HccnenoBanue koarynorpamMmmsl (AUTB, nporpomOuH, pubprHOTreH, arperamus
TpombormToB, BAK) — npu HE0OX0JMMOCTH OTIEpaTUBHBIX BMEIIATEIbCTB WIH HATUIUU
HEMOTHBUPOBAHHOTO TEMOPPArnuecKoro CHHIpoOMa

Omnpenenenne CbIBOPOTOUHBIX MapkepoB rernatutoB B u C (HBSAQ u antutena k HCV) —
NP HATMYHUU TPU3HAKOB TUCHYHKIIUU TICUYCHH

NMMyHOXUMHUYECKOE UCCIIEIOBAaHHE OCITKOB CHIBOPOTKHU C OIPEACICHHEM
MMMYHOTJIOOYTMHOB KaccoB G, A, M, mapanporenHoB, KpUOTIIOOYINHOB — JIJIsi KOHTPOJIS
3a JMHAMUKOW TMIIepraMMarioOyJIMHEMHUH U TTaparpOTEHHEMHUN

Honmnep-sxokapauorpadus — y O0JIbHBIX, IEPEHECIINUX CIIIEHIKTOMHIO

330¢aroracTpo/ryoIeHOCKOIHUS — I10 MOKa3aHUIM (TIPY HAJTMYWH TUCTICTICUU HITH
MIPU3HAKOB NOPTAJIbHOM FMIIEPTEH3UN)

PenTrenorpadus 1pyrux oT/ei10B KOCTHO-CYCTaBHOM CUCTEMBI TP HATMYHUU OOJICH HITH
OIOPHO-/IBUTaTEIbHBIX HAPYIIEHNUH B 3TUX OTJEIax

JleHcuToMeTpus KOcTel ckemnera (CTaHaapT — MOSCHUYHBIC TO3BOHKH U IIeiKa OeApeHHOM
KOCTH).

KOHC_y]meaMMM cneyuanucmoes.

OcmMmoTp opTorena

OcmoTtp okynucTa (TI0 TOKa3aHUSAM)
OcMmoTp HeBpormaroiora (1o MOKa3aHHsIM)
OcMmoTp kapauosora (1Mo MmoKa3aHusIM)

OcmoTp ruHekosnora (1o MoKa3aHHsIM)

3.3 OcobeHHOCTH MOHUTOPUHTA 0oJsie3Hu Nomie y nerei

Kontpons 3a Tteuenuem Oone3nu [ome y pgereil OCYIIECTBISETCS B COOTBETCTBUU C

peKomMeHaauusaMy, pa3padoTaHHbIMM OOBEAMHEHHON MEXIYyHapOJHOW TIpYyNIOW MO H3YyYEHHUIO

6onesnu ['omre (ICGG) [18]. KnuHudeckuii 0CMOTp MEAUATPOM MPOBOAAT KaX/Ible 2 HEIEN Tepe/

BBeJIeHHEM npenapaTta. Cxema MOHUTOpUHTA JeTel ¢ 6one3Hbto ['ome Ha ¢pone 3T npexacraBieHa

B Ta0i. 3.
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Tabnuna 3.
CxeMa MOHUTOPHMHIA B3POCJbIX NANMEHTOB ¢ 00s1e3Hb10 I'omie
BonbHele, HE Bbonwhuble, nonyyatomue 3OT
nonyyvatoiue 30T
Lenu neuenus Henn B nepuon
HE JOCTUTHYTHI JIeYCHUS U3MECHEHUS
JIOCTUTHYTBI JIO3bI UITH
pa3BUTHUSA
KJIMHUYEC-
KHX OCJIOXK-
HEHUM
Kaxnrie Kaxnrie Kaxnrie Kax Kaxnrie
12 mec. 12-24 mec. | 3-6 mec. IbIe 12 -24 mec.
12
Mec.
OcmoTp X X X X
AHanu3 KpoBu X X X X
buoxumus X X X X
OO0OmeH xenesa + X X
donarertBut.B1o
O0bem X X X X
cenesenku (MPT
wiu KT)
O0beM nevyeHu X X X X
MPT Genpennoii X X X X
KOCTH
Pentrenorpagus X
KOCTEH
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Tabmuia 4.
Cxema MOHUTOpPHHIA JeTeil ¢ 0ose3Hb10 I'omre
BoirHBIE
HE bonwhuble, nonyyatomue 3OT
MOJTy4aro
mue
30T
[Tepsbrit rog HabOMIO ICHUS [Tocie roma HaOIrOIEHUS B
TIePUOT
N3MCHCH
M T03BI
HIIn
pa3BUTHUA
KIIMHNUYC
CKHUX
OCJIOKHEC
HUH
Kaxxnpie Kaxnprit Kaxxnpie Kaxneie | Kaxnore Kaxnpie Kaxnpie
12 mec MECSII] 3—4mec | 12 mec 3—4 mec | 6 mec 12 mec
OcMmoTp X X X X
remMaroJiora
AHan3 KpoBU X X X X
buoxumnsa X X X X
Xurotpuosupaza* | X X X X
OO6MeH xene3a X X X X
O6beM cene3eHkn | X X X X
(MPT wmm KT)
OO6beM TeYeHn X X X X
Pentrenorpagus X
KocTeit
JleHcUuTOMETpHS X X X
KocTel
3.4 lIporuo3
IIpu Goneznn T'ome | Tunma nporHo3 — OJArONPUSITHBI B CiIydae CBOEBPEMEHHOIO

HazHaueHus 3DT. [Ipu pa3BuTUN HEOOPATUMBIX TOPAKEHUN KOCTHO-CYCTaBHOM CHCTEMBI IIOKa3aHO

XUPYPTHYCECKOC OpPTONCANYCCKOC JICUCHUC [JISI KOPPCKIUU OPTONCANYICCKUX ,Z[C(I)CKTOB. HpI/I

MOpa)XCHUM JKU3HCHHO BaXHBIX BHYTPCHHUX OpPTraHOB IMPOTrHO3 OIPCACIACTCA CTCIICHBIO

TUCOYHKIIMK TOPAKEHHBIX OPraHOB U Pa3BUTHEM OCJIOXKHEHWH (Hampumep, KPOBOTEUYEHHE W3

BApHWKO3HO paCHIMPCHHBIX BCH IMUIICBOJA W IKCIyIKa Y OOJNILHBIX C OUPPO3OM TIICYCHHU U

HOpTaHLHOﬁ FI/IHepTeHSI/ICI\/'I; AbIXaTCJIbHAA HEAOCTATOYHOCTD Y OOJIBHBIX C MOopaxCHUEM J'ICTKI/IX).
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4, OumoOKY M He00OCHOBAHHBIE HAZHAYCHUS

IIposedenue cnnensxmomuu. Ilpun ycraHOBIeHHOM nuarHose OosiesHu ['ome mposeneHue
CIUICHPKTOMHHM BO3MOXXHO TOJIBKO 1O a0COJIOTHBIM ITOKa3aHUSAM (HampUMep, TPaBMaTUYEeCKUI
pa3peIB cene3eHkH). [Ipm HEOOXOAMMOCTH NPOBEICHUS CIUICHIKTOMUM Yy JIMI] C HESCHOM
CIUICHOMETaJIMEH U IIUTONICHHUEH, [IeJIeCO00pa3HO UCKITIOUUTh qruarno3 oonesnu ['ome [12].

Ilogmopnvie nynkyuu KOCMHO20 MO32a W JpYTM€ HHBA3UBHBIE JHArHOCTUYECKHUE
MeporpusaTHs (ONOTICHS IEYSHH, CEIe3eHKH ) P JI0OKa3aHHOM JrarHo3e Oose3Hu ['ome He HYKHBI.

Kpaiine omacHO onepamusHoe JneueHue KOCMHBIX Kpu308, KOTOPbIE OLIMOOYHO
paccMaTpUBAIOTCS KaK MPOSIBICHHUS] OCTEOMHEIHTA.

[IpoTuBONIOKA3aHO  HA3HAYEHUe  2NIOKOKOPMUKOUOO8 €  LENbI0  KyNUPOBAHUS
IUTOIIEHUYECKOTO CHH/IPOMA.

Hasnayenne rmpenapaToB Kele3a HEJIEYEHBIM IallMeHTaM ¢  Oosie3Hpio  [omre

IMPOTHUBOIIOKA3aHO, TAK KaK AaHEMHS B OTUX CIIYy4asdX HOCUT XapPAKTCP «aHCMUHU BOCIIAJIICHUA).

5. boJe3nsb I'ome u 6epeMeHHOCTH

bonesnr Tome He sBiseTcs NPOTHUBOMOKAa3aHHEM JMJi HACTYIUIGHUS OepeMEHHOCTH.
[TnaanpoBaTh OEPEMEHHOCTH IIEJIECOO0PA3HO IMMOCHE JOCTIKECHUS Ieiel nedenus Oosesnu [orme.
Bonpoc o npopomkenun 3OT Bo Bpems OepeMEHHOCTH U I'PYIHOTO BCKapMIIMBAHHS PEIIAETCS B
MHIVBUAYAIBHOM TOPSAAKE C Y4ETOM COCTOSIHMS NALIUEHTKH U €€ NPUBEPKEHHOCTH K JICUEHUIO.
Benenne OepeMEHHOCTH TPOBOAMTCS ONBITHBIMU —AaKYIIEPaMHU-THHEKOJIOI'aMH COBMECTHO C
remarosnioroM. Crnoco0 pojopa3pelnieHusi onpeAenseTcss aKylIepCKUMU IOKa3aHUsIMH C Y4ETOM

HajIn4gus HUTOIICHUHU U COCTOAHUA CUCTEMBI reMocTasa.

6. OpToneauyeckoe jJe4eHue

[TokazaHust K TPOBENCHHUIO XUPYPTHUECKOTO OPTOMEANYECKOTO JICUCHHS OIPENENISIOTCS
XUpPYypramMu-opToneaMy, MMEIOIIUMHU OMNbIT HAOJMIOACHUS] U JIEYEHUs IalUEHTOB C OOJIE3HBIO
l'omre, mpu y4acTUu remMaroyioroB, pPaJMOJIOTOB U, MPU HEOOXOIUMOCTH, JPYTHUX CHEIHAIMCTOB,
y4acTBYIOIIMX B BEAEGHUM JaHHOro OoibHOro. IlnaHoBble oOpTONEAMYECKHE —ONepanuu
11e7ecoo0pa3zHo MPOBOUTE B METUIIMHCKUX YUPEKICHUSX, CTICIIHATTM3UPYIOMINXCS HA JUATHOCTHKE
u JedeHue op¢aHHBIX 3a00JIeBaHUI, pPACIONAralONIMX ONBITOM XUPYPIHUECKOTO JICYCHUS
MAIMEeHTOB ¢ 00Je3HbI0 1'o1Ie ¥ BO3MOKHOCTSMHU 3aMECTHTEIbHOIN Tepaniy KOMIIOHEHTaMH KPOBU
B Cllydyae pa3BUTUS TE€MOPPArMyecKUX OCIOXKHEHUH (JUIs B3POCHBIX OOJBHBIX — OTIENCHHE

ophannbix 3a6onesanuit ®I'BY I'HL[ M3 POD).
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