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Axonnponiasusa (AXII) — HauGosee pacrmpocTpaHeHHAas HAcJeICTBeHHass ¢opmMa CKeJIeTHOWH auc-
IJIa3MH ¢ MPEeMMYIIeCTBeHHBIM YKOPOUeHNeM KOHEeUHOCTel. 3afojieBaHNe MPOSIBISIEeTCA XapaKTep-
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Achondroplasia is the most common hereditary form of skeletal dysplasia characterized by

'-‘:I disproportionate shortening of the limbs. The condition is associated with a distinctive phenotype,
Z specific radiological features, and a wide spectrum of complications requiring multidisciplinary
0 monitoring and management. In 2023, the first Russian Since multidisciplinary consensus on the

management of patients with achondroplasia was published. Since then, approaches to diagnosis
and management have been revised and expanded both globally and within the Russian Federation.
The present document has been developed by a multidisciplinary team of experts with extensive
clinical experience in the management of patients with achondroplasia, including specialists in
pediatrics, genetics, endocrinology, orthopedics, neurology, and related disciplines. The consensus
provides recommendations covering all key aspects of patient management, from diagnosis, patient
pathways, and complication monitoring to the use of pathogenetic therapy with vosoritide and
monitoring during treatment. The recommendations presented herein define minimum standards
and practical approaches for healthcare professionals within the Russian healthcare system
regarding the management of infants, children, and adolescents with achondroplasia, harmonized
with international data. This document complements and further develops the provisions of the
first Russian consensus, reflecting current practice and updated opportunities in the diagnosis and
management of patients with achondroplasia.
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Bremenue =
U3MEeHEeHUAMU KOHEUHOCTel (YyKOpoueHUe HPOK-

Axongponnasus (AXII) — mwnawmbosiee pac- CHMAaJbHBIX CEerMEHTOB, OrpaHHYeHHe pasruda-

mpocTpaHeHHas QopMa TeHeTHUYeCKU IeTepMU-
HUPOBAHHOM CKeJeTHOH [IUCILIas3uu, XapaKTepu-
3YIOIIAsACSA BBIPAMKEHHON IUCIPOIIOPIIMOHAIBHOMN
HUBKOPOCJIOCTHIO 110 PU3OMEINYEeCKOMY THUIIY, T.e.
MIPEeNMYIIeCTBEHHBIM YKOPOUYEeHUEM IIPOKCUMAJb-
HBIX CETMEHTOB KOHEUHOCTEMH.

3aboseBanye IPOSBIAETCA XapaKTePHBIMU
YepemHo-JUIEeBEIMU O0COOeHHOCTAMHU (MaKpoIe-
danusa, BeICTymammuil 106, YILJIOIIeHHAs Iepe-
HOCHIIa, THUIOIJIA3WsA CPeAHeil yYacTu JuIa),

HAS ¥ POTAUU B JIOKTSAX, OpPaXUAAKTUIUA C
CUMIITOMOM «Tpe3y0lla», BapycHas maedopmaius
HIKHUX KOHEUYHOCTElH), a TaKKe crenuduyecKu-
MU OCOOEHHOCTSIMH CO CTOPOHBI II03BOHOYHUKA
(TopakoyiroMOapHBI KHUPO3 y TIPYAHBIX [IeTeid,
BBIPAKEeHHBIN MOACHUYHBINA JIOPAO3, PUCK CTEHO-
3a II03BOHOYHOTO KaHaJia BO B3POCJIOM BO3pacTe).
Y manueHTOB HepeAKW HAPYIIeHWs ALIXaHUA BO
CHe, MPEUMYIIEeCTBEHHO OOCTPYKTHBHOTO Xapak-
Tepa, 00ycJIOBJIeHHbIe KpaHuohamuaaibHONl MOp-



dosoruelt u ameHOTOH3UIIAPHOUN runepTpodueii;
IIPU BTOM y MJIAJEHIIEB U eTell paHHEr0 BO3pacTa
BO3MOJKHO Pa3BUTHE IEHTPAJIbHBIX WU CMEIIaH-
HBIX aIlHOd, CBA3AHHBIX CO CTEHO30M OOJIBIIIOTO
3aTHIJIOYHOTO OTBEPCTUA U IE€PBUKOMEAYJIIAPHON
Kommpeccueii. MaTemnekT npu AXII, kak mpaBu-
J0, coxpanen [1-4].

Pentrenonornueckas KapTuHA BKJIOYAET COUe-
TaHNWE NAaTOTHOMOHWYHBLIX IIPU3HAKOB: YKOPOUYEH-
HBbIE U YTOJIIeHHbIe TPyOUaThie KOCTU ¢ YMEePeHHOH
mMeTau3apHO BOTHYTOCTBIO (OCOOEHHO IUCTAJD-
HBIX OeIpPEHHBIX U MPOKCUMAJBHBIX 0O0JIBIIIe6epITo-
BBIX KOCTell); KPBLIbA IOAB3IOIIMHBIX KOCTEH KBa-
IpaTHOW (DOPMBI M TOPU3OHTAJIBHAS OPUEHTAIMA
BEPTUIYKHBIX BHAAWH C CHUMIITOMOM «TpPe3y0biiar;
CY’KeHIe CeJAJIUIHBIX BBIPE30K; YKOPOUEHHBIE
IACTHBIE KOCTU U IIPOKCUMAaJIbHBIE (hajaHTU KUCTHU
¢ yBesqmueHnueM mmpoMmeskyTra Mmexay 111 m IV mans-
mamu («Tpesdyder»). [ia IIOBBOHOUHWKA Xapak-
TEepPHBI YMEHBIIIEHNE MEXXIYKKOBOTO PaCCTOSAHUA
TMOACHUYHBLIX IIO3BOHKOB B KayJaJbHOM HAIIPaB-
JIEHNU, YKOPOUeHWe HOYKEK IYI' W OTHOCUTEJILHOE
Cy’KeHUe ITI03BOHOUHOTO KaHaJjia, OBaJIbHAA PEHTTe-
HOIIPO3PAUYHOCTb IITPOKCUMAJIBHOIO OThesia Oenpa B
MJIaIleHueCcKOM Bo3pacTe. VIBMeHEHUSA CO CTOPOHBI
uepelia BKJIIOUAIOT YKOPOUEHNE OCHOBAHUA U CYJKe-
HUe OOJIBIIIOr0 3aTHLJIOYHOTO OTBEPCTUS IIPU COXpa-
HEHUU OOJIBIIINX Pa3MepPOB CBOJA C BHIPAMKEHHBIMU
J06HBIMEU Oyrpamu [1, 3, 4]. 9Tu TpUBHAKYU IO3BO-
nawoTt guddepernnupoBars AXII, mampumep, OT
IICEBIOAXOHIPOIIA3NN, [JIA KOTOPON XapaKTEePHO
OTCYTCTBHE MakKpoledalnyu M JINIEBLIX OCOOEHHO-
CTell, a TaKiKe WHbIe PEeHTTeHOJIOTUUECKIEe HaXOOKN
(OBOSKOBBINIYKJIBIE TeJIa IIO3BOHKOB C SABBIYKOBUJ-
HBIM BBICTYIIOM, BBIDa’KeHHBIE MeTa(u3apHbIE U
snudu3apHble U3MEHEHUsS, TUI «IIapUKOB B T'HE3-
Ie» B KucTax) [1].

Ilo akTyasbHBIM MEXKAYHAPOAHBIM OIlEHKAM,
pacupoctpaeEHOCcTs AXII cocraBisger mpUMepHO
4,6 ma 100 000 HOBOpO:KIEeHHBIX B Mupe (1 Ha
21 700 posxkmenwuii) u oxoso 3,72 ma 100 000 B
eBpomneiickux nmomyaanuax (=1 za 26 900 poxne-
Huit) [5—7]. HeonybnukoBaHHBIE NaHHBIE Jiabopa-
Topuu PI'BHY «Mepuko-reHeTu4eCKuil Hay4YHBIHN
meuTp um. akaza. H.II. BoukoBa» PAH cBumereinn-
cTByIOoT 0 ToM, uTo AXII BcTpeuaeTcsa ¢ 4acTOTOM
kak muHUMYM 4,3 Ha 100 000 HOBODOKIEHHBIX
B Poccum (1 ma 23 000 pokmemmii), 4TO COOT-
BETCTBYET JAaHHBIM MeXJYHAPOIHBIX STUIEMUOJO-
TUYeCKUX uccjaenoBaHuii. Takike, 0 3KCIEPTHBIM
OIlleHKaM, B cTpaHe mpokuBaeT okKoJo 4000 ueso-
Bek ¢ AXII, 4YTO COOTBETCTBYET YaCTOTE IIPUMEPHO
1 ma 25-40 000 xxuBoposxmenuii [8].

IlIo cocroammio Ha 2025 1. B P® He omy-
OJMMKOBAHBI YTBEDP)KAEHHBIE KJINHUYECKUE DPEKO-
MeHJaluu, CTAaHZAPTHI MEIUIIMHCKON IIOMOIIU
U TOPAJKU OKAa3aHWsA MEIUITMHCKOIN IIOMOIINU IIO
AXII. B nmpakTuueckoil paboTe GOJBIIMHCTBO CIIE-
IIUAJIUCTOB OMUPAIOTCSA HA MEMKIVCIUIIINHADPHBIN
poccuiickuii koucencyc 2023 r. [9].

Hacrosamiuii 00HOBJIEHHBIT KOHCEHCYC OTpa-
JKaeT He TOJIBKO IOAXONbI K OUATrHOCTHKE U BeJe-

HUIO KOHKPETHBIX OCJOKHEHUI, HO U CIeImuPury
HaOJOMeHUA MAIlleHTOB B YCJIOBUAX IIPOBOAMMOM
Tepanuu. Bo MHOrmX pasmeiax pPeKOMeHIAIuu
(OPMYIUPYIOTCH C yYETOM TOrO, UTO GOJIbIIAS
YacTh MAIUEeHTOB IIOJYYaeT BOCOPUTHUL, OJHA-
KO TIpeAJio)KeHHble MPUHIIUIBI HaAOMIOAeHUus u
MapIIPyTU3aIlliN OCTAIOTCSI MPUMEHUMBIMU U IJIA
TeX OOJBHBIX, KOTOPhIE IIOKA HEe ITOJYYaioT IaTo-
TeHEeTUUYECKYI0 POCTOCTUMYJIUPYIOIIYIO Tepamuio.
CrenyeT mOOUepPKHYTDb, UTO BKJIIOUAeMble B HACTO-
AMUNA TOKYMEHT OO0CJIeTOBAHUA W MePhl MOHUTO-
puHTa He SABISAIOTCA MOMOJHUTENBHBIMU JIUIIEL II0
daKTy maToreHeTUYECKOII Tepanunuu, a IpeacTaBIId-
0T co00i 9JIEMEHTHI CTAaHIAPTU3WPOBAHHOTO Bele-
Hua nanuenTos ¢ AXII.

ITHOJIOTUSA U TATOTEeHEe3

AXII BO3HMKAaeT BCJEACTBHME IIATOT€HHBIX
BapuaHTOB B reHe FGFR3, mpuBOmANIUX K YCU-
JeHUI0 (QYHKIUU penenTopa. l'unepakTuBammd
FGFR3 BwI3pIBaeT upe3smMepHOe BKJIIOUEHUE CHUT-
HaAJBHBIX KacKamoB, mpe:kiae Bcero RAS—-MAPK,
YTO MPUBOAUT K YrHETEHHWIO mpoamdepanuud u
IuddepeHnupPOBKNA XOHAPONUTOB, HAPYIIEHUIO
SHIOXOHAPAJILHOIO OKOCTeHeHus u (hopMHUPOBa-
HUI0 XapakTepHoro (eHoTtumna. B nopasidooliem
OosbimHCTBE ciayuaeB (6osee 98%) BeIsBIAETCS
3amena c¢.1138G>A [10].

Pexomenmanuu

AXII — mexaucuIInHAPHAA mpobaema. g
TOBBIINIeHUA 5(P(PeKTUBHOCTH BeleHWUA IAI[IeHTOB
C JAaHHOM HO30JI0TMel HeoO0XOLMMO CHCTeMaTHYe-
CKoe o0yJueHMe Bpaueidl IepBUUHOIO 3BeHA (megua-
TPOB, Bpauell oOIIell MPaKTUKU U Bpauell APyrux
meINaTPUUECKUX CIEeNNaJIbHOCTEeN) KINHUUYECKUM
mpu3HaKaM 3a00JieBaHUA U QJITOPUTMaM PaHHETO
BoigBiaeHua. IIpm momospermnu Ha AXII peGeHOK
IOJIKEeH OBITb CBOEBPEMEHHO HAIIPaBJIEH B CIIe-
MUaJIn3UPOBAHHBIN IEHTP [Jd IIOATBEPKACHUA
IUarHo3a, KOMILIEKCHON OIIeHKW U IIJIaHWPOBA-
HUA BeJIeHUA, BKJIIOUAsA BOBMOYKHOCTbL Ha3HAUECHUA
aToreHeTUYeCKOMN Tepaluu.

MyabpTuaucuniInHapHas Komaunza (puc. 1)
IOoJIKHA of0eclieunBaTh KOMILJIIEKCHYIO OILEHKY
manueHTa W COIPOBOJKAEHUE Ha BCEX BJTamax
OUAarHOCTUKUN U JIeYeHUd; IIPU ITOM PEKOMEHAY-
eTcsl HajIuyue BeAYINero CIeIUaIncTa, KOOPIU-
HUPYIOIIETO IIOCJeN0BaTEJILHOE U IIeJIOCTHOE Beje-
Hre namnmenTta. CocTaB MyJIbTHUAUCIUILINHAPHON
KOMAaHABI MOJKET M3MEHATHCA B 3aBUCUMOCTU OT
BO3pacTa HaIueHTa M KJIWHUYECKOU CUTyaluu,
OMHAKO IIPUHIUII MYJBTUAUCIUIIJINHAPHOI'O Bele-
HUA TOJIKEH COXPAHATHCA.

IloBeimierne MH(POPMUPOBAHHOCTH MeIUIIVUH-
CKUX CHEIUAJNCTOB U HAaCeJEeHUA O IIaTOJIOTHUe-
cxkoM cuMmnromoxominekce AXII nia cBoeBpeMeH-
HOU BepuUKaIUW AUArHo3a W MapHIpyTH3anuu
B CIenuaJu3npPOBaAHHBIE II€HTPBI obecrieumBaeT
PaBHBIN JOCTYII K COBPEeMEHHBIM MeTOJaM AUarHo-
CTUKUW U Tepalmy, He3aBUCUMO OT MeCTa KUTeJb-
CTBa NIAIlVEHTA.
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Puc. 1. MyasTUAMCOIUIIIMHAPDHASA MOJEJb BEeJEHUS IaIMeH-
ToB ¢ AXII.
MuoronpoduisHOe BeleHue MOXKET OCYIIECTBIATHCA U KOOP-

NIUHUPOBATHCS BpayoM-sKcreprom B obnactu AXII.

Pacnpocrparennocts AXII

Pexomendayus 1. [Insg yTOUHEHUS SMULEMUO-
goruveckux xapaxrtepuctuk AXII B Poccuiickoit
Dengepanuu PeKOMEHIYEeTCA PA3BUTHUE CUCTEMAaTH-
3UPOBAHHOTO cOOpa AaHHBIX O IalleHTaxX Ha 6ase
denepalbHBIX W PErHOHAJIBHBIX CIIEIUAJIU3UPO-
BaAHHBIX IIEHTPOB. B KauecTBe IepBOro Iara IlieJe-
coobpasHo (GopMUPOBAaHUE CTPYKTYPUPOBAHHBIX
KJIMHUUYECKUX 06a3 MaHHBIX, BKJIOUYAIOIUX MUHU-
MaJIbHBIN HaOOp IOKasaTejieil (meMorpaduuecKue
IaHHbIe, IOATBEP:KIeHNEe IuarHo3a, OCHOBHBIE
KJINHUYECKHEe XapaKTepPUCTUKU, AaHTPOIOMETPH-
YyecKUe II0OKAal3aTelW U CBeJeHUA O IIPOBOLMMOM
Tepanuu). KoopamHanusa u MeTOOJIOTHUYECKAs
TIOAIePsKKa TaKoro cOopa JaHHBIX MOTYT OCYIIIECT-
BIATHCS (pelepalbHBIMU SKCIEePTHBIMU I[eHTPaMU
C IeJabl0 OOecIeueHUsA COIOCTABUMOCTH WHQMOP-
Malluyl U ee IOCJeAYIOIIero aHajlmsa AJA OLeHKU
pacupocTpaHeHHOCTU 3a00JieBaHUA, €CTECTBEHHOTO
TEeUEeHUS U PEe3yJIbTATOB JIEUEHUA.

Huarnoctuxka AXII

Pexomendayus 2. [uigepenyuanvrhas Jua-
eHocmuka Husxopocaocmu. IIpu momospeHmMm Ha
AXII o6sasarenbHa puddepeHIINaIbHAA IUATHO-
CTUKa C JOpyruMu (GopMaMu AUCIPOIOPIIMOHATb-
HO! ¥ IIPOIOPIIMOHAJBHON HUBKoOpocaocTu. g
YyTOUHEHUA XapaKTepa poOCTa PEeKOMEHAYIOTCSA
QHTPOIIOMETPHUA C OIPeAeJIeHNEM IIPOIOPIUN Tesa
(oTHOLIEHUE BepXHUM/HUMKHUN CeIrMeHThI, pasMax
PYK, OKDY/KHOCTHL TOJIOBBI) UM COIIOCTaBJIEHUE C
pedepeHCHBIMU 3HAUEHUAMU U IpaduKaMu.

B cmexTp cocrosmmii, Tpebyiomux guddepeH-
IIUAJTbHONM NMArHOCTUKMU, BXOIAT Apyrue (HhopMbI
HaCJEeNCTBEHHBIX CKEJETHBIX NUCILIa3Wuii, Xapak-
TEPUIYIOIINECcd IPEeUMYIeCTBEHHBIM YKOPOUEHU-
eM KOHEYHOCTel — B T.4. IICEBAOAXOHIPOILIA-
3Ud, TUMNOXOHAPOILIa3nd, MeTadusapHble, sanudU-
3apHBIe U CIOHAWJIOANU(pU3aPHBIE NUCILJIA3UU, a
TaKyKe MHOKECTBEHHbIE snu(U3apHbIe NUCIIIA3UN
U OCTEOXOHAPOAVCILIA3UU, OTHOCAIIMECA K TPYIIIe
HapyIIeHUH 9HIOXOHAPAJIBHOTO OKocTeHeHusa [11].

Kpome Toro, puddepeHnuaibHyo guartHo-
CTUKY TPOBOSAT C APYTUMU HOPUUYNMHAMU HUBKO-
pocyiocTu u AedopManuii — CHUHAPOMAaMM, COIIPO-

BOJKIAIONMMUCS TIPOMOPIIMOHAIBLHON HUBKOPOC-
JocThio (HampumMmep, cUHApPOM HyHaH, CHUHIPOM
IITepereBckoro—TépHepa), a TaKiKe SHIOKPUHHBI-
MU U MeTaboJInMUYecCKUMU 3a00JIeBaHUSIMU, BKJIO-
yasg TUIIOTUPEO03, Ae(UIIUT TOpMOHA POCTa U PAXUT
pasIuvHOro reHesa.

Pexomendayus 3. ITo0ospenue na AXII nomx-
HO OCHOBBIBATHCSI HA COBOKYIIHOCTU KJIMHUYECKUX
MPU3HAKOB (pU3oMeaus, MaKporedaans, BBICTY-
naroImiuii 106, YIJIOIeHHAas IIePeHOCHUIla, TOPaKo-
JIOMOapHBIA K1(}o3, O6paXUAaKTUINA C CHMIITOMOM
«Tpe3ybIra» 1 Ap.) U XapaKTePHBIX PEHTTeHOJIOTH-
YeCKUX NAHHBIX (M3MEHEeHUS Ta3a, MO3BOHOUHUKA,
TPyOUaThIX KOCTeit).

Pexomendayus 4. IToO0meepixcdenue duaznosa
AXII. Becem mamuentam ¢ mogospenuem uHa AXII,
HA OCHOBAHUN KJWHUYECKUX U PEHTTEeHOJOTHYe-
CKUX TPU3HAKOB, MOJIKHO BBIMIOJHATHCA MOJIEKY-
JSpHO-TeHeTUYecKoe mcciaenoBanue reia FGFR3 ¢
eJbi0 MOATBEePs:KIeHUs auarHosa. B Poccuiickoit
demepaiuu IPOBEIEHNE HCCIETOBAHUA BO3MOIKHO
B paMKax (QeaepasbHBIX W PEruoOHAJLHBIX IIPO-
rpaMM, B T.4Y. CeJI€KTUBHOTO CKPUHUHTA.

Peromendayus 5. Ilpenamanvnas OuazHocmu-
ka. AXII MoKeT OBITH 3amOAO3peHa IIPeHATATbLHO
IpU yJILTPA3BYKOBOM HCCJIENOBAHUU HA OCHOBAHUU
XapaKTepHbIX MIPU3HAKOB, BKJIOUASd YKOPOUEHIE
IJIUHHBIX TPYOUaTBIX KocTel (IIperMyIecTBeHHO
MTPOKCUMAJILHBIX CEI'MEHTOB), HECOOTBETCTBIE Pas3Me-
POB KOHEUHOCTEH CpPOKY TeCTalii, OTHOCUTEJIbHYIO
MakKpoIiedasnio U BbICTYIAOIe JOOHbBIE OYIDHI.

IIpu BBIABIEHUM yKasaHHBIX ITPU3HAKOB JKeH-
IUHA Ha JI060M TpUMeCTpe 0epeMeHHOCTH JOJIK-
Ha OBITHL HAIpaBJeHa HA MeIUKO-TeHeTUUYecKoe
KOHCYJIbTUPOBaHUE [JIsT YTOUHEHUS PUCKA U ILIa-
HUPOBAHUSA [TaJbHEHIero HaOJaogeHus OepeMeH-
HOCTH U POJOpasperietuns.

C yuerom Toro, uto aumarHod AXII wmoxker
OBITh HAJEKHO BepPU(UIIMPOBAH IIOCJIE POKICHUI,
MpoBeIeHNe WHBA3WBHOII NpeHaTaJbHOM [uUarHo-
CTUKHU He SBJAETCS 00A3aTeIbHBIM U TOJIXKHO pac-
cMaTpuBaThCcAa UHAWBUAyaabHO. OKoHuaTeabHAA
BepudUKaNMuA AUarHosa MOOJKHA IIPOBOIUTHCA
mocJjie POKAeHUs pPebeHKa U BKJIYATHL MOJIEKY-
JSIPHO-TEHEeTUYECKOe HCCJIeOBAHIe C BBIABIEHUEM
IIaTOTeHHOro BapuaHTa reHa FGFRS3.

Hao6maromenue mereii (0—2 roma)

Pexomengyemble mapaMeTpbl MOHUTOPUHTA
nanueHToB ¢ AXII B 3aBUCMMOCTH OT BO3pacTa
mpeacTaBieHbl B Tabiuie. [leranusanusa OTIesb-
HBIX aCIIEKTOB BeJeHUA NIPUBEJEHA B COOTBETCTBY-
IOII[MX BO3PACTHBIX pasiesiax.

Perxomendauus 6. Bedenue u Habnw00eHUe
maadenyes ¢ AXII. Bemenne marnueHtoB ¢ AXII
ABJSETCA TOKU3HEHHBIM U TpebyeT OMBITHOMN
MHOTONIPO(MIBLHOI KOMAaHIBI, C OCOOEHHO TIIa-
TeJIbHLIM MOHUTOPUHIOM B TE€UEHNE IIEePBBIX 2 JIeT
[12]. Hab6aroomenue peberka c¢ AXII poasxHO
HAUMHATBCSA C MOMEHTA IIOCTAHOBKU [JUAarHO3a.
PexoMmeHIyeMasa YacToTa IIOCEIEeHUH BEIYIIETO
cnenuaigucTta (meguatpa UIU Bpada, KOOPAUHUDPY-



IOIIero BeleHUe TalimeHTa) — He pesxe 1 pasa B 3
mecsana. Ha xa)XqoM BU3UTE OOJKHA MTPOBOSUTHCS
OIlleHKAa aHTPOIIOMETPUUYECKUX MOoKasaTeseil (pocT,
Macca Tejla, OKPYKHOCTH T'OJIOBBI), TEMIIOB POCTa,
HEBPOJOTMUYECKOT0 CTaTyca, ALIXaHUA U MpU3HAa-
KOB BO3MOJKHBIX [bIXaTeJbHBIX HapPYIIeHWH, a
TaK:ke MOTOPHOTO PasBUTHUSA pebeHKa.

IleguaTp maM CHEIMANNCT, BeAYIIUHA ITaIleH-
Ta, MOJIKEeH ObITh MH(GOPMHUPOBAH O CIeIu(puie-
CKUX PUCKaX, cBA3aHHBLIX ¢ AXII, u 0co6eHHOCTIX
HaOJIOMeHUA TaKUX IMAIleHTOB: OOCTPYKTUBHbBIE U
IMeHTpaJbHble amHOd CHAa, IePBUKOMeNYJIISIpHAS
KOMIIpeCCHsi, YacThble CpeaHre OTUThI, CKJIOHHOCTh
K PasBUTHUIO TOPAKOJIOMOAJIBHOTO Ku(o3a. Y Mja-
nenrieB ¢ AXII BO3MOXKHBI TPYAHOCTU IIPU T'PYI-
HOM BCKapMJIMBAaHWU, CBA3aHHLIE C MaKporeda-
JVel U MBIIIEYHON T'MIIOTOHWEN; B TAKUX CJIyUYaAX
TpebyeTca MOAAEp:KKa meamaTpa W KOHCYJIbTAHTAa
IO BCKapMJIMBAHUIO.

PexomeHayeTca  MYJbTUAUCIIUMINHAPHBIN
TMOAXO/: yuacTue Bpaua-TeHeTuKa (IMoATBep KAeHUe
Iuarfo3a U KOHCYJIbTHUPOBAHUE CEMbU IO IIPOTHO-
3y TOTOMCTBA), METCKOTO JSHIOKPHHOJOra (MOHU-
TOPUHT POCTa M IIOATOTOBKA K MATOTEHETHUYECKON
Tepamuu), HEeBpoJora, TpaBMaToJIOra-opTomena,
OTOPUHOJAPUHTOJIOTa, TPU HEOOXOOZUMOCTH —
Helipoxupypra. B paMKax KOMIIJIEKCHOTO KJIWHU-
yeckoro obciemopauusa miamgeniieB ¢ AXII moxxer
OBITH PEKOMEHAOBaHA KOHCYJbTAIlUA JTEeTCKOTO
KapamoJiora. dTa PeKOMEeHIAI[Us HOCUT CKPUHUH-
TOBBIH XapaKTep M HaOpaBjieHa Ha HCKJIOUeHUe
CONYTCTBYIOIEHN CepaeuHO-COCYAUCTOM ITaTOJOTHUH,
He cBasanHo#i c¢ AXII, B paMKaxXx CTaHAZApPTHOTO
meInaTPUYECKoro HaOJII0qeHnA.

IIpeamoYTUTENBHO IIPOBeAEHNE IIEPBUUYHOTO
KOMILJIeKCHOTO obOciemoBammusa wMJiaamerma c¢ AXII
B (pemepasibHOM CIIEIIUMATU3UPOBAHHOM I[E€HTpE,
UMeIoNeM HeOOXOAMMBLIN OIBIT, 000pPydOBaHWE U
BO3MOJKHOCTH [JIA IIOJHOIIEHHON MYJbTUIUCITH-
MJINHAPHOM OIEHKM COCTOSHUA PebdeHKa.

Pomurensm wmaagennes ¢ AXII HeoOXogmMO
pPasbACHATL OCOOEHHOCTU 6e30mMacHoro yxoma u
O3UIMOHNPOBaHuA peberka. ¥ gereit ¢ AXII Bos-
MOXKHO CYy:KeHue o0JlacT KpaHuoBepTeOpasbLHOTO
mepexofia, II09TOMY TIOJOKEHUEe C BBhIPAKeHHBIM
crubaHWeM TOJIOBBI BIlepel, MOXKET IPUBOAUTL K
MeXaHUUYeCKOMY YCUJIEHHWI0 KOMIIPEeCCUU CTBOJIA
MO3Ta 1 HapYIIeHUIO AbIXaHus. B ¢cBA3U ¢ aTUM cJe-
IyeT o0ecleunBaTh aleKBATHYIO ITOAIEPKKY TOJIOBEI
u mren pebeHKa W m36eraTh MOJOMKEHUI, IPU KOTO-
PBIX TOJIOBA HAKJIOHAETCS BIIEPEd, OCOOEHHO IIpu
WCIIOJIb30BAHUY ABTOKpECeJl, MEePeHOCOK U aHaJo-
TUYHBIX YCTPONCTB BHE TPAHCIOPTUPOBKU [2].

Pexomendayus 7. MazHUumHO-pe30HAHCHAS
momozpagus (MPT ). Bcem meram ¢ AXII B mia-
IeHYeCKOM BO3pacTe PEeKOMEHAYyeTCsa MIpOBeIeHUe
MPT rosioBHOTO MO3ra M KpPaHMOBEPTEOPaJIbLHOTO
mepexofa B MaKCHUMAaJbHO pPaHHMWE CPOKM IIOCJe
pokImenmsa u ycTaHoBieHus puaruosa AXII B
CBS3U C BBICOKUM PHCKOM CTEHO3a OOJIBIIIOTO 3aThI-
JIOYHOTO OTBEPCTHSA W KOMIIpeCCHU CTBOJIa MO3Ta,
YTO MOKET COIPOBOMKIATHCA PasBUTHUEM KU3He-

YTPOYKAIONIINX HEBPOJOTMYECKUX M JbIXaTeJbHBIX
"HapymieHuii. IIporoxkosn npoBenenua MPT y mamm-
euToB ¢ AXII Bratouaer MPT romoBHOTO MO3Ta u
KpaHMOBEPTEOPAIbHOIO IIepexosia, IIEeHHOTO OThe-
Jia TOBBOHOYHMKA B (DM3MOJIOTUYECKOM IIOJIOKEHU N
JieKa Ha cimHe ¢ ob6asaTenbHoit Sag T2 mocienoBa-
TesbHOCTBIO + Sag Flow Visualization. MPT peko-
MEeHIyeTCs BBINOJHUTH [0 Hauajia IIaTOTeHeTuue-
ckoii tepanuu Bocoputugom [9]. Ilocoe mposeme-
HUA WCCJIeNOBaHUA 00A3aTeJbHA KOHCYJbTAIUA
Helipoxupypra naJs BbIOOpa gajbHeHInell TaKTH-
KU KJMHUYECKOTO HabJiofeHus. VHTepmperamus
pe3yJbTaTOB OCYIIIECTBJIAETCS B COBOKYIIHOCTH C
pesyJbTaTaMu IIOJUCOMHOTPA(UU.

Pexomendayus 8. ITonucomuozpagus. Bcem
meram ¢ AXII B miiaZleHuUeCKOM BO3pacTe PEKOMEH-
oyeTcAa TpOBeNeHUe IOJUCOMHOTpPaGUuy C IIeJIbI0
BBIABJIEHUsS [IbIXaTeJbHBIX HapyIlleHuii. JlaHHOe
HUCCJIeIOBaHEe MOJKET HCIIOJIb30BAaThCA KaK B KOM-
naexkce ¢ MPT nnsa olleHKM HaauuuWsa W KJIMHUUYE-
CKOIl 3HAUMMOCTH CTeHO3a KPaHMOBEPTEeOPATIHHOTO
mepexoja, TaK W AJs BBIABJIEHUA U OIeHKU BBIpA-
JKEeHHOCTHU II€HTPAJIbHOTO U OOCTPYKTUBHOTO AITHOD
CHA, B T.Y. B PAMKaX OTOPUHOJAPUHIOJOTUIECKOTO
obcimenoBanua [2]. IIpu oTCyTCTBUM BO3MOXKHOCTHU
IPOBEEHUA UCCIENOBAHUA B PETUOHAIHLHOM IIEHTPE
PeKOMeHJyeTCA HaIpaBjeHWe IallieHTa B CIEIU-
aIN3UPOBAHHBINA (DelePAJbLHBIHN IIEHTP 9KCIEPTUSHI.

Perxomendauus 9. BakuuHauus Odemeil c
AXII. HasHaueHue U TpPOBeNeHUE BaKIIMHAIIUU
meraM ¢ AXII ocyIIecTBJIAIOTCA II0 HAIMOHAJb-
HOMY KaJleHIapi0 IIPUBUBOK 0e3 OTrpaHUYEHUH.
ITaToreHeTnueckas Tepanmus BOCOPUTHUIOM He Tpe-
OyeT m3aMeHeHUs rpaduKa IPUBUBOK U HE ABJIAETCA
OCHOBaHWEM [JIA OTCPOUYKM BakuumHaruu [2]; mpu
OCTPBIX IOCTBAKIIMHAJBHBIX PeaKIUAX (JIUX0opai-
Ka, BhIpA’KEHHOE HeJOMOTaHWe) ouepesHasd MHBEK-
IuA B paMKaX ITaTOT€HETUYECKOM Tepamuu MOYKET
OBITH IIepeHeceHa 0 CTAOUIU3AIUU COCTOSTHUS.

Perxomendayus 10. MomopHble Ha8blKU Y Oemeil
¢ AXII. YV pereii ¢ AXII Hepemko HaOJIOZaeTCs
3a7iep;KKa (OpMUPOBAHUSA OCHOBHBIX [IBUTATEJIb-
HBIX HAaBBIKOB (yZep;KUBaHUE TOJIOBBI, CHUJEHUE,
BCTaBaHMUe, XOab0a), OO0yCJIOBJIEHHAs IUCIIPOIIOP-
nuel Teja, MBIIEYHON TUIIOTOHUENA U OrpaHu-
YeHHEeM IIOABUKHOCTU CYCTaBOB, a TaK’Ke BO3-
MOYKHBIMM HEBPOJIOTUYECKUMU OCJIO}KHEHUAMU. B
CBA3UM C OTUM DPEKOMEHAYETCSA PeryJsapHas OIleHKa
MOTOPHOTO Da3BUTUA B [AWHAMUKe, HAUYWHAA C
MJIaJIeHUeCKOT'0 BO3pacra, C IIPUMEHEeHWEeM CTaH-
JapTU3WMPOBAHHBIX IIIKAJ MOTOPHBIX BexX. Ilpm
BBIABJIEHUU B33JeP:KKU WU perpecca MOTOPHBIX
HABBIKOB HEOOXOAVMO IIPOBEIEeHUE YIIyOJEeHHOTO
obcienoBaHUA OJIsI WCKJIIOUEHUS I€PBUKOMENYJI-
JIAPDHOM KOMIIPDECCUU U APYTUX OCJOKHEHUH, a
TaK:Ke KOHCYJIbTAIlMU NMPOMGUIbHBIX CIEIUATIUCTOB
(HeBpoOJIOTa, TpaBMATOJOTA-OpPTOIENA, (uU3moTEPA-
neBTa). MOHUTOPUHT MOTOPHOT'O PAa3BUTUA TOJIIKEH
paccMaTpuBaThCA KaK HEOTHEMJIEMBII KOMIIOHEHT
KOMILIEKCHOTr0 HabmogeHus namueHToB ¢ AXII [2].

Pexomendauyuss 11. Toparxonwombanvhulil
Kugo3 ABIAeTCcA YacTBIM ocaokHeHueM AXII




Tabruua

PexomenayeMsbie mapaMeTpbl MOHUTOPUHra mamueHToB ¢ AXII
B pPas3JIMYHBIX BO3PACTHBIX rpynmax (amantuporano u3 Savarirayan R. et al., Nat. Rev. Endocrinol.
2022; Savarirayan R. et al., Nat. Rev. Endocrinol. 2025) [2, 5]

Pexomenayemas
. | IIEPUOTMYHOCTH
BospacrHoit
ngpuon Ha0JI0XeHn s CrenuamcTsl OueHnBaeMbie ITapaMeTpPhI
Yy Beayliero
cnenmuaiucra?
OlleHKA PEe3BUTUA W HEBPOJOTUYECKOr'0 CTaTyca
KoHTpOJb Macchl Tesla U JO3UPOBKUO
JuaamuyecKasa oIeHKa pocra (y MJIaIeHIEB —
I HEOHaTOJIOT B TIOJIOJKEHUM JIeKa) U OKPYIKHOCTHU I'OJIOBBI
eTCKUH 9HIOKPUHOJOT
Tepuatp IIpoBenenue MPT c 1enbi0 UCKJIIOUEHUSA CTEHO3a
Tenernk 0OJIBIIIOTO 3aTBHIIOYHOTO OTBEPCTUS
HerPXHPYPI‘ OreHKa AbIXaTeJIbHON (GYHKIIUH,
0-2 p 3 -HeOTCKI’IH HEBPOJIOT BBISIBJIEHUE STMU30/I0B alHOd (IIOJHUCOMHOIPBDUI)
-2 roma a3 B 3 Mmecsra TOJIAPUHTOJIOT
CypzoJor Peutrenorpadus, omeHKa OPTOIEeNIECKHX
TpaBMaTOJIOr-0PTOIE OCJIOKHEHUU
CromatoJior OreHKa cayxa
Bpau 1o seuebHOM M
dnaKyIETYpe N OHUTOPUHT COMYTCTBYIOIIUX JEKAPCTBEHHBIX
CIOPTUBHON MeIUIUHE Ipenaparos
PesybTaThl JIeUueHUsI, COO0IaeMble CAMUIMU
Y 111,
manyueHTaMu
MOHUTOPUHT HeKeJaTeJbHBIX ABJICHUM
C: O1eHKa pocTta (B MOJIOYKEHUU CTOS U CHUIS)B
= JuHaMuyecKas OIeHKa OKPYYKHOCTU TI'OJIOBBI
2 KoHTpOJb Macchl Tena U JO3UPOBKUO: ™
— O1eHKa OPTOIEUYECKUX OCTIOKHEHU
= {Ie/:ma'rp OreHKa HEBPOJOTHUECKOTO CTaTyca
H;;ggﬁ;iﬁﬁgi%ﬁgggzr OreHKa HYTPUTUBHOTO cTaryca (OKUpeHue)
IleTcruit HEBPOJIOT OreHKa AbIXaTeJIbHOU (GYHKIIUH,
Heitpoxupypr BBISIBJIEHUE STM30/[0B AlHOd
OT%JIaPHHI‘OHOP OreHKa ciayxa, peuyn
T
3—-17 ser Pas B 6 mecanes Higﬁgﬁgr OreHKa COCTOAHMSA IIOJIOCTH PTa M 3y0OB
TIcuxoJor Onenka (QyHKIVOHAJBHBIX BO3MOMKHOCTEH
Jloromen Cragusa no Tauuepy
B CTOMaTOJI06I‘ . (HauMHAas C COOTBETCTBYIOIIIEI'0 BO3pacTa)
payu 1o JeueOHOMl
(USKYIBTYpE T MouuTopuHT cony'rc'ryfomm; JIEKePCTBEHHBIX
CIIOPTUBHON MemuIIIHe npenapaTros
PesyabraThl JeueHUsA, COODII[aeMble CAMUMU
manueHTaMu®
OHUTOPUHT HEXKeJaTeJbHbIX ABICHUN
M %
OmeHKa KayecTBa JKU3HU
TepanesT OlieHKa OPTONEANYECKUX OCJIOKHEHUI
TpaBmaToJior-opTones
HespoJtor OreHKa 10 IIKaje 00
H, WHOJIOT
Pas B 1-2 roma IHJIOKDUHOIIO
11160 Huerosor OleHKa HEeBPOJOTUYECKOT0 CTATyca U ITOXOAKU,
Bspocisie i — Ilcuxomor MPT rosoBHOTO MO3Ta W IIO3BOHOUHUKA
(I;HMHTOMOB Kapauosor IIPU MOSIBJIEHUU CUMIITOMOB
Hefipoxupypr
B(gaq mosteeGHOM OLeHKa HyTPUTUBHOTO cTaryca (0:KHpeHue)
UBKYJIbBTYpe U
CHOPTUBHON MeIUI[UHE O1meHKa KayecTBa JKU3HU

*Ilo 3aBepIIeHUA [IATOT€HETUUECKON Tepammu; a — YacToTa HAOJIIOJEeHUSA MOJKET BapbUPOBATH B 3aBUCHUMOCTH OT KJIMHUYECKON
CUTyallii, BO3MOYKHOCTE!I KOHKDETHOI'O PErmoHa, JOCTYIHBLIX PECYPCOB CUCTEMBI 3APABOOXPAHEHUS, a4 TaKiKe UHIUBUIYAIbHBIX
nmoTpebHOCTEH manueHTa. B TeueHume mepBOro roja Tepanuy BOCOPUTUAOM IMIPEAINOUTUTEIbHO IMPOBEJEHNE MIJIAHOBBIX KJINHUYECKUX
0CMOTPOB He peske 1 pasa B 3—4 Mecsdlla, He3aBUCHMO OT BO3pacTa marueHTa. Ilocieqyioline BUSUTEI MOTYT ObITh CUHXPOHU3UPO-
BaHbI CO CTAHJAPTHBIMU MPODUIAKTUUECKUMU U JUCIAHCEePHBIMHU OCMOTpaMu peGeHKa; 6 — mocjie o0yueHus: ceMeil JaHHbIe 0 Macce
TeJla MMAIlMEeHTa, COO0IaeMble UJeHAMU CEeMbH, MOTYT MCIIOJb30BATHLCA BPAUOM [JII BHECEHUS B MEIUIUHCKYIO HOKYMEHTAIUIO C
[IeJIBI0 CBOEBPEMEHHON KOPPEKI[UY JO3UPOBKU BOCOPUTHA; B — B IEISAX CTAHJAPTUIAINU AHTPOIIOMETPUUECKUX M3MEPEHU PeKOo-
MEHAYeTCs WCIIOJb30BAaTh OJUH W TOT K€ POCTOMED, IOJIEIKAIIUN PeryIApHOi KaJluOpoBKe; I' — OIEHKA CTAAWU IIOJIOBOT'O PA3BU-
s 110 TaHHEPY IPOBOAUTCS HA OCHOBAHWYU aHAMHE3a WU (U3UKAJIHHOTO OCMOTPA CIEIMAINCTOM, IPOIIEAIIINM COOTBETCTBYIOIIee
o0yueHre, B COOTBETCTBUU C AEHCTBYIOIIMMU CTAHAAPTAMU OKA3aHUSA MEIWIIMHCKON ITOMOIIN.

B MJIaJ€HYECKOM BO3pacTe u O6YCJIOB.TIeH coue-
TaHUEM MBLIIIIeUHOI TUIIOTOHNMN, MOUCIIPOIIOPIINN

TYJIOBUIIA W PaHHEr0 yCa)KuBaHUA 0e3 OIIOPHI.
B OosbiuHCTBEe cJaydaeB maHHasg gedopmMaiiuisd




uMeeT AOOPOKAUECTBEHHOE TeUeHWe U yMeHbIIa-
eTcad II0 Mepe (POPMUPOBAHUSA CAMOCTOATEIHLHOT'O
CUJeHUA U BCTaBaHUA peGeHKA.

Pexomennyercsa wuHGMpOPMUPOBATH POAUTEJIEH
0 HeoOXOAMMOCTH wu30erath NPEXKIEBPEMEHHOTO
ycakuBaHUA pPeOeHKa MO0 Pa3BUTUA CaMOCTO-
TEJIFHOTO MBIIIEYHOTO KOHTPOJSA U YCTOMUYUBOCTH.
Kudoruueckaa pedopmMamus [OOJKHA PETYJIAP-
HO OIIEHMBATHCA IIPU ILJIAHOBBIX ocMoTpax. IIpm
HapacTaHuu yria Kudosa, GopMupoBaHun HUKCU-
poBaHHOH AedopmManuu UJIU IOABIEHUN HEBPOJIO-
TUYEeCKUX CUMITOMOB (HapyleHue QyHKIIUU Tas30-
BBIX OPTaHOB II0 TUIY 3aJleP/KKU WU HeleprKaHUA
MOYM U Kaja; OHeMeHNe B HIIKHUX KOHEUHOCTAX,
YyBCTBO «MypallleK», HapyIllleHne IIOXOAKMU, CJia-
00CTh B HM'KHUX KOHEUHOCTAX) IIOKA3aHO HAIPaB-
JIeHVe K TPaBMAaTOJIOTy-OPTOIIeAy U HEHPOXUPYPTry
I yrayosieHHOTO oOciemoBaHuA. IIpu mporpec-
CUDYIOIIIEM TOPAKOJIOMOApHOM Ku(O3e WJIN €ero
COXPaHeHUU IIocje 2 JieT, 0OCOOEHHO IPU HAJIUUNU
IIPOTPECCUPYIONIEro 0O0JEBOTO CHUHApPOMA U IIPHU-
3HaAKaxX Iapamnapesa, TpedyeTcsad KOHCYJbTAIlUA
TpaBMaToJioTa-opromnena [2].

Hao6aonenue mereit (3—17 mer)

Perxomendayus 12. Opzanusayus Habaolenus
u nepuoduunocms gu3umos. Ilocie MOCTUIKEHU
BospacTta 3 yetr getu ¢ AXII moaKHBI HaXOIUTHCA
IIOJ PEryJsiPHBIM AUHAMHUUYECKHM HAaOJIOJeHNeM.
KianHu4ecKuil 0CMOTP PEKOMEHIYEeTCS HPOBOLUTH
He pesxe 1 pasa B 6 mecsmes. Ha Kasxmom Busure
OCYII[ECTBJISETCA KOMILJIEKCHAs OIleHKa pocTa,
IIPOIIOPIIUIA TeJjia, MACChI, COCTOSHHS OIIOPHO-
IBUTATEJbLHOrO aliapara, CayXa M AbIXaTelbHOM
(PYHKIIMK, a TaKyKe CKPUHUHI HEBPOJOTMUYECKUX
CHUMIITOMOB. PaccumMThIBaeTCs romoBasi CKOPOCTH
pocra. BHemaHOBbBle BU3WUTHI IMOKA3aHBLI IIPU
IMOABJIEHNY HOBBLIX JKaJI00 UM IPU3HAKOB OCJIOMK-

HeHUU (HApYIIeHWs IIOXOAKM, OO0JH, YyTOMJISe-
MOCTb, HAPYIIEHWS CHA W OLIXaHUSA, CHUMKEHUE
ciIyxa, IMporpeccupoBaHue gedopMalluii I103BO-

HOUYHWKA WJIN HUKHUX KoHeuHocTell). IIpu HeBO3-
MOJKHOCTH YaCTBIX OUYHBIX BUBUTOB JOIIYCKaeTCA
UCHOJIb30BaHUE TeJIEMEeIUIIMHCKUX TEeXHOJOTHUMN
IJIs1 TPOMEKYTOUHOTO MOHUTOPUHTA, IIPU YCJIO-
BUU 00A3aTeIbLHON IIEePUOAUYECKON OUHOM OIeHKU
manueHTa.

Pexomendayus 13. Bapychas OJdepopmayus
HUMHUX KOHeuHocmell u 001e80ll CUHOPOM.
Y nereit ¢ AXII BapycHaa medopMamusa HUKHUX
KOHEUHOCTe! (genu varum) BCTpPeYaeTcsa dYacTo
(1o pasauuHbIM gaHHBIM, v 40—70% mnamueHTOB),
UMeeT TEeHAEHIINIO K IIPOTPECCUPOBAHUIO U MOJKET
COIIPOBOJKAATHECA 0OJIEBBIM CHUHAPOMOM U HapyIle-
HUEM IIOXOIKHU.

PexomeHnayercsa peryadpHas KJINHUYECKAd
OIleHKa OCU HIIKHUX KOHEUYHOCTEH, IOXOJKU U
Hamnuyua OojseBoro cuHapoma. IIpm momospeHuU
Ha IporpeccupoBaHue nedopManuu, IIOABJIEHUU
0o/ MM HaAPYIIEeHNW (QYHKIUU TOKA3aHO IIPO-
BeJleHNEe PeHTreHorpaduu HUKHUX KOHEYHOCTeH
B TOJIO}KEHUU CTOSA C OIIEHKOM MeXaHWYeCKOH ocu

KOHEUYHOCTHU, a TaKyKe KOHCYJIbTaIusa TPaBMAaTOJIO-
ra-opromezna [2].

Perxomendayus 14. CmeHo3 no360H0UH020 KAHA-
na tpu AXII dpopmMupyercsa TPemMYIIeCTBEHHO BO
B3pPOCJIOM BO3pacTe, OJHAKO IIepPBblie KJINHUYECKUE
TMPOSBJIEHUSA MOTYT BO3HUKATL VsKe€ B IITKOJIbHBIE
rogbl. s paHHEro BBIABJICHUS MATOJIOTHUYECKOTO
mpoliecca HeOOXOAUMO AWHAMHUUECKOe HaOJIoLeHVe
C OIIEHKO¥ HEeBPOJIOTMUYECKOTO CTATyCa, IMOXOAKU U
6os1eBOTO cHMHApPOMA. IIpyr BOBHMKHOBEHUU CUMIITO-
MOB KOMIIPECCUY CITMHHOTO Mo3ra (C/1aboCTh B BepX-
HUX ¥ HIJKHUX KOHEUHOCTAX, HAJIWYNE OHEeMEeHUS
B HUX, BILIOTH JO0 ITapajinua; HapyIllleHle ITOXOIKH;
TMOIIePXUBAHUSA IIPU HpUeMe HUIMU U KUIKOCTel;
HapylieHre (QYHKIIUY Ta30BbBIX OPraHOB II0 TUITY
3a7IepKKN UKW Hemep:KaHUsA MOUM) JmOO IIporpec-
cupyiomeM 00JeBOM CHUHAPOME IIOKA3aHO IpOBele-
Hue MPT mOACHUYHO-KPECTIIOBOTO OT/EJa II03BO-
HOUHUKA. [Ipy mOATBEePIKIEHHOM CTEHO3€ ITOKAa3aHO0
HaIpaBJieHNte IalueHTa Ha KOHCYJBbTAIlUI0 K Heil-
POXUPYPTY AJs PEIeHusa BOIIPOca O JeKOMIIPEeCCUU
U cTabMIM3aluy ITO3BOHOUHUKA.

Perxomendauyus 15. Y mnanmentoB c¢ AXII
UMeeTCA 6blCOKUIL pPuck pa3sumus u3bvimou-
HOLL maccvl mena U OMUPEHUs, UTO YCyryOJseT
opTomequUYecKre U [ObIXaTeJbHbIe OCJIOMKHEeHM.
PekoMeHIyeTcAa peryaspHas OIleHKa MacChl TeJja
¥ UHAEeKCAa MacChl Tejla Ha KaKJIOM BU3UTE, C
aKIIEHTOM Ha NPOPUIAKTUKY OXKUPEHUA TyTeM
KOPPEeKIINY TUTAHUA U HOAAeP:KaHusa (GU3nIeCKOn
AKTHUBHOCTU, AaJalTUPOBAHHOM K BO3MOKHOCTAM
nanuenTta. Becem manuentam ¢ AXII pekoMmeHIyeT-
csA 3M0POBOE MHUTAHWE W PeryasapHas (puanmuecKas
aKTUBHOCTS [2].

Peromendauyus 16. Y pereit ¢ AXII crapiie
3 JIeT U MOJPOCTKOB YacTO BOBHUKAIOT MpYyoHOCMU
Qu3uveckolt aKMUBHOCMU, COUUAAUSAYUU U CAMO-
udeHmuuHocmu, KOTOpbIe MOTYT CHMIKATh Kaue-
CTBO KU3HU. PeKoMeHAyeTcsa peryjaspHas OleHKa
00JIeBOTO CHUHAPOMA, YTOMJSIEMOCTH U QYHKIIH-
OHAJBHBIX OTPAHUYEHUI, HIPU HEOOXOAUMOCTH —
WCIIOJb30BAHME CTAHIAPTU3WPOBAHHBIX OIIPOC-
HUKOB KauecTBa JKu3Hu (Hampumep, PedsQL).
BakHBI IICUXOJIOTUYECKOE KOHCYJIbTHUPOBaHUE U
moaaepIKKa ceMbH, a B IOAPOCTKOBOM BO3pacTe —
BOBJIeUeHNe TallMeHTa B OOCY:KAeHUe Iiejeil Tepa-
WU W aJalTallMOHHBIX cTpateruit [5].

Bapocasie

Perxomendayus 17. Puck oxcupernus u memabo-
JUYLeCK020 CUHOPOMA TIOBBIIIEH Y B3POCJBIX IIAIlU-
euToB ¢ AXII, uro ycyryo0jseT opToleiuvecKue u
IBbIXaTeJbHBIE OCJIOKHEHUA M CBA3AHO C IIOBBIIIIE-
HUEM CepeYHO-COCYIUCTOr0 pucKa. AprepuanbHas
TUIIEPTEHB3UA BCTPEUAETCA Uallle, YeM B IIOMYJIAIUN,
HEpPEeJKO acCOIMMUPOBAHA C OYKUPEHWEM UM MOKET
OCTaBaThCS HeIUMATHOCTUPOBAHHOI. PekoMeHyeTCa
peryisapHas OIleHKa MacChl Tejia M MHAEKCa MacChl
TejJa, a TaKiKe M3MepeHUe apTepUaJbHOTO JaBJie-
HUA Ha KakaoMm Busure. [Ipu sTOM HEOOXOIUMO
moa0upaTh MaHIKETY IO OKPYKHOCTH ILJIeua; IIPU
HECOOTBETCTBUM CTAHJAPTHBLIX PA3MEPOB HCIIOJIH30-
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BaThb MaHIKETy [JIA KPYIHBIX B3POCJIBIX JUOO IIPO-
BOJUTH U3MEPEHNE HA MPeAIieybe.

Pexomendauyus 18. CmeHo3 N0380HOYLHO020
Kanana y B3pocabix ¢ AXII aBiasdeTca OgHUM U3
Hambojee YaCTHIX OCJIOKHEHWI, IIPOABJIAIOITUN-
csi 0OJIeBBIM CHHAPOMOM, YTOMJISEMOCTHIO IIPU
xoab0e, TapecTe3susAMH W HAPYIIEHWEM IOXO/-
Ku. B TAKeNBIX CIydasxXx BO3MOMKHBI BBIDAYKEH-
HBI HEBPOJOTWYECKUN Ae(UIIUT W HaPYIIeHUd
(DYyHKIIMM TA30BBIX OPraHOB BCJEACTBUE KOMIIPEC-
CUM TOSCHUYHO-KPECTIIOBBIX KopemmkoB [13].
PexomeHngyeTcsa peryiasgpHas KINHUUECKAA OLleHKA
HEBPOJIOTMYECKOT0 CTATYyCA U MOXOAKU; IPU IMOSB-
JeHuu cumnromoB mnposoautrca MPT rososzoro
MOBTa M NIO3BOHOYHWKA, M B CJIydae IIONTBEPIKIe-
HUS CTEHO3a HAIMEHT MOIJIEKUT HAIPABIEHUIO K
HEeUPOXUPYPTY OJA PeIIeHud BOIpPoca O JeKOM-
TIPecCUy M CTAa0MJIM3aIluu IIO3BOHOUHUKA [5].

Perxomendayus 19. Y B3pPOCIBIX TAIEHTOB
¢ AXII xporuueckas 060J4b UYaCTO CBfA3aHA CO
CTEHO30M IIO3BOHOYHOI'O KaHaja, AedopManuaMu
KOHEUYHOCTell M DPaHHUM apTPO30M, OTpaHUYMBA-
€T JBUTaTeJIbHYI0O aKTHBHOCTh M CHHMAET Kaue-
CTBO KU3HU. PeKOMEHIYIOTCA peryiasapHas OleHKa
00JIEBOTO CHHAPOMAa ¥ KOMILIEKCHBIN IOAXON K
ero BeJIeHUI0, BKJIIOUAIONIINI HeMeIUnKaMeHTO3HbIe
Mepbl W, OPU HEOOXOAMMOCTHU, (hapMaKoJoruye-
cKyIio Tepamnuio [2].

Perxomendayus 20. [JoixamenvHovle HAPYULEHUS
y B3pocabix marnueHToB ¢ AXII HepemKo coxpams-
JOTCA WU MPOTPECCUPYIOT U BKJIOUAIOT, B YACTHO-
cTH, OOCTPYKTUBHOE AIlHOd CHA; WX BHIPAKEHHOCTH
MOYKET YyCyTryOJIATBCA OKUPeHHeM u aedopMarius-
MU TPYOHOU KJETKU. OTU COCTOSIHUSA aCCOIUUPO-
BaHbI C IIOBBIIIIEHHBIM PHCKOM CepAEeYHO-COCYyaHU-
CTBIX OCJIO)KHEHUI U CHU)KEHUeM KauecTBa KU3HU.
Pexomengyerca peryidpHas KJINHUUYECKAd OIEHKA
IBIXaQHUS W CHA; IPU IOJ03PEHUN Ha allHOd CHA —
pOBeJieHre TONCOMHOrpahuUu 1 Ha3HAUEHUe COOT-
BercTBytomei Tepanuu (CPAP muiau xupypruueckas
KOppeKIu:A mo nmoxkazanuam) [14].

Pexomendauyus 21. Y xeumuua ¢ AXII coxpa-
HAeTcA (PEePTUIBHOCTb, OJHAKO OepeMeHHOCTH
COTIPSAKEHA C TOBBIIIEHHBIM PUCKOM OCJIOYKHEHUI,
BKJIIOUAA BO3MOXKHYIO I1e(haIoNebBUYECKYIO [UC-
MIPOIIOPIUIO0, PECIINPATOPHEIE HAPYIIIEHUS U OPTOIIe-
ImyecKue mpo0eMbl, B T.4. 60Jb B ciHe. B cBa3u
C 9TUM NJAAHUPOBAHUE 6e0eHus OepeMeHHOCmU U
podopaspeuteruss TPedyeT CIEIUATIUZUPOBAHHOTO
aKYIIEPCKOTO U aHECTEe3WOJIOTHYECKOTO COIIPOBO-
JKIeHUA. PeKoMeHIyeTcA IIPOBeleHUWe IperpaBu-
IapHOTO KOHCYJIbTUPOBAHUA, HAOIIOMeHE OepeMeH-
HOCTU B CIIEIIMAIM3UPOBAHHOM aKyIIIEPCKOM CTaIlu-
OHape BBICOKOT'O0 YPOBHA W IJIAHOBOE POAOPAaspellie-
HUEe MIPEerNMyIeCTBEHHO IIyTeM KecapeBa CEeUeHUs.
Permonapuaa (snmaypasbHas) aHECTE3UA MOYKET
OBITH 3aTPY/JHEHA U COIPSIYKEHA C BHICOKUM PUCKOM
13-3a aHATOMUYECKUX 0COOEHHOCTEH ITO3BOHOUHUKA.
IIpu mnanvpoBaHMU OOIIEH aHeCcTe3MU HEOOXOoAMMa
mpeaBapuUTeabHAA OIEHKA AbIXATEeJIbHBIX TYyTeH u
KOHCYJIbTAIINS aHECTEe3MOJIOTa, WMEIOIET0 OIBIT
BemeHuA maruenToB ¢ AXII [15].

Peromendayus 22. Y B3POCIBIX TAI[UEHTOB C
AXII uwacto oTmMeualTcAa OTPaHUUYEHUA (uUIUUe-
CKOM AaKTWBHOCTU, XPOHUUYECKAA UBHYPUTeJIbHAA
00Jib, TPYAHOCTH TIPO(EeCCUOHATLHONU peasmsanuu
W coIuajJbHadA CTUTMATU3aIUsd, UYTO CHUMKAEeT
KaueCTBO XHN3HU U IIOBBEINIAET PUCK IICUXO09MOIIHO-
HAJBHBIX HapyIIeHU#. PeKoMeHIyeTca KOMILIEKC-
Had TOANEP’KKAa, BKJIOYAIOMIAA NCUXO0JL0ZUYECKOe
KOHCYJAbMUpPO8aHUe, PeabusUMAayUOHHbLe Mepo-
npuamus, codeiicmeue COUUAAbHOU U npogeccuo-
HaabHOU adanmayuu nayuenmos. Iasa o6beKTuB-
HOM OIeHKMW KauecTBa KU3HU U TWHAMUKHU COCTO-
AHUA MOTYT IIPUMEHATHCA CTAaHAAPTU3NPOBAHHLIE
ompocHuku [2, 16].

Xupypruueckoe JiedeHue

Pexomendayus 23. Xupypzuueckoe JeyeHue
npu AXII MoxxeT BKJIIOUATH KOPPEKIINIO Aedopma-
MUH HIKHUX KOHEYHOCTEeH (MeTOAbl yIIPaBIAeMOTO
pocTa — BpeMeHHBIN 9KCTpasnudu3apHbIi snudu-
310/Ie3, KOPPUTHUPYIOIAsA OCTEOTOMUA B COUETAHUN
C BHEITHe! 1/WUjau BHYTPeHHeH (QuKcalueil) mpu
BBIPAKEHHOU medopMaIrnuu, COIIPOBOMKIAIOIIEHCA
00JIEBBLIM CHUHIPOMOM U/UJAN (PYHKIIMOHAJIbHBIMHU
orpannueHuaMu. [Ipu mOmO3peHUM Ha ITPOTPECCU-
poBanue paedopmManuu IIPOBOAUTCA PEHTTEeHOTpa-
(bua HUKHUX KOHEUHOCTEN B MOJIOMKEHUUW CTOA C
OIIEHKOU MeXaHWYecKoil ocum KoHeuHOcTeil. Ilpm
BBIPAKEHHBIX OTKJOHEHUAX OCHU, IIPOTPEcCUpPOBa-
HUU gedopMaluu, MoABJIEeHUN 00JEBOTO CUHIPOMA
WIN HapylIleHWU (PyHKIUU ITOKa3aHa KOHCYJIbTa-
UA TPaBMAaTOJIOTa-OpToIefa IJIA PEIIeHUs BOIIPO-
ca 0 XUPYPTUYECKONl KOPPEKIIUU.

IIpu cTeHO3e KpaHMOBEPTEOPATHLHOTO IEepexoaa
TMOKa3aHuA K XUPYPTrUUECKON TeKOMITpecCUu 00JIhb-
IIIOTO 3aTBIJIOYHOTO OTBEPCTUA OIPENEJAIOTCA Ha
OCHOBaHMU COBOKymHOCcTH AaHHbIX MPT, HeBposo-
TUYECKOTO CTaTyca ¥ Pes3yJbTaTOB MOJHUCOMHOTDA-
¢duu. K mokasaHUAM OTHOCATCS HEBPOJOTUYECKUE
HaApYIIeHUA ¥ KJIWHUYECKHWe IPU3HAKU KOMIIPEC-
CUU CTBOJIA MO3Ta (BKJIOUAA MBIMIEYHYIO THUIIO-
TOHUIO, 33JeP’KKY MOTOPHOTO Pa3BUTHUA, allHOd U
Ip.), a TaKkKe ObIXaTeJlbHble HAPYIIIEeHUd, BBISB-
JIeHHBbIe TIPU ITOJUCOMHOTpapUU.

YuursiBasg BO3MOMKHOCTH 0E€CCHMITOMHO-
TO TeueHUs B PaHHEM Bo3pacTe, OCOOEHHO Y
MJIAJIEHIIEB, MaHHBbIE HENMPOBUIyaIM3aAIUU HUMEIOT
KJIIOUEeBOe 3HAUEHWE MPU ONpeNesIeHUW TaKTUKU
BemeHus. B GoJiee crapiieM Bo3pacTe pelIeHue o
XUPYPTUUECKOM JIEUeHUU MPUHUMAETCSI C YIETOM
KJIUHUYECKON KapTHUHBI B COUYETAHUU C PE3yJIbTa-
tamu MPT u mosmucomuorpadum.

Ilpu (¢QurkcupoBaHHO! IIPOTrpecCUPYIOIIEH
xkudortuyeckoit nmedopmanmuu IIO3BOHOUHUKA Ha
YPOBHE TPYAOIOACHUUYHOTO Tepexola XUPYypTru-
YyecKas KOPPEeKIUSA MOYKEeT paccMaTpPUBaThCSA, B
0COOEHHOCTM TpU TOSBJIEHUU HEBPOJOTUYECKUX
CUMIITOMOB C HapymieHueM (pyHKIIUU.

Xupypruueckue BMeIIaTeJIbCTBA Y IAIMEHTOB
¢ AXII momKHBI BBITOJHATHCA B CIEIMAJIU3UPO-
BaHHBIX IEHTPax, UMeIonuxX omnbIT BemeHua AXII,
C y4YeToM aHATOMHUYECKHX OCOOEHHOCTEeH IbIXa-



TeJBHBIX IIyTell W TO3BOHOYHUKA, TPEOYIOITUX
CIeIaJu3UPOBAHHOTO AaHeCTe3UOJIOTUUYeCKOTo U
XUPYPIrUUIECKOTO COITPOBOIKAEHUA. BEIOOD TAKTUKY
JeueHUs IOJI’KeH OCYIIeCTBJIATHCA MYJIbTUIMCIIY-
IJIVHAPHOU KOMaHAOM, YUUTHIBAS MYJbTUCUCTEM-
HBIN xapakTep ocyokHenmit AXII [17].

Perxomendayus 24. Xupypeuuweckoe yoiuHenue
KoHeuHocmell npu AXII mpuMeHseTCA C IEJbIO
yBeJINUeHUs POCTa ¥ KOPPeKIUU IIPOIIopIuil Teja
U MOMKeT pacCMaTpuBATLCA y OTHAEJNbHBIX IIaIu-
€HTOB IIOCJIe TII[AaTeJbHOI OIeHKU COOTHOIIIeHUS
NOTEeHIIMAaJbHON IOJB3BI M pucKOB. IIpomenypa
CBfA3aHA C [OJIUTEJbHBIM I[ePHUOJOM JieUeHUudA U
peabuauTAIUM, MOYKET COIPOBOKIATHCA OCJIOMK-
HeHuAMU (UHPEKIIuU, 00JeBON CUHIPOM U Ip.)
U [OJIYKHA BBINOJHATHCS B CIEIIUaIN3MPOBAHHBIX
IEeHTPaX, UMEIOIIUX COOTBETCTBYIOIIUN OIBIT.

IlosaBneHMe maToOreHeTHUYECKOU Tepanuy u3Me-
HHIJIO IIOLXOAbI K BeleHuio nmanueHToB c¢ AXII.
B HacToAlee BpeMdA OmyOGJIMKOBAaHBI IE€PBBIE NaH-
Hble peaJbHOI KJIMHNYECKOI NPAKTUKMU O coueTa-
HUU XUPYPTrUUECKOTO YIJIMHEHUS KOHEYHOCTEH C
mpojoJKaoleiica Tepanmeir Bocoputumom [18,
19]. 9Tu HabIIOZEHUA CBUAETEIBCTBYIOT O IIPHU-
emyieMoM Tpoduiie 6e30IacHOCTU TAaKOTO IMOAXO0MA,
OJHAKO uMelolluecs [NaHHbIe OTPAaHUYEHBI U He
TO3BOJIAIOT CleJIaTh OKOHUATeJbHbIe BEIBOALL O €T0
IOJTOCPOYHOM 3(h(heKTUBHOCTH.

TakuMm oOpasoM, Ha CETOAHAIIHUN OeHb IIOJI-
XOIbl K KOMOMHUPOBAHHOMY IPUMEHEHUIO XUPYP-
THUYeCKOro yAJNHeHNA KOHEUHOCTel 1 TaTOreHeTH-
ueckoii Tepanuu npu AXII ocHOBaHBI IIpPeUMYyIIle-
CTBEHHO Ha ONMYOJMKOBAHHBIX [MaHHBIX DPeaJIbHON
KJIMHUYECKON MPaKTUKMU, KOTOPhbIe II0Ka OCTAI0TCSA
OTPAaHMUYEHHBIMU II0 IJUTEJBHOCTU HAOJIIONeHUd,
a Tak/ke Ha 9KCIEPTHOM OIIbITE OTHAEJbHBIX CIie-
IUaJU3UPOBAHHBIX IeHTPOB. MexIyHapOoLHBIHN
KOHCEHCYC OTHOCHUTEJbHO ONTUMAaJbHON TaKTU-
KU JledeHUs B HAaCTOsAIllee BpeMsd He JTOCTUTHYT.
KoMOMHUPOBAaHHBIA TOAXOA MOMKET paccMaTpH-
BaThCA B OTHOEJIbHBIX KJIWHUUECKUX CUTYAIMAX
IO PEeIeHUI0 MYJbTUAVCIUIIINHAPHOA KOMAaHIHI,
opu ycJoBUU WH(POPMUPOBAHHOTO OOCY)KIEHUA C
manueHTOM U ero ceMbeill IpefmoJsiaraeMoil IOJIb-
3bI, BOBMOXKHBIX PUCKOB U OCJIOKHEHUMN, a TaKKe
AJIUTEJbHOCTU JIeUeHUS.

HeobOxomumbl majgbHeEHININEe HCCIELOBAHUA U
aHaJIu3 MOaHHBIX peajbHONM KJIMHUUYECKOU IIpak-
TUKU [JIA OIEHKH! J[JOJITOCPOYHOUN 0(e30I1acHOCTH!
n 5QP(PEeKTUBHOCTU COUETAHUA XUPYPTrUUECKOTO
YOAIWHEHUA KOHEUYHOCTEM C IIPOJOJKaloIeicsa
Tepanueil BOCOPUTHUIOM.

IMamuentsr ¢ AXII mociae XUPYPTAUECKOTO
YAJIUHEHUs KOHEUHOCTel (BKJIIOUAs IIePUOJN HOWC-
TPAKIIUM, KOHCOJUIAIIMYU W ITal PeaduIuTaIlnu’)
IOJI’KHBI HAXOAUTHCA IO AUHAMUYECKUM HaOJIio-
JeHUeM Bpada TpaBMAaToJIOTa-opTollesa, UMeIo-
IIero ONBIT BeJeHUA IAIlUeHTOB CO CKeJIeTHBIMU
AUCIIA3UAMU U MeTOAUKaMU YIJUHEHUS KOHeU-
HOCTel. IlpemmouTuTebHO HaOJIOMEeHNEe B CIEIH-
aJIN3UPOBAHHOM OPTOIEAMUYECKOM I[eHTpe (Wjam B
KOOPAMHAIIUN CO CIIeIUalN3UPOBAHHBIM IIeHTPOM,

ecIu BMeIIaTeJbCTBO/HAONIOfeHE BBIIOJHATCA
B peruoHe).

Ouemca KOCTHOI'o Bo3pacra 1
peHTI‘eHOJIOI‘H‘IeCRI/Iﬁ KOHTPOJb

Pexomendayus 25. B miaameHuecKoM Bo3pac-
Te nposedeHue OUEHKU KOCMHOZ0 603pacma Tpu
AXII He mMeeT AUMArHOCTHUYECKOM I[€HHOCTH W HeE
WCIIOJIb3YEeTCA MJI IPOTrHO3a KOHEUHOI'0 pPOCTAa.
OleHKa KOCTHOTO BO3pacTa MOJKET OBITH BKJIIOUE-
Ha B IJIaH AWHAMHUYECKOTO HalOiomeHUA pebeHKa
U mprobpeTaeT KJIMHWYECKOE 3HAUEHME B 0oJiee
MO3JHEeM [OeTCKOM Bospacre. Ilpesxme Bcero oHa
WCIIOJIb3YEeTC AJISI KOHTPOJIS TUHAMUKU KOCTHOTO
BO3pacTa IJIs HCKJIOUEHUS €ro IIaTOJIOTHUYECKOTO
YCKOpPeHUs Ju0O0 3aMeIJIeHusl [IPU IPUMEHEeHUH
IaTOT€HEeTUUYECKON Tepamnu, a TaKKe [JIs CBOe-
BPEMEHHOTO ee IIPEKPAIlleHUs IPU 3aKPBITUN 30H
pocra, Korga IIOTEHIMAJ TEePAlnyd BOCOPUTULOM
ucuepneiBaerca [2]. Boaee mompo6HO BOIIPOCH
OIlEHKHW KOCTHOI'O Bo3pacTa Ha (pOHe IPUMEHEHUs
IIaTOT€HEeTUUYECKON Tepamny PacCMOTPEHBI B PEKO-
meHmamuax Ne 31 u Ne 33.

Amnecresuosornueckoe COIIPOBOKIEHUE

Pexomendauyus 26. Y mnammentoB c¢ AXII
nposedenue aHecmes3ul COMPAYKEHO C IIOBBIIIEH-
HBIM PHUCKOM OCJIOXKHEHHWM BCJIeACTBUE AHATOMU-
yecKUX 0COOeHHOCTeH: MaKporedasnn, KOPOTKOM
U IMIUPOKOU IIeu, CyKeHUsd AbIXaTeJbHBIX HIyTell,
TUMIOILJIa3WN OCHOBAHUA UYepella WM BO3MOYKHOTO
CTeHO3a TO3BOHOUYHOTO KaHajma. ITU (PaKTOPBI
MOTYT 3aTPYAHATb WHTYOAIIWIO, BEHTUJIAIUIO U
BBITIOJTHEHME DPeTHOoHapPHBIX OJsiokan. Heobxommmo
OBITh TOTOBBIM K CJIOJKHON MHTYOAIIUU C MCHOJIb-
30BaHMEM OpPOHXOCKOIIa II0 pasMepaM TpaXemu.
Pekomenayerca obss3aTesnbHas IIpeaBapuUTeIbHAA
KOHCYJIbTAIlMsA aHecTe3moJioTa NpU IMJIaHUPOBa-
HUM JIO0BIX XWPYPTUUECKUX BMeIIaTeabeTB [2].
Oco0eHHOCTY aHecTe3MOJIOTUYEeCKOTO obeclieueHusa
mpu pomopaspemeruu y kKeHimuH ¢ AXII usmosxe-
HBI B Pekomenpamuu 21.

OTo.naanro.nornqecnoe BeaeHnue

Y nmereii ¢ AXII cyliecTBeHHO TOBBIIIEH
puck peyudusupyrowux xccydamusHbvlx cpeod-
HUX 0Mumog, 4To O0YCJIOBJIEHO KpaHUO(AaIlllab-
HOM aHaToMued (yKOpPOoUeHUMe eBCTaxXmeBOU TPYOHI,
TUIIOILJIA3Us CPeJHell YacTu JIMIA, OTHOCUTEIbHASA
y30CTh HOCOTJIOTKU). HacThble OTUTHI HTPUBOLAT K
pazsumuio KOHOYKMUBHOU MYzoyxocmu, KOTO-
pas, B CBOIO OuYepe/ib, ACCOIIMMPOBAHA C PUCKOM
3a7IepKKU  PEUEeBOr0 PAa3BUTHUA, HAPYIIEHUIMUI
(GpopMUPOBAHUA KOMMYHUKATUBHBIX HABBIKOB U
JIOIOJIHUTEJBbHON HArpy3Ko!l Ha KOTHUTUBHOE Da3-
BUTHE pebeHka [2].

Perxomendauus 27. Becem pmeram ¢ AXII moxasa-
HO nposedeHue 6a308020 ayouos0zuieckKozo 06ciedo-
6aHUs TIPU POKIEHUU, B 3 U 6 MecsAIleB, 3aTeM He
MeHee 2 pasd B rof M0 3 JjeT. B mambHeHIeM pexo-
MEHAYETCA pe2ynsapHblil OUHAMUYECKULL KOHMPOJLb
caYyXxa Mo KINHUYECKUM MMOKABAHUSAM: IIPU MTOBTOP-
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HBIX 9TMU30aX OTHUTOB, HNPU3HAKAX HApPYIIeHUA
clIyXa WM 3aiep:KKe PEeUeBOTO PAa3BUTHUA BCJIEJ-
cTBUe HapylleHus ciyxa. O0ciaemoBaHuUe TOIKHO
BKJIIOUATh aJeKBaTHbIe METOJbI COTJIACHO BO3PACTY
pebeHKa (THMIAHOMETDPUIO, PETUCTPAIIUI0 OTOAKY-
CTHUUYECKOIl SMUCCUU, ayAUOMETPUIO, PETHUCTPAIUIO
CJIIYXOBBIX BBI3BAHHBIX IOTEHITHAJIOB) [2].

Pexomendayus 28. Ilpu BBIABIEHUU CMOUKOL
KOHOYyKmueHoiL myezoyxocmu pedbeHok c¢ AXII
IOJI;KEH OBITH CBOEBPEMEHHO HAIIPaBJIeH B CIIEIIH-
aJIN3UPOBAHHBIN IEHTP AJsA KOHCYJbTAIMU Bpaya-
OTOPUHOJIAPUHTOJIOTa, WMEIOIEeT0 ONBIT BeJeHU:A
nanuentoB ¢ AXII, a Taxkike Bpaua-cypmojora —
IJIs KOMILJIEKCHOI OIIeHKU CJIYXOBOM (PDYHKIIUU U
BBIOOPA TAaKTUKU BeJeHUs. B 3aBUCUMOCTHU OT KJIU-
HUYECKON CUTyaluu JeueHUe MOMKeT BKJIIOUYATh
KOHCEPBATUBHYIO T€PAINIO, TUMIIAHOCTOMUIO, CJIY-
XONIPOTEe3NPOBaHNE MU UX coueTaHme. Koppexyus
HApYuleHuil cayxa ABJIAETCA Ba’KHBIM KOMIIOHEH-
TOM KOMILJIEKCHOI'O BeleHus manueHToB ¢ AXII u
HampaBjieHA Ha TPOPUIAKTUKY 3aAEP:KKU PEeUeBO-
0 U IICUXOPEUEBOTO Pa3BUTUA.

CroMmaToJioruyeckoe BeIeHue

Pexomendayus 29. PezyaspHoe cmomamosiozu-
yeckoe HaOnwdeHue y anuenToB ¢ AXII pekomeH-
IyeTcsa HaYMHATH C PAHHEro Bo3pacra (C MOMeHTa
mpopes3bIBaHUA MEePBBIX 3y60B). Ocoboe BHUMaHUE
yoeasercsa CKYYEeHHOCTH 3y00B U (POPMUPOBAHUIO
npukyca. [leram ¢ AXII B BospacTe 5—6 jieT He0O-
XOAUMO Ha3HAUUTh KOMILIEKCHOe o0cjefoBaHue,
BKJIIOUAOIlee OCMOTP BPadya-opTOJOHTA COBMECTHO
¢ JIOP-Bpauowm [2].

ITaTorenernueckass repanus (BOCOPUTH)

Ha ceroguamumii meHb Haumbojiee U3YUeH-
HBIM JIEKAPCTBEHHBIM IIpelrapaToM, HaIpPaBJIeH-
HBIM HaA KJIOUEBbIe IIaTOTeHeTUYECKHe MeXaHU3-
mbl AXII, aBasercsa BocopuTuna. JaHHBIN IIpe-
mapaT IIPeACTaBJIAET CO00M MOAM(PUITMPOBAHHBIN
anasor C-mHarpuityperuueckoro mnentuga (CNP),
KOTODBIi, CBSA3LIBASCH C PEIENTOPOM HaATpUiiype-
tuueckoro mentuza tumna B (NPR-B), aktuBupyer
cGMP-3aBuCHMYIO0 CUTHAJIU3AINI0 U IIOJaBJAET
FGFR3-omocpenoBanubiiit MAPK-curaaabHbBIN TYTH
B XOHJPOIIMTAX POCTOBOI TIJIACTUHKMU, CII0CO0-
CTBYs HOPMAaJIM3AIIUU IIPOIECCOB SHIOXOHAPATIBHO-
ro pocTa KocTu. JlaHHBIN MeXaHU3M BOCIPOU3BOIUT
(hU3UOTOTUUECKYIO KPATKOBPEMEHHYI0 aKTHBAIIHIO
nytu CNP-NPR-B, xapaKTepHYIO I/ 5HIOT€HHO-
ro CNP. PanmoMusupoBaHHBIE KOHTPOJIUPYEMBIE
KJINHUYECKNEe WCCJIeJOBAHUS TPOAeMOHCTPUPOBATIHN
ycTOMuMBOe yBeJIUYeHNe CKOPOCTH pocTa u OJaro-
MPUATHBIN TPOPUIL 0E30IMaCHOCTH TPU IJIUTEhb-
HOM mpuMmeHeHuu mpemapara [20-23]. CoruacHO
IDaHHBIM IIPOJOJIXKAIONINXCS UCCIeNOBaHUIl, IIPO-
IEeMOHCTPUPOBAHO COXPAHEHWE POCTOCTUMYJIUPY-
formero 3¢ @eKTa BOCOPUTHAA U OJATOMPUITHOTO
mpoduas 6e30macHOCTH Ipu HabJIomeHun 00 6 JeT
Tepanuu 0e3 MIPU3HAKOB YCKOPEHHOT'0 KOCTHOTO
CO3peBaHUA UK CHUKeHUusA 3h(GEeKTUBHOCTH Tepa-
muu [21]. [JarHble Oosiee AIUTEIHFHOTO HAOIIOAeHUA
TaKkyKe CBUAETEJILCTBYIOT O COXPaHeHUU sdpderTa

Oosiee uem uepe3d 7 Jer Tepanuu. COBOKYIIHBIE
pesyJabTaThl [AOJITOCPOYHBIX HAOJIIOJEHUH I03BO-
JIAIOT TpPeJIoJiaraTh AOMOJHUTEJIbHYI0 IPUOaBKY
pocTa IO CPaBHEHUIO C €CTECTBEHHBIM TeUeHUeM
3aboseBanusa mopanka 10—11 cm mpu AIUTEIHHOM
HEeIPephIBHOM NpUMeHeHuMM mpemnapara [21, 22].
HonosmHuTeIbHBbIE NaHHBIE HCCJIENOBAaHUN y neTeil
MJIaAIIero Bosdpacra (<5 JieT) TakiKe AeMOHCTPUPY-
IOT yBeJIMUEeHNE CKOPOCTU POCTa W BJIUAHUE Tepa-
Uy Ha MOP(QOJOTHIO JUIEBOTO CKeJieTa, BKJIOYAA
MPUSHAKYU YJIYYIIEHUS Pa3BUTUSA CPeJHEH YacTu
JIUIA, yBeJIUUYeHne o0beMa OKOJIOHOCOBBIX Ia3yx U
IIoIaau GOJIBIIIOTO 3aTHLIOYHOrO oTBepcTusd [23].

B Poccuiickoii ®Penmepanuu BOCOPUTHUI HeE
3aperucTpupoBaH, HO [JOCTYIleH K IIpUMeHe-
Huio. B EBpomneiickom Coiose BocopuTup omobpeH
EBponeiickum MemunuHcKkuM areHTcTBoM (EMA)
nna nedeHusa AXII y mamueHTOB, HAUMHAsS C BO3-
pacta 4 MecsAIEeB U cTapile, Y KOTOPBIX HE 3aKPbI-
THI 30HBI pocTa anudu3o. Juarnosd AXII morxeHn
OBITH IIOATBEPIKJEH COOTBETCTBYIOIIUM TI'€HETHUe-
cKMM aHanmsoM [24]. YupasieHne IO KOHTPOJIIO
3a KaueCTBOM IIUIINEBBHIX TPOAYKTOB U JIEKAPCTBEH-
veix npemapartoB CIIIA (FDA) omo6pumio Bocopu-
TUJ OJA YBEJUUYEHUS JIMHEHHOTO pPOcTa y AeTei C
AXII ¢ orkpeiTeIMu snudusamu [25].

B Poccuiickoit @enepaniuu obecmeueHue Ipe-
mapaTtoM ocyiecTBiasgerca ¢ 9 mionsa 2022 r. mpu
noxaxep:kKe @oHAA TONNEPKKYU AeTell ¢ TAKEIbIMU
JKUBHEYTPOKAIOIIUMY U XPOHUUYECKUMU 3a00JeBa-
HUSAMHU, B T.4. peakumu (opdaHHLIMH) 3a0o0jeBa-
HuAmu, « Kpyr gobpa». C aTo#l [aThl Mo HacTOAIIee
BpeMs HAKOIJIEH 3HAUUTEJIbHBIA ONBIT KJIWHU-
YeCKOTO IPUMEHEHUs BOCOPUTHIA, IOATBEP:KIA-
oI ero 3(@GEeKTUBHOCTh U OJATONPUATHBIN
mpoduyb 6e30ITaCHOCTH B PEaJIbHON KJIMHUUECKON
npaxkTuke [26]. B utone 2025 r. 6b111 0GHOBJIEHBI
KPUTEePUM Ha3HAUEHWA: BO3PACTHBIE PAMKU OBLIN
pacUIupeHbl, U B HACTOAIIEe BpPEeMA BOCOPUTU]
MOJKeT HasHavaThCA B T.4. geTaMm oT 0 mo 2 jer ¢
moaTBep:KAeHHBIM auaraosoMm AXII (maToreHHBIN
BapuaHT B reHe FGFRS3) [27].

Pexomendayus 30. IlenecooGpas3HOCTh paHHe-
20 Hayana mepanuu ocopumudom, B T.4. B Iep-
Bble MECSAIbl JKU3HU, IMIPENCTaBJIAETCS HauboJiee
TMEePCHEKTUBHON € TOYKU 3PEHUA MaKCUMU3AIUU
KYyMYJATUBHOTO 3(derTa Ha JTUHEHHBIH POCT H
TMOTEHIINAJBLHOTO BINAHUA Ha (DOPMUPOBAHUE IIPO-
nopuuit Tesa [4, 10, 11].

Peromendauyus 31. Ilepen muumnmamnmeii tepa-
nuu Bocoputuaom mnarueHT ¢ AXII moskeH mpoii-
TH KOMNJeKCHOoe 00caedosarue, BKIOUAOIIee:

— KJIUHWYECKas U aHTPOIIOMETPUYEeCKas OIeH-
Ka: u3MepeHUe POCTa, MACChl Teja, MHIEKCA MacCChI
Teja, OKPYsKHOCTU TOJIOBBI, a TaK:Ke JOKYMEHTHUPO-
BaHUe IIPOIOPIIMI Teja (COOTHOINIEHWE BEPXHETO U
HIDKHETO CEIMEHTOB, pasMax PYK U [Ip.);

— HayMHAdA C 2 JIeT — PEHTTeHOJOTUYeCcKoe
HuccJeqoBaHMEe IJIA OIlEHKU KOCTHOTO BO3PAacTa;

— HEeBPOJIOTMUYECKOe obcjeoBaHue: KJIUHU-
uyeckuit ocmorp um MPT KpanmoBepTeOpaJbLHOTO
mepexofia KaK MOJKHO CKOpee Iocjie POKIAECHUA U
TIOATBEDPKAEHUA qUATHO3a;
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3aABKa cornacoBaHa

Tepanuu 3aHuUMaeT ot 4 g0 6 mecsIes.

MaumeHT nonyyaeT naToreHeTUYECKYO Tepanuio
MO MeCTY XXWUTeNbCTBA B YCTAaHOBJIEHHOM nopsake**

PekomeHgaumu no gopabotke

Puc. 2. [uarsoctuka 1 mapmpyrusanus nanuenra ¢ AXII B P®.

AXII - axoupgporuiasusi; MPT — marauTHO-pesoHaHcHas tomorpadus; KBII — KpaHmoBepTeOpabHBIN IEpexof; *IJs Bcex
MJIaJIeHIIeB ¢ ycTaHoBJeHHbIM auarHosom AXII pexomenmoBaHo mpoBegeHne MPT Kak MOMKHO CKopee IIOCJIe POMKAEHUS IJIsA
HUCKJIIOUEHNSA II€PBUKOMENYIAPHOTO CTeHO03a; *“*mocie coriacoBanus Poupom «Kpyr obpa», moiayueHme maTOT€HETHUECKOH

— OIleHKAa ABbIXaTeJbHOU (DYHKIIMU: BBISIBICHUE
OOCTPYKTUBHBIX W/WJIU IEHTPAJbHBIX HAPYIIEHUI
IBbIXaHUS;

— ayamoJioTuyecKas OIleHKa: ayJuoMeTPUs u
TUMITAHOMETPU S, OCOOEHHO IIPU HAJUUYUU aHaAMHEe-
CTUYECKUX YKa3aHUi Ha PEerUuIuBUPYIOININE CPe-
HUe OTUTHI;

— JIOP-o6ciemoBanmue: Ipu NPU3HAKAX THUIEP-
Tpohuu amaeHOMOB, XPOHUUYECKUX OTHUTOB, Xpama
WJIV ObIXaTeJbHBIX HapyIIeHUH BO CHE.

Perxomendauus 32. HHuyuayus mepanuu 80co-
pumudom mOJMKHA IPOBOAUTHCS B YCIOBUSX MEIU-
IIUHCKOTO yUpeKaeHusA. [lepBble MHBEKIIUY BBITIOJ-
HAIOTCA MEIUITMHCKUM IIePCOHAJIOM, IIOCJIE Yero
ManueHT HAaXOAUTCS TOoJ HaOJIoJeHWeM He MeHee
60 MuH [ BBLIABJICHHS BO3MOKHBIX HeyKeJsa-
TeJbHBIX SABJEHUI, BKJIIOUAA CUMIITOMATHUUYECKYIO
runoreH3uio. J[lJid CHMXKEHUA PUCKA ee Pa3BUTUA
PEeKOMEeHyeTCA IIPEeIBAPUTENbHBLIN IIPUEM ITHUIIHA
(mepekyc) u obecreueHre ajeKBaTHON TuapaTarumu
manreHTa B COOTBETCTBUU C MHCTPYKITMEH 110 IIPU-
MeHeHUIO npemapara [24, 25].

Bo Bpems mpoxokgenusa Gasbl WHUIHAIIANA
(mo 3—5 mHell) YIeHBI CEMbU MOJIXKHBI ITPOUTHU 00Y-
YeHUEe NpPaBUJIAM BOCCTAHOBJEHUS pacTBOpa IJid
UHBEKIUN, TeXHUKE MOAKOKHBIX NHBEKIN, IIpa-

BUJIaM XPaHEHUs IMpelapara ¥ MepaM acCelTHuKH.
B nmanbHeiileM Tepanns IPOBOAUTCS B JOMAIITHUX
YCJIOBUAX; IIOCJIe KaKIOU WHBEKIUU IaIlueHT
IOJIKeH HaXOAUTHCA II0]] IPUCMOTPOM B3POCJIOTO B
TeueHue He MeHee 30 MUH. 3aKOHHBIE ITPEACTABU-
TeJU TaIlueHTa MOJIYKHBI MOAMUCATH WHMOPMUPO-
BaHHOE corJiacue, IOATBEPIKAalonNiee Ux oOydeHUe
¥ TOHWMAaHWe IMPaBUJI pPa3BeleHUs, BBEICHUA U
XpaHeHus mpenapara [5, 9].

Pexomendauuss 33. Ilammentsr ¢ AXII ma
Tepanuu BOCOPUTHUIOM [IOJKHBI HAXOAUTHCA IO
peryJasipHbIM HaOJI0JeHUEeM MYJIbTUTUCIIUIIINHAD-
HOM KoMaHAbl. MOHHUTOPUHI BKJIOYAET AaHTPO-
MOMETPUI0, KJIWHUUYECKHHA OCMOTP U (UKCAIUIO
BO3MOJKHBIX HEyKeJaTeJbHBIX SIBJIEeHUN. BUBUTHI K
nmenuaTpy PeKOMeHIOBAaHBbI KaskJble 3—6 MecAleB
y IeTeli MJIAAINIEr0 BO3pacTa W He peKe OTHOTO
pasza B 6 wMecsdAneB y ImoaApocTKoB. Macca Tesaa
manueHTa [OOJKHA PEeryJasapHO OIeHUBATHCA IIPHU
KasKJIOM BU3WTE K Bpauy, HOCKOJbKY M3MEHEHUSA
MacChl MOTYT IIOTPe6GOBATH KOPPEKTUPOBKU TO3BI
BocopuTuza. 1lo AAaHHBIM HHCTPYKIIUHU II0 MEIU-
IUHCKOMY IIpEMeHeHuio Bocoputuga EMA, mpu
JeUeHUUW JaHHBIM IIPenapaToM CcpeaHee YBeJIu-
YeHHe KOCTHOTO BO3pacTa OBLIO COIIOCTABUMO CO
CpPeHUM YyBeJWUYEeHUEeM KaJeHIapHOTro BO3pacTa,

DHCEHCYC




o 3

N
L,

YTO CBUIETEJIHCTBYET 00 OTCYTCTBUUM YCKODPEHUS
co3peBaHuA KocTHOI TKaHu [20, 24]; peHTreHO0JIO-
TUYEeCKUHN KOHTPOJb B IIybepTaTe BBINOJHAETCA
s (urcamuu (GaKTa 3aKPBITUA 30H pPOCTa, a
He M3 3a OKUJAeMOTO YCKOPEHUS WX 3aKPBITHUA.
OpHaKO AJiA IPeJOTBPAIeHNA BOBMOYKHBIX II€PCO-
HaJIN3UPOBAHHBIX PUCKOB PEKOMEHIYETCA €3Keroji-
HBIII MOHUTOPUHT AWUHAMHKHN KOCTHOTO BO3pacTa,
Kak U OpU IPUMEHEHUU JII000i1 KOHCEePBaTHMBHOM
POCTOCTUMYJIUPYIOIIEll Tepamuu, HE3aBUCUMO OT
MPUYUHBI 3aJePKKU (DU3UUECKOTO Pa3BUTHUA.

ITapanienbHO TPOBONATCA HEOOXOAUMBbIe
obciemoBaHUs IAllUEHTA COTJIACHO BBINIE IIPEJ-
CTaBJIEHHBIM peKoMeHpanuam [5].

Ha puc. 2 mpencTaBjieH aJTrOpUTM MapIIPyTH-
samuu mamueHToB ¢ AXII or sTama AUATHOCTUKU
IO HaIIpaBJIeHUS B CHEIMAJTU3UPOBAHHBIEC ITEHTPHI
IJIs PellleHusA BOIpoca O Ha3HAUEHUU ITaTOTeHEeTH-
uecKoi Tepanuu [26].

IInTanue u (pusuvecKass aKTUBHOCTH

Peromendauyus 34. Ilamuentsr ¢ AXII umeroT
NOBbLULCHHDLIL PUCK PA3BUMUSL OHCUPEHUS U Mema-
0oauUecKUX HapyuleHuil, uTo Tpedyer GopMUpo-
BAHMUS 3IOPOBBIX IHINEBBIX IIPUBBLIUYEK C pPaHHe-
ro BospacTa. Pexomenmgyercs cbOajlaHCHPOBAHHOE
MUTAHNE C OrPAaHHYEHUEM BBICOKOKAJIOPUHAHBIX
MPOAYKTOB U CJHAJKUX HANUTKOB, PETyJIAPHBIN
KOHTPOJb MAacChl Teja U IIPU HEOOXOAUMOCTH —
KOHCYJIbTAIlUM JEeTCKOTO SHIOKPUHOJIOTA/INeTO-
gora. CiaemyeT ymeasiTh ocoboe BHUMAHIE yBeJIU-
YeHUI0 IOTpedeHusa OBOINel, (PPYKTOB W IIPO-
IYKTOB C BBICOKHM COJEpP:KaHueM KJEeTUaTKU; MPU
MJIAHUPOBAHUU paIMOHA MOXKET MHCIIOJIb30BAThCA
MPUHIIAI «300POBOM TapeaKu» (IIOJIOBMHA TapeJ-
KM — OBOIIU U (PPYKTHI, UETBEPTh — OEJIKOBBIE IPO-
IYKTBI, YeTBEPTb — CJIOKHBIE YTJIEBOMBI).

Pexomendauus 35. Pezynapras @Qusuveckas
aKMmMuB8HOCMb SBISAETCS BaXKHBIM KOMIIOHEHTOM
Bemenusa gereii ¢ AXII, MOCKOJIBKY CIIOCOGCTBY-
eT YJYUYIIeHUI0 MBIIIeUHON CUJIbI, ABUTATEILHONI
BBIHOCJIMBOCTH, (PYHKIIMOHAJBHON IIOABUXHOCTH
CyCTaBOB U OOINel TOJIEPAHTHOCTU K HaTpPysKe,
a TaKiKe CHIKAeT PUCK Pa3BUTUA OKUPEHUS
¥ TIOBBINIAET KAUeCTBO KU3HU. PeKOMeHIYIOTCS
IIAAAIINEe W aJalTUPOBAHHBLIE BUIbI aKTHUBHOCTIH:
IJIaBaHUWe, aKBaa’poOWMKa, e3la Ha BeJocHuIlee,
IOo3WpoOBaHHAs XOoAb0a, WIPOBbIE YIPaKHEHUA C
HUBKUM PUCKOM TpaBMmartusanuu. Ciexgyer usbe-
raTh 3aHATHUN, CBA3AHHBLIX C IIOBBIIIEHHONW oOce-
BOUM MM yJapHOW HArpy3Koll Ha II03BOHOUHUK
u cycraBbl. ONTUMAJbHBIA PEXUM (PU3UUECKON
AKTHUBHOCTU OOJKEH (DOPMUPOBATHCA C yUaCTHUEM
CIIeIAJUCTOB II0 PeabUINTAIINN.

IlcuxoconuambHasa MOOIEPIKKA

Pexomendayus 36. IlcuxocoyuanbHoe conpo-
BojcOeHUe SBIAETCSA O00S3aTeIbHBIM 3JI€MEHTOM
BegeHns manueHToB ¢ AXII Ha BceX BO3PACTHBIX
sranax. PeKoMeHIyeTCA pPaHHee BOBJIEUEHUE CIIe-
IUAJINCTOBR (IICHXOJIOTOB, MEJaroroB, COIMAIbHBIX
PabGOTHUKOB) AJA MOAAEPKKM IIAIleHTa U CEeMbH,

TpopUIaKTUKNA U KOPPEKIIUU IIpo0JeM, CBI3aH-
HBIX C CAMOOIIEHKOW, COIIMAJBHOM ajalTanueil un
pHcKOM cTuUrMaTmsamuu. KadyecTBO KU3HU IIPU
AXII ompenensercsa He TOJbKO MeIUIIMHCKUI-
MH HCXOAAMH’, HO M BO3MOYKHOCTHIO BKJIOUEHUS
pebeHKa mJIM B3POCJOTO B oOpas3oBaTesNbHBIE, TPY-
IOBBIE W cOIlMAJIbHBIE ITpoIecchl. IIpu nmpoBemeHUN
HaTOTeHETUUYECKOM POCTOCTUMYJIUPYIOIIE Tepa-
IUU HEOoOXOAWMMO VYIeJIAThL BHUMAaHUE (OPMUPO-
BAaHUIO PEAJMCTUUYHBLIX OXUIAHUN OTHOCUTEJIHHO
pe3yJIbTaTOB JIeUeHUA U IOAJEePIKKe CeMeH B IIPO-
mecce IPUHATUA AOJITOCPOYHOTO JIEUEHUA.

3akiaouyeHue

AXII mpexacraBiasieT €000 MyJIbTUCHUCTEMHOE
reHetmueckoe 3abojieBaHUe, TpeOyioliee KOOp-
OUHUPOBAHHOTO MYJbTUAUCIUIIINHAPHOTO IIOI-
Xola K BeNEeHWIO IaIMeHTOB Ha IIPOTIKEeHUU
Beceil sxkusuu. OnTuMaJbHasg MOAeJdb MeIUITMHCKOMN
TOMOIIY TpeATioJaraeT HaOJIoJeHUe IalueHTa B
CIeIMaJIU3NPOBAHHOM IIEHTPE C YUACTHUEM MYJIbTH-
OUCIUIIINHAPHON KOMAaHAbBI CIIEI[UAJINCTOB, COCTaB
KOTOPOIl MOXKEeT M3MEHSATHhCA B 3aBUCUMOCTH OT
BO3pacTa U KJIMHUYECKUX 3a71au, OMHAKO MPUHITUI
KOOPAMHUPOBAHHOTO BEIEHUA MOJIKEH COXPaHATH-
csA Ha BCeX JTamax.

Bakueiilniiee 3HauyeHWEe WMeEET IIOBBIMIEHUE
HACTOPOKEHHOCTU Bpaueil IepBUYHOTO 3BeHA U
MeIVaTPOB B OTHOINEHUW pPaHHEN MIUATHOCTHUKU
AXII, uTo TO3BOJIIET CBOEBPEMEHHO HAIPaBJIATH
MaleHTOB B CIEeUaJu3WPOBAaHHbIE IIEHTPHI U
OpraHmM30BLIBATH KOMIIJIEKCHOE HaOJIIoJeHue.
CoBpeMeHHbBIE OaHHBIE CBUIETEILCTBYIOT O TOM,
YTO paHHAS AUATHOCTHMKA 3aboJjieBaHUA, CHUCTEeMA-
TUYECKUT MOHUTOPUHT BO3MOYKHBIX OCJIOKHEHUI,
CBOEBpPEMEeHHAas OpToIequvYecKas U HeHpPOXUpyp-
ruueckas OIleHKa, a TaKiKe paHHee HAUajJO MATO-
TeHeTUYEeCKON Tepamuu II03BOJISIOT CYII[EeCTBEHHO
pacIiiupuTh BO3MOXKHOCTU BeJeHUS TMAIleHTOB,
TMOBJUATHL HA POCTOBLIE ITOKasaTeau u (popMHUPOBa-
HUe TPOIOPIUI Teja, a TaKiKe YJIYUIIUTL JOJTO-
CPOYHBbIe KJINHUUECKNEe MCXOMIBI.
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